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TE3UCbI OOKINAOOB
Hay4HO-NPaKTUYeCKON KOHGEPEHLMN CTYOEHTOB N MOSIOAbIX YYEHbIX
«CTYOEHUWKWUHCKUE YTEHUA»
(MockBa, 2 nekabpsa 2022 r.)

HEYTOYHEHHAS HACNEOCTBEHHAS
METABONMUYECKASA BOME3Hb NEYEHU
Y PEBEHKA C LUTOMEFANOBUPYCHOM
MHOEKLUMEN

A6petenéBa [.1., Kopxyk [.M.
Hay4HbI pykoBoauTenb: K.M.H., aoueHT J1.E. llapuHa

Poccuninckun HaumoHanbHbIN nccrneagoBaTenbCKum
MeavuuHckuii yausepceuteT uM. H.W. MNuporosa MuHsgpasa
Poccumn

Knroueesnie criosa: demu, 6onesHuU nedyeHu, duazHocmuka

Axmyanvrnocms. Yentyxa, renaTociieHOMeTa s, CHHIPOM IH-
TOJV3a M XOJIECTa3a SBIISIOTCS OCHOBHBIMHU KJIMHUKO-Ta00paToOpHBI-
MH CHHIPOMAaMU IPH BUPYCHBIX, 8y TONMMYHHBIX, TOKCHIECKHX U Me-
tabonnueckux Oone3Hsx nedenu. [Iposenenne nuddepeHnnaIbHoro
IarHo3a B ae0roTe 3a0oneBaHus y peOEHKa ¢ JaHHBIMHA CHMITTOMA-
MU NPEACTABIIACT 3HAYUTEIIBHBIC TPYAHOCTU.

Onucanue kiMHUYeckoro ciayydas. [Tanuent A., 7 mec, nocry-
MHJI C 5kalo0aMu Ha OTHOKPATHYIO PBOTY MOCIIE KOPMIICHUSI, THApEI0,
BSUIOCTB, yJaIIEHHOE JIbIXaHKe. 113 anaMHe3a BBISBICHO, YTO MAJIBIHK
ot 2-ii 6epemeHHOCTH, 1-X pooB, Macca Tena npu poxxaenun 3000 1.
B Bo3pacte 3 Hen npoBesieHa onepanys 0 MOBOAY NepeKpyTa r'uaa-
THJBI IPABOTO SIMYKa. Uepes 3 Hex MOSBHUIACH JKEITYITHOCTh KOXKHBIX
MOKPOBOB, YCHIIMBAIOLIASACS CO BPEMEHEM, NPUCOETUHUIIOCH YBEIH-
yeHue kuBoTa. B Bo3pacre 6 mec no pesynasraram Y3U — u3Mene-
HHUE MapEeHXUMBbI [1I€YE€HH, IPU3HAKY BHYTPUIIEUEHOYHOM MOPTAIbHON
THIIEPTEH3MH, aClUTa, CIUIeHOMeraInu. [Ipy HacTosmIel rocuTaniy-
3aI[UN COCTOSIHUE TsKENOoe. IKTepHIHOCTD KOXKH H CKIIEP, BEIPaXKeH-
Hble nepudepuieckre 0TéKH, MHOXKECTBEHHBIE TeMaToOMBbI Ha Tele. Ka-
muIeo0pasHbIi CTYI YE€PHOTO IBETA C MPOXKWIKaMU KpoBu. I'enaro-
Mmeranus +5 cM, ciieHoMeranusd. JlaboparopHo: remorno6us 32 r/i,
sputpormtsl 0,98 X 10°/11, TEHKOIKUTO3, TUIIONPOTEUHEMHSI, THIIEP-
OmnpyOHHEMUS 3a CYET MPSAMON M HEMPSAMOH (ppaKIiH, MOBBILIE-
HHE aKTHBHOCTH JIAKTaT/AeTUIPOreHasbl, alaHHHAMUHOTpaHC(epassl
JI0 2 HOpM, acTmapTaTaMUHOTpaHcdepassl 0 5 HOpM, THIIOKOArys-
. [Ipu Y3U neuenn — nuddys3Hble N3MEHEHHUs TapEHXUMBI TIe-
YeHH, HapacTaHWe CIUIEHOMETAJINH, KaJuOpa BOPOTHOH BEHBI, aCIlU-
Ta. YuutsiBas oonapyxenue JHK nutomeranoBupyca B KpoBH, MO-
4e U CIIOHE, a TAK)Ke MOBBINICHNE YPOBHS (heHIIATaHNHA U THPO3HMHA
B KPOBH TP JOTIOTHUTEIBHOM HCCIIIOBaHNH, T depeHIranbHbIH
JIMarHO3 MPOBOAUIICS MEX Ty HH(PEKIMOHHBIM 3a00JIeBaHIEM (ILIUTO-
METaJIOBUPYCHBIM TEeTIaTUTOM, OCIOXHEHHBIM IIUPPO30OM II€UCHH) U
HACJIEACTBEHHBIMHU 00JIE3HSIMU 00MeHa (THPO3UHEMUSIMU 1—3 THIIOB).
B nnHamuke oTMe4eHO HapacTaHUe THIepOHIHPyOHHEMUH, TTOSIBIIC-
Hue TpoMbonuToneHny. [IpoBeeHbI anapoeHTe3, IPOTHBOBUPYC-
Hasi, TOCHHpOMHas Tepamnusi. Hannuwe nupposa nedenu knacca C mo
Haiinay—IIsto0 y peGEHKa MOCTYKIIO TOKA3aHUEM JIJISl IOCTAHOBKH B
odepesib Ha TPAHCIUIAHTALUIO MEYEHH.

3axniouenue. TsoxecTh cOCTOSTHMS, 00YCIIOBIICHHAS MOJIUOPTaH-
HOH U MEYEHOYHO-KIIETOYHOM HEAOCTaTOYHOCTHIO Y JAHHOTO PeOEHKa,
TpelbyeT noo0cne0BaHNs Ha aMUHOAUTyPHU 1 aMHHOAINIOTIaTHH
C [ETBI0 NCKITIOUSHUS WITH TIOATBEPXKCHUSI THPO3HHEMHUH U OIIpe/ie-
JIEHUS JajbHENIIEN TAKTUKY JIEUEHHUS.

PALIMOHATIbHAA OPTAHU3ALINA
NMCKYCCTBEHHOIO BCKAPMJIMUBAHUA

KAK ®AKTOP, NPEQONPEQENAIOLLNA YPOBEHb
3ABOJIEBAEMOCTW OETEW NEPBOIO NOOA
XKU3HU

AsunsoBa A.[l., NaBntouyeHko MN.A.
Hay4HbIn pykoBoauTenb: A.M.H.,
npod. T.WU. JleroHbkoBa

CMOneHCcKuin rocyAapCTBEHHbIN MEANLIMHCKUIA YHUBEPCUTET
Munsgpasa Poccun, CMoneHck

Knouesnbie crioga: demu, 8cKapmMriueaHue, cmecu

Axmyanbrocme. 307I0TBIM CTaHIAPTOM ITUTAHUS ETEH EPBOTO
rojia )XU3HU SBJISIETCS TPyIHOE BCKapMirBanue. OQHaKo 10Js AeTeH,
HaXOJAIINXCSI HA €CTECTBEHHOM BCKapMIIMBaHUH, B Poccun cocras-
nsiet okono 30—40%, mMatepu s BCKapMIMBaHUS JeTeil HCIONb3Y-
10T MoJIo4HBbIe cMecH. COCTaB IrpyJHOTO MOJIOKA YHHUKAJICH, TOITOMY
CMECH JIOJDKHBI OBITh MAKCHUMATIBHO MPHOIMKEHBI K HEMY.

Lenv: onpenenuTb COCTOSTHUE 37I0POBbsI ICTEH, HAXOAAIINXCS Ha
BCKapMJIMBaHUH CTAHAAPTHBIMU CMECSIMU U CMECSIMH, COZICpPIKallMHK
TU/IPOJIN30BAHHBIH CBIBOPOTOUHBIH OENOK ¢ 100aBIeHHEM OJIUroca-
XapHI0B, IPEOHOTHKOB U JUTMHHOLETIOYEYHBIX ITOJTMHEHACHIIIEHHBIX
skupHBIX kucnot (AL ITHXKK).

Mamepuanst u memoowi. Jletn 1-ii rpymnmbl nonydyand CMech Ha
OCHOBE YaCTHYHO THAPOIIN30BAHHOTO CHIBOPOTOYHOTO OeTKa, ¢ mpe-
6uornyecknmu BosokHamu U L] ITHXKK; 2-it rpynmsl — cranpapt-
HYIO CMECh Ha OCHOBE KOPOBBETO MOJIOKA CO CPEIHUM ypOBHEM Oel-
ka (14-17 r/n).

Pesynomamei. B 1-1 rpynne nereil otMedanoch MEHbILE Cllyda-
eB OPBU u OpoHXUTOB, TOCKOIBKY CONEPIKAIINECS B COCTaBE CMECH
OJIMTOCaXapHIbl HATOMUHAIOT PELENITOPHI KIIETOK CIIM3UCTBIX 000J10-
4eK, YTO MOBBIMIAET YyCTOHIMBOCT K HH(EKIIMOHHBIM 3a00I€BaHUSAM.
MeHbImM ObLIO YHCIIO CIIyYaeB aTOMMYECKOro IepPMaTHTa y MiIajieH-
IeB, 9TO 0OYCIIOBICHO HAJIMYHEM IPEOHOTHKOB, KOTOPBIE CIIOCO0-
CTBYIOT CTAaHOBJICHUIO MUKpoOHOMa KuileyHuka (6udumo- u max-
TOOAKTEepHii), KOTOPBIE, CHI)KAsI IPOHUIIAEMOCTh SIUTEHS KHIIed-
HHKa, IPEMATCTBYIOT Pa3BUTHIO AIUIEPITHIECKUX OONe3Hel y neTei.
Pexxe BbLaBiIsIach U aHeMus (TUnoxpomHas JErkoi crenenu). Ilpu
3ToM Goiee BEICOKOE cofeprkaHue Oellka B CMECH SIBIISICTCS ITOBBI-
HIEHHBIM PUCKOM JUISl 300POBbs peOEHKA, T.K. CIOCOOCTBYET CTUMY-
JSIIUY CHHTE3a HHCYJIMHONOR00HOTO hakTopa pocra-1, KOTOpHIi ak-
THUBHpPYET MPOIr(EepaIio aJuIonUTOB, YTO MOXKET CIOCOOCTBOBATH
Pa3BUTHIO OKHPEHHS Yy JIeTeil.

3axnoyenue. IlpoBenéunas pabora mokasaia BIUSHHAE COCTaBA
CMecCH JUIsl BCKapMJIMBaHUs Ha 3a00/1€BaeMOCTb JeTel epBoro roaa
JKU3HU. beccropHo, JIydniM nuTaHueM SBISIeTCS. MaTePHHCKOE MO-
JIOKO, O/THAKO B CIIydJae €ro OTCYTCTBUSI COBPEMEHHBIE CMECH, COZEP-
JKallne KOMIUIEKC OJTurocaxapuios, npeduotukos, J1I ITHXK, moBei-
MIAIOIINE PE3NCTCHTHOCTh OPTraHu3Ma peOEHKA, MOTYT OBITh PEKOMEH-
JTOBaHbBI [Tl MPOPHUIAKTUKN aTMMCHTAPHO3aBUCUMBIX 3a00JIeBaHUI
JIeTeH TIepBOTo roja )XKU3HH.
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®U3NYECKOE PA3BUTUE OETEN MEPBOIO NOJA
XWU3HU: CPABHUTENbHbIA AHANA3 3A 70 NET

Asumosa LW.T.,, Anues P.P.,, CenumoBa A.J.,
YpasoBa A.A.

Hay4HbIn pykoBOAUTESb: K.M.H.,

poueHT H0.M. CnuBakoBCKUM

CapaToBCKMi1 rocyaapCTBEHHbI MEAULIMHCKUIA YHUBEPCUTET
mm. B.U. PazymoBckoro MunHagpasa Poccuu, CapaToB

Kntouesnbie crioga: demu, ¢husuyeckoe pazsumue

Axmyansrocmp. OneHka Gpu3nueckoro pa3BUTHs peOEHKa ObLIa 1
0CTaéTcs BaKHEHIINM KpUTEPUEM, OTPaXKAIOIUM COCTOSHUE €ro 3/10-
POBBSI 11 TO3BOJISIONIMM CBOEBPEMEHHO BBISBIISTH OTKIOHEHHS OT HOP-
MaJIbHOTO YPOBHS FAPMOHMYHOIO Pa3BUTHSA U, KaK CIIECTBHE, pa3pa-
0aThIBaTh MEPHI 10 UX YCTPAHEHUIO U MPOQUIIaKTHKE.

I]env: ompenenuTs mMoKa3areau GU3NIECKOTO Pa3BUTHS JeTei
[IepBOro rojia ®u3Hu I. CaparoBa U IPOBECTU CPABHUTEIIBHBIN aHAIN3
C aHAJIOTMYHBIMH ITOKA3aTeIsIMK HccaenoBanus 1951 .

Mamepuanst u memoout. TIpoBenéH ananu3 aMOyIaTOPHBIX KapT
(«Ucropust pa3sutus pederka» (popma Ne 112-y) neteit nepsoro ro-
na sxu3ad (n = 1000) (poxaénnsie B 2019-2020 rr.), NpoXKMBAIONIKX B
LEHTPAIBHBIX paifoHax I. Caparosa. OnieHHBaIM MOKa3aTeny pu3nde-
CKOTO Pa3BUTHS, BCKAPMIIUBAHHUS, Ta0OpaTOPHBIE KPUTEPUH aHEMHUH,
paxuta. [IpoBeneHo cpaBHEHHE IONYUYCHHBIX JaHHBIX C pe3ysbTaTa-
MH HCCIEIOBaHUS OPTaHU3aTOpa M IEPBOH 3aBeAyIomeil kadeaps
¢axynsrercroii nequarpun CI'MY um. B.U. Pazymosckoro C.b. Jla-
BH/ICOH, ITpoBe€HHOro B 19511956 rr. B Tex ke paitonax Caparosa.

Peszynomamui. Ilo nanaeM uccnenoBanus 1950-x rr., cpegaue mo-
KazaTey MaccChl Tella MPU POXKICHUHN COCTAaBUIIM: MaJbuuk — 3438 1,
neBoukr — 3280 . CpeqHue oKa3aTeNy JTHHBI Tella IPH POXKICHUH:
mansaukd — 50,3 cm, neBouku — 49,7 cM. CpeqHue nokasareiy Mac-
CBI TeJIa y MaJIBYUKOB U y AeBodek K 1 romy — 10 533 u 9462 r co-
oTBeTcTBeHHO. CpeHue MoKa3aTesy [UINHBI Teda B 1 T y Malbuu-
koB — 76,4 cM, y neBouek — 75,3 cm. CpaBHEHHE C COBPEMEHHBIMU
MOKa3aTeNsIMH MacChl TeJla IPU POXKICHUH BBISBIIIO CHIDKEHHE CPE-
Hell Macchl Tena y MajbuukoB — Ha 99 1, y neBouek — Ha 33 1. [lpu
CPaBHEHUH AJIMHBI TeJTa YCTAaHOBJIEHO, YTO MOKA3aTeNId COBPEMEH-
HBIX MaJIBYUKOB U JIeBodeK Bhlre Ha 1 1 0,5 cM cooTBeTcTBeHHO. I1o0-
Ka3aTelll OKPYXXHOCTH TOJIOBEI M TPYIHOM KJICTKH HOBOPOXKIEHHBIX
MaJIB9UKOB M J€BOYEK MPH HAIIEM HCCIIE0BAaHUH OBLIN yBEIMUCHBI
Ha 1 cM. AHanu3 AMHAMUKH Pa3BUTHS POCTO-BECOBBIX MOKa3aTenen
B JIKPETHPOBAHHBIE CPOKH ITO3BOJIMII YCTAaHOBHUTH, YTO Macca Tela
y MaJIbuMKOB 32 BECh PO HAOIIOICHNS OOJIBIIIE, YEM Y ICBOYCK.

3axnouenue. InurensHoe HaOMIONCHUE C PAa3HUICH OICHKU B
70 1eT MOo3BOJHIO OTMETUTh HE3HAUMTENbHOE CHUKEHHE MOKa3a-
TeJlel Beca 1 MUHUMAIIBHYIO TEHJICHIMIO K YBEJIIMUSHHUIO pOCTa Jie-
Tel MepBOro rojia *HU3HU B u3yyaemMoM paiione. 1o qanHpIM aHanu-
3a BeJICHHS MEIMIIMHCKON TOKYMEHTALUH C/IeJIaHbl BBIBOJIBI O HEIO-
CTAaTOYHOM BHIMAaHHUH K JMCIIAHCEPHOMY HAaOIIONCHHUIO 32 IEThMU U3
TPYIIN PUCKa MO PA3BUTUIO AHEMUH U MTPOPUIAKTHKE 3TOTO COCTOSHUSL.
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HEWPOBU3YANU3ALIUA

N ANEKTPO3SHLUE®ANOINPA®UNYECKUE
XAPAKTEPUCTUKM NALMEHTOB C NMATTEPHOM
TMNCAPUTMUUN

AwncuHa B.A., AHuKuH A.B.
Hay4HbI pykoBoguTenb: A.M.H.,
npod. O.B. KoxxeBHuKoBa

HauunoHanbHbIN MEANLIMHCKMIA NCCReqoBaTENbCKUN LEHTP
3nopoBbsa aetert Munsgpasa Poccun, Mocksa

Knouesnie criosa: demu, Helipogusyanusayusi, duagHocmuka

AxmyanvHocme. [ANICAPUTMASL — 3TO MEKTpOrpadhuuecKuii mar-
TepH TKEIBIX U 4AaCTO BCTPEUAIOIIUXCS SMUIETITUYECKUX CUHAPO-
MOB Y JIeT€l paHHEeTO BO3pacTa ¢ HeONaronpHsATHEIMU ITOCIIEACTBHS-
MH IIPY HECBOEBPEMEHHOM MarHOCTHKE U MO3AHEM Havasle JEeUCHUsI.
l'uncaputMus — marTepH, cocTosmui n3 TUQQy3HBIX BEICOKOAM-
wmmTyaHbIX (> 300 MkB) HeperymapHBIX MeIIEHHBIX BOJH, «YCEsH-
HBIX» MYJIBTHPETHOHAJIBHBIMU CIaiikaMK M OCTPBIMU BOJIHAMH C 00e-
HX CTOPOH. DTO XapaKTepHBIH HHTEPUKTAIBHBIN 3IEKTPOIHIE(ATO-
rpaduueckuii nartepH cunapoma Becta (CB) 1 HEKOTOPBIX APYTUX
MITQIeHYECKUX SIIICNTHIeCKUX dHuedanonaruii. CB sBusercs ca-
MO 9acToil popMOii SMUIIENTHIECKUX MITaJIeHYeCKUX dHIedanomna-
Tiil. H(aHTHIBHBIE CITa3Mbl — THII STHJIENITHIECKUX PUCTYIIOB, &
CB — ¢opma stunenicun, KoTopast, KpoMe HH(PAHTHUIBHBIX CIIa3MOB,
00BIYHO TposiBisieTcst Tuncaputmueii Ha D01 U 3aepiKKOi IICUXH-
4ecKoro pa3BuTus. VX 3THONOTHS HEZOCTAaTOYHO M3ydYeHA, HO 9acTo
TECHO CBsI3aHA C TCHETHUECKOM, METa0ONN4YEeCKON N CTPYKTYpHOH
naronorueil. OCHOBHAs 3a/1a4a JICYCHUSI — JOCTIKEHHE IpeKpariie-
HUSI IPUCTYTIOB M IMKBUAAINS TATTEpHA THIICAPUTMHUH Ha IEKTPO-
sunedanorpamme (O3I). Jlist CBOEBpEMEHHOM MTOCTAHOBKH JUATHO-
3a TpedyeTcss MAaKCUMAJIbHO PaHHAA AuarHoctuka DO -m3MeHeHuid
B COUCTAHHU C BBIABICHHEM CprKTypHOf/i IIaToJIOruu Npu MarHvuT-
HO-pe3oHaHCHOU ToMorpadpun (MPT).

Lenv: onpenenuts DI -XapaKTepUCTUKU U TaHHBIE HEHPOBU3Y-
aly3alyy NalUeHTOB ¢ MAaTTepPHOM runcaputMun Ha 301

Mamepuanvt u memoowi. IIpoBeAEH PEeTPOCIEKTUBHBINA aHAIN3
ucropuii 6one3nu 30 manueHToB B Bo3pacte oT 3 Mec 1o 1 roxa 7 mec
(22 manpunka 1 8 IEeBOUYCK), MOCTYNUBIINX C Kalio0amMu Ha WH(AH-
TUJIBHBIE 3MUJIENITHYECKHE CMa3Mbl. Beem neTsim O6buIn mpoBene-
HBI JUIUTENbHBIN BUaeo-O3-Mmonutopunr u MPT ronosaoro mo3ra.

Pesynomamer. Ilpu npoBeaennn Buaeo-331-MOHUTOpHUHTA Y
BCEX MALMEHTOB OBUI 3apErHCTPUPOBAH MATTEPH MOAU(DHIPOBAH-
Ho#t runcaputvun: 'y 21 (70%) manueHTa — CHHXPOHU3UPOBAHHBIH
BapHaHT, y 6 (20%) — BapuaHT MOAMGHUIIMPOBAHHON TMIICAPUTMHH C
neprofgamu yrtomenus, y 3 (10%) — BapuaHT MoauHIPOBAHHOM
THIICAPUTMUU C YCTOHYMBBIM (POKYCOM SMUnenTHdOPMHOIT aKTHBHO-
ctu. Y 27 (90%) nereii no nanusiM MPT ObUTH BBISIBIICHBI CTPYKTYP-
HBIE H3MEHEHH To10BHOTO Mo3ra ([M): y 23 (76,7%) — pa3nuanbie
coueTaHus aTpouu U 032 (C KUCTO3HBIM KOMIOHEHTOM) KakK I10-
CJI[ICTBHS THITOKCHIECKU-UIIEMHYECKOTO TIOBPEX/ICHHS MO3Ta B Iie-
puHaranbHoM nepuose. Y 4 (13,3%) neteit 6b1H ANATHOCTUPOBAHEI
MOpOKH pa3BUTHA I'M (IIOIMMHUKPOTUpHSL, THCIHIE (A, IIH39HIe-
(anms, arenesus Mmo3zonuctoro Tena). Y 3 (10%) geTeit CTpyKTypHBIX
n3meHenuit 'M na MPT He 3apeructpupoBaHo.

3axnouenue. Y netei ¢ marrepHOM MOAU(UIIMPOBAHHOI! TUIICa-
PUTMUH B NofiaBisitorieM oospmHeTBe (90%) citydaeB BBISBISIIOTCS
cTpykTypHbie uamenenus npu MPT I'M (B 0CHOBHOM, TIOCIIEACTBUS
THIOKCHYECKU-UIIEMUIECKOTO TTOBPEXKACHUS MO3Ta B MEPHHATaIlb-
HoM nieprozie). [Ipu CB u cuaapome HH(aHTHIBHBIX STHIEHTHYECKUX
cra3MoB BHAE0-DOI -MOHUTOPHHT SBIIACTCS BEAYIIM METOOM AHa-
THOCTHUKHM Jaxke IIPU OTCYTCTBUU M3MeHeHuit Ha MPT.
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KPECTLIOBO-KOM4YMKOBAA TEPATOMA IV TUMNA
Y OEBOYKWU 7 NET

Anues P.P.,, Asumosa LL.T.
Hay4HbIn pykoBOogUTENb: K.M.H.,
poueHT C.10. Nopoakos

CapaToBCKUIN FoCyAapCTBEHHbI MEAULMHCKUIA YHUBEPCUTET
um. B.W. PasymoBckoro Munagpasa Poccuun, CapatoB

Kntouesnie criosa: Heonnasus, mepamoma, demu

Axmyanvrocms. KpectunoBo-komuukosast Tepatoma (KKT) —
BPOXIEHHASI HEOIUIa3Hs U3 TPYIIIB SMOPHUOM (OpTaHU3MOHIHBIX Te-
paroM), JTOKaIu3yIomascs B KPeCTIOBO-KOMUIMKOBOI o0macTH. OTH
OITyXOJIH SIBJISIIOTCS 10OPOKauECTBEHHBIMH, BEPOATHOCTb MAaJIUTHH-
3anuu o4eHb Boicoka. KKT — penkuil Buj omyxoinu, BCTpeYaroIuii-
cs1 ¢ yactoroid 1 Ha 3540 TeIc. HOBOPOXKAEHHBIX. COOTHOIIEHHE -
BOYEK U MaJbuUKOB konebnerca ot 4 : 1 103 : 1.

Onucanue KIMHUYECKOro ciy4as. Jlesouka P., 7 net, noctynu-
JIa B XUPypruyeckoe OTAesIeHHE C KaJo0aMH Ha U3MEHEHHUS B aHAJIH-
3aX MOYH (JIEHKOIMTYpHs B 00IIEM aHAIIN3e MOUH U mpode 1mo Heun-
MOpEeHKo). 13 aHaMHe3a: 6epeMeHHOCTD MpoTeKana 6e3 0COOeHHOCTEH,
PeO&HOK TOHOIICHHBIH, OIleHKa 110 mKaye Anrap 8 6amios. [Tpu nans-
TIALY MOYEBOTO ITy3bIPs HAJl JOHOM OIPEAEIISIETCS OKPYTIIoe 00pas3o-
BaHMeE, 3aHIMalOIIIee IPEUMYIIECTBEHHO Mastbii Ta3. [1pu maboparop-
HOM HCCIIeJOBAHUH: JISHKOUTYpHs B o01IeM aHanmmze Moun (10-12 B
nosie 3penus) u npode no Heunnopenko (20 000 neiikoruroB). Ypo-
BeHb anbda-eronporenHa /10 1 nocie ornepanun — 1,0 u 0,7 ME/Mn
COOTBETCTBEHHO. [Ipn ynbTpa3ByKOBOM HCCIE0BAHUH TTOYEK U MOUE-
BOTO ITy3bIpsi ObUTH OOHAPYKEHBI TIPU3HAKY [HENI0AKTAa31H, aHIXOTeH-
Hoe oOpasoBaHue 71 X 79 MM, OTTECHSIOIIEe MOUEBOH My3bIpb. [10 man-
HBIM MarHUTHO-PE30HAHCHOW TOMOrpaduu: B MaJIoM Ta3y MO3aH Ipsi-
MO¥H KHIIIKH IIPECcaKkpaibHO, PACIPOCTPAHSICH BBEPX JIO YPOBHS Tela
L3 no3BoHKa, onpesenseTcs: HEMpaBUIbHOH (OpMBI MHOTOKaMEpHOE
JKHAKOCTHOE 00pa3oBaHUe, C YETKUMH KOHTYpaMH, OOLMMH pa3Mepa-
mu 10,2 x 7,5 x 15,8 cM, oToaBuTaroniee Knepeas 1 KOMIPUMHUPYIOIIee
OPSIMYIO KHIIIKY U MOYEBOH IMy3bIpb. ONpenenseTcs pacuIMpeHHBIH Jie-
BBII MOYETOUHHK 10 1,1 cM. BeimonHeHa mianoBas oneparys — Oprom-
HO-IIPOMEXHOCTHAs SKCTUPIIALISA TEPATOMIHON OIyX0JIH; CHUHKTEPO-
JIeBaTOPOILTACTHKA (TIpU PEBU3HMHN OPIOIIHON MOJIOCTH OOHapy>KeHa 10~
OpokadecTBeHHas OIyXO0Jb pasMepoM 25 X 20 x 20 cM, cMenIaromas
CUTMOBH/IHYIO KHIILKY, JIEBBIi MOYETOYHHUK, MPAMYIO KHIIKY. [Ipoms-
BeJIeHa IICCEKIINS OIyXOJU. BEITONHEH caruTTanbHbIN JOCTYII K KOII-
YUKy U IPIMOii kuiuke. [Ipon3BeieHa pe3eKuust BCero KoIminKa, 3aTeM
cuHKTepoeBaToporuiacTika). [locieonepanoHHBI TepHo IIpoTe-
Kan 0e3 0coOeHHOCTeH, 1Ta00PaTOPHO-MHCTPYMEHTAIBHBIE TIOKA3aTeNIN
JOCTUIN pedepeHCHBIX 3HaYCHUH.

3axnouenue. PaHHAS ANATHOCTHKA KPECTIIOBO-KOMTUMKOBOH Tepa-
tomsl [V THna y nereit mo3BosiseT n30exaTh OCIOKHEHUH CO CTOPOHBI
JPYTUX OPTaHOB M CHCTEM U CHU3UTH PUCK MAJTUTHU3AINH OITyXOJIH.
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CMHAPOM KOHPAOU-XIOHEPMAHA Y IEBOYKU

Anues P.P.,, Pagxa6oB X.M., MorocsaH A.C.
Hay4HbI pykoBoaUTENDb: K.M.H.,
poueHT O.U. N'ymeHoK

CapaTtoBCKkuiA rocyAapCTBEHHbIN MEAULIMHCKUIN YHUBEPCUTET
um. B.W. PasymoBckoro Munagpasa Poccun, CapatoB

Knrouesnie criosa: xoHOpoducnna3usi, anoneyusi, CUHOpPoM
KoHpadu—XoHepmaHa

Axmyanvrocmy. Cuaapom Konpanu—XroHepMana — peakoe re-
HeTHdeckoe 3aboneBaHue ¢ X-CIEMIeHHBIM JOMUHAHTHBIM TUIIOM Ha-

CJIC/IOBaHUS, XapaKTepU3yIoLeecs: XOHAPOAUCILIa3Heil, ajoneruei,
QHOMAJIMSIMH Pa3BUTHUS CKeJeTa, KaTapakTod, qusmMopdueit muna,
nxTHO30()OpMHOI 3puTponepmueid. BerpedaeTcs ¢ 4acToTol OKOIO
1 : 400 000 HOBOPOXKAEHHBIX, IIPH 3TOM B 95% cilyyaeB — y J€BOYEK.

Onucanne KmHIYecKoro cimyyvas. [lamuentka O., 11 ner, ot BTO-
poit ocnoxxHEHHOI 6epeMeHHOCTH (recTo3). C poxIeHHUs HaOIoIaeT-
sl y IepMatoJIora 1o TI0BOAY BPOXKIEHHOTO NXTHO3a, AU(dy3HOH ao-
neuud. COCTOUT Ha TUCTIAaHCEPHOM YU&€Te y OKYJIUCTa C JUAarHO30M:
KaTapakTa IpaBoTO IIa3a M y TPaBMAaToJIOra-opToIesa ¢ BpOXKAEH-
HbIM KHudockonno3oM I crenenu. JlaHHbIe 0OBEKTHBHOTO OCMOTpA!
JIeBOYKA aJIeKBaTHO pearupyeT Ha OCMOTP, HaOIIONAETCs IUCIIaus.
OO0yyaeTcs B CIICIMATH3UPOBAHHOM WHTEPHATE IS CIa0OBUISIINX
neteit, yuutcst xopoiuo. [Ipu ocmoTpe obpararot Ha ce0st BHUMaHKE
MHOKECTBEHHBIE CTHTMBI I39MOPHOTeHe3a: TOI0Ba TH/POIehaTbHOH
(hopMBI, BBICOKHH JI00 ¢ BRICTYMAOIIMMU JTIOOHBIMU OyrpaMu, HepaB-
HOMEPHBIH POCT BOJIOC, HXTHO3, TU((Dy3HAS aonenys, IUPoKas Ie-
PEHOCHIIA, TTIa3HOH M COCKOBBIN THIOTENIOPU3M, MUKPO(TANIbM CIIpa-
Ba, CXOSIIIEECs KOCOTIIa3ne, MOIUAAKTIIINS TIPaBOi KUCTH, Tpe3yoew
CTOII, HU3KOPOCIOCTS. [Ipn nomonHuTe TI5HOM 00CTIEI0BAaHUY BEISIBIIC-
HBI CTPYKTYpHBIE aHOMAJIUH PA3BUTHUS cepALa (IOMOTHUTENbHAs XOP-
J1a JIEBOTO JKeITy[J0uKa), BPOXKAEHHBIE TIOPOKU PA3BUTHS ITOYEK (BTO-
PHYHO CMOpIIIEHHAsl IIpaBas MOYKa, TMIOILIa3Ks MpaBoi mouku). Ka-
puorun 46,XX. [Ipu npoBeieHUH MOJTHOI€HOMHOTO CEKBEHUPOBaHUS
JIHK BbIsiBIIEH aTOreHHbIN BapuaHT B reHe EBP, npuBoAsui K pas-
BUTHIO cuHApoma Konpaan—XroHepmana.

3axnouenue. B TaHHOM KIIMHUYECKOM CIIydae y A€BOYKU AUArHO-
CTHpPOBaHbI CUMIITOMBI, XapaKkTepHble A1 cuHApoMa Konpaan—Xro-
HEepMaHa: TOYeYHas! XOHPOIUCILIA3HS, aJOTeIHs, aHOMAJINH Pa3BH-
THS CKeJleTa, KaTapakTa, JU3MOpQus IUIa, HXTHO30(hOpMHAsT 3pUTPO-
JepMHUs, a TAKXKE HE ONIMCAHHBIE PaHee B JINTEPAType, HO KIMHUYECKH
3HAYMMBbIE IPU3HAKA: JHUCIIANNS, JOIOIHATEIbHAs XOp/ia JIEBOTO JKe-
JIyI04Ka, BPOXKAEHHBIE IOPOKU Pa3BUTHS MOUEK: BTOPUUHO CMOPILIEH-
Has IIpaBas I104Ka, TUIOIIa3ns NpaBoi mouku. OnucaHue JaHHOTO
KIMHUYECKOTO CIIydasi ZOTOIHSAET NMEIOLINECs CBEACHHS O PEAKUX
TeHEeTHYECKNX CHHIPOMaX.

k %k ok

CUHOPOM KO®PUHA-CUPUCA

Anxa3soB A.A., Ayp6ueBa K.C., 3akaBoBa M.A.,
XaHkuwueBa 3.A.

Hay4HbIn pykoBoauTesnb: K.M.H.,

aoueHT O.U. NymeHroK

CaparoBckuiA rocyqapCTBEHHbIN MEQULMHCKUIN YHUBEPCUTET
um. B.U. PazymoBckoro MuHagpasa Poccuun, CapatoB

Kniroyesnle crioea: 0emu, 2eHemuyeckue 6onesHu,
OuacHocmuka

Axmyanvrocms. Cuanpom Kodduna—Cupuca — penkoe Bpoxk-
IEHHOE TeHeTH4ecKoe 3aboneBanne. [lepBsIMH onmcany CHHAPOM B
1970 r. I'. Kopduu u D. Cupuic y 3 1eBOUYCK C HATUIUEM YMCTBEH-
HOH OTCTaJIOCTH, a- WJIM THIIOIUIa3HeH HOTTell M IUCTANBHBIX (hajaHT
Ha V manplax pyk 4 HOT. YacToTa BcTpeuaeMOoCTH: MeHee 1 ciydast
Ha | MJIH 4eJoBeK.

Pe3ynsmamut. Be1nensioT HeCKOIBKO THIIOB CHHAPOMA B 3aBHCH-
MOCTH OT NaTOT€HHBIX BAPUAHTOB PA3INYHBIX I'eHOB: ARIDIB (Tun
1), ARIDIA (2), SMARCBI (3), SMARCA4 (4), SMARCE] (5), AR-
ID2 (6), DPF2 (7), SMARCC2 (8), SOX1I (9), SOX4 (10), SMARCD1
(11), BICRA (12) (https://www.genokarta.ru/disease/Sindrom_Koffina-
Siris). HacnemyeTcs ayTocOMHO-IOMUHAHTHO. bonbIas 9acTh ciyva-
€B UMeEeT CBSI3b C MyTallHsIMH, BO3HUKIINMU de novo. Jljist cuHApo-
Ma XapaKTePHBI yMCTBEHHAs OTCTANIOCTh (JIETKasl, yMEpEeHHAsI HIIH TsI-
xénast popma), a- ¥ TUIOTUIA3US HOI'TS MJIM JUCTANIBHOU (amanru V
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nabla B OONBIIHHCTBE CITy4aeB, IpyOble YepThI JIUIA: IHPOKHIA pOT
C HOJIHBIMH ¥ BBIBEPHYTHIMH HapyXy T'yOaMH, HIMPOKasi IEPEHOCHIIA,
HETHIIMYHOE NOJIOKEHUE WK (hopMa YIIHBIX PAKOBUH, I'yCThIe Opo-
BH, JUTMHHBIE PECHUIIBI; HU3KOPOCIOCTh, MUKPO- HIIM MaKkpouedanus,
KaTapakTa, IT03, KOcorasue, BpoXKIEHHbIE MOPOKHU cepana (aedexr
JKEJTyIOYKOBOM WJIM MEXIIPEICEPIHON neperopoaku, Terpaga dai-
JI0, OTKPBITHIN apTepHaIbHBII IPOTOK), THIIEPTPHXO3 B 00JIACTH PYK,
JIULA, CTIMHBL, PEIKHE BOJIIOCHI Ha TOJIOBE, MPOOJIEMBI C KOPMJICHHEM,
areHe3ns1 MO30JIMCTOTO Tella, Cy[IOPOTH, TUIIOTOHYS, THIIEPMOOHITE-
HOCTb CYCTaBOB, CKOJIMO3, HOTEPs CIIyXa, TOPOKH PAa3BUTHS MOYETIO-
JIOBOHM CHCTEMEI U ITOYeK, YacThle MH(peKuny. J[Marno3 oCHOBBIBAET-
sl Ha KIIMHUYECKUX TIPU3HAKaX U MOATBEPIKIACTCS MOJIECKYISIPHO-Te-
HETHYECKUM aHanu3oM. JleueHne cuMmToMarniyeckue (KHHE3HO-,
UII0-, QU3UOTEpPAITHS, 3aHATHS C JIOTOIEIOM, TICHXO0-, TPYAOTEparys).

3akmouenue. Cunapom Kopduna—Cupuca — penkas Hacien-
CTBEHHAs ITaTOJOTHS, AUArHOCTUIECKUMH TIPH3HAKaMH KOTOPOH SIB-
JISI0TCS TPyObIe YepThl JINLIA, JIULEBbIC JU3MOP(UH, yMCTBEHHAs OT-
CTaJIOCTb, a- WIIM TUIOIUIa3us V Majblia WM HOI'TeH Ha Mablax CTol,
BpOXAEHHBIE TIOPOKH cepAla. JInarHo3 HoATBEPKAACTCS PH OMO-
U MOJIEKYJIAPHO-TEHETHYECKUX I/ICCHC}IOBaHl/Iﬁ.
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BOJIE3Hb YUNMNNA, UNY PEOKUA OUATHO3
Y OETEN

AHukuHa K.A., AptembeBa B.C., PunumowmHa E.C.
HayuHbIn pykoBoauTEnb:
K.M.H., goueHT M.A. MaTtBeeBa

CapaToBCKMi1 rocyaapCTBEHHbI MEAULIMHCKUIA YHUBEPCUTET
mMm. B.W. PasymoBckoro MunHagpasa Poccuun, CapaToB

Knroueesbie criosa: 0emu, 6one3Hb Yunnna, duacHocmuka

Axmyanvrocms. bone3Hp YHIIUIa OTHOCHTCS K PEIKUM 3a00te-
BaHUAM U BcTpedaercst ¢ yacroroi 0,5-1,0 cnyyait Ha 1 muH Hace-
nenust. [TopaxaroTcs IpenMyIecTBeHHO My 4IHHBI (86%), cpenuauit
BO3pacT K Hayaity 3aboneBanus cocrapiseT 40,3 rona. Yacrora BcTpe-
4aeMOCTH OOJIe3HH YHIIUIA y JeTell kpaiiHe Mana. Ha ceromusmmmii
JICHb OIMCAHbI SMHUIHBIC CITy4al BBISIBICHHS JAHHOW OONE3HH cpe-
U IETCKOTO HACENICHHUS.

Onucanue KIMHAYECKOro ciay4as. 22.08.2022 B otaeneHue pe-
AHMMAaLlMU 1 MHTEHCUBHOM Teparny MOCTyITHII peOSHOK 2 JIET C OCHOB-
HbIM tiarHo3oM: COVID-19, Bupyc niaeHTHOHUIMPOBaH, THKENOE Tede-
HHE, TECT MONOXKUTENBHBINA. OCI0XHEHNE OCHOBHOTO 3a0oreBanwst: BHe-
OOJIEHMYHAS ABYCTOPOHHSIS MOJICETMEHTapHasi ITHEBMOHHS, TSDKENIOe
TEeUeHNe, AbIXaTellbHask HeTOCTaTOYHOCTh 3 crerneHn. CommyTCTBYIONHMit
nuarHo3: JlerenepariBHoe 3a00€BaHIE LICHTPaIbHOM HEPBHOW CUCTEMBI
(GM1 I'aanmosnio3). B cBs13u ¢ TSHKENBIM COCTOSHIEM PeOEHKA M HeBO3-
MOXXHOCTBIO ITHTAThCS CAMOCTOSITENBHO TIOMTy4al aMUHOKHCIIOTHBIE CMe-
cH 4epe3 HazoracTpaitbHsIi 3001, 05.09.2022 npousomén copoc 3acToi-
HOTO JKeJTyI0YHOTO COAEPAKUMOTO C TeMOPPArnieCKUM KOMIIOHEHTOM T10
Ha30racTpajJbHOMY 30H]LY, U3-3a 4ero Oblia Ha3HaYyeHa TeMOCTaTHIecKast
Tepans ¢ MOJIKUTENEHEIM ddexrom. 06.09.2022 mposeneHa pudpo-
ractpoxyoneHockonus. [1o e€ qaHHBIM BBIABICHO 3K30(HTHOE 00pa3o-
BaHHE Kapan0330(areansHoro nepexosa, OCIOKHEEHHOE H3bSI3BICHUEM.
J11s1 MCKITIOYEHHs1 OHKOJIOTHYECKOTO TIporiecca Oblia B3ATa OHOTICHSL, 1O
UTOTaM KOTOPOH BBICTaBNIEH AMarHo3 6oie3Hs Yummia. bput npuramén
JIETCKHIT XUPYPT Ha KOHCYIBTAIHIO, KOTOPBIH ITOATBEPINI IHArHO3 U 3a-
KJIIOYMJI, 4TO PEOEHOK B SKCTPEHHOM OIEPaTHBHOM BMEIIATEIILCTBE HE
HyKIaeTcs. B cBsI3u ¢ mrarno3oM-Haxokol aHTHOAKTepHaIbHAs Tepa-
Hs TIpenaparoM Hedenum-cyap0akTaMoM Obiia npozyieHa. [locne kiu-
HHYECKOTO U JJaOOPaTOPHOTO BBI3JOPOBIICHNS 10 OCHOBHOMY 3a001eBa-
HHIO MAIMEHT ObUT BBIMKCAH IO HAOMIOASHIE TaCTPO3HTEPOIIOra U HH-
(DEeKIMOHUCTA [0 MECTY KUTEIIbCTRA.

3akmouenue. bone3us Yumnmia — HHOEKIIHOHHOE 3a00JICBaHIE,
KOTOpO€ KpallHe peIko BCTpedaeTcs B MEeIHaTPUIECKON MpaKTHKE U
OYCHB YacTO SIBISIETCS IUArHO30M-HaXOIKOW B X0/1€ 00CiIe10BaH M O
MOBOTy Apyroro 3aboseBanus. Hamimure eIMHAYHBIX OMUCAHHBIX CITY-
4aeB, pa3HO00pa3ne KIMHUYECKUX NPOSIBICHUI U OTCYTCTBHE KIMHHU-
YECKHX PEKOMEH/IAINH BBI3BIBACT TPYHOCTH B JUATHOCTUKE U JicUe-
HUHM JIAHHOTO 3a00JIeBaHuUs y JEeTEH.

CAPKOMOO3 Y AEBOYKHN 13 NET

AdaHacbeBa A.A.", LLimeneBa N.0.2
HayuHbIn pykoBoguTtenb: C.UA. MenbHuk'

'CeBepo-3anagHbliii rocyaapCTBEHHbIV MEAULIMHCKUNA
yHuepcuteT um. N.N. Meunnkosa MuHsgpaBsa Poccuu,
CaHkT-leTepbypr;

2CaHkT-lNeTepbyprckuii Hay4HO-UCCnea0BaTENbCKUN MHCTUTYT
dTr3anonynbmoHonorun MuxHsgpasa Poccun,
CaHkT-lMeTepbypr

Knouesnie criosa: demu, capkoudos, QuazHocmuka

AxmyansrHocms. B 1eTCKOM BO3pacTe Cpe MHTEPCTULHATBHBIX
3aboneBaHMi JIETKNX 0c000€ MECTO 3aHUMAET CapKOMJI03, KOTOPHIH
BCTPEUAETCS] PEAKO, XapaKTePH3yeTCs] KIMHUIECKAM MOIUMOphU3-
MOM CpeJy JieTeld pa3HbIX BO3PACTOB B PE3yNbTaTe MOJIHOPTaHHOCTH
MOPaXXEHUH, OTCYTCTBHS TATOTHOMOHUYHBIX CHMIITOMOB, CIIOXHO-
CTU IUATHOCTHUKH, PA3THNYHON TAXKECTH TEUEHUS, 0COOEHHO €ro JKC-
TpaTopaKaibHbBIX (GopM.

OnucaHue KIMHUYECKOrO ciayyas. J[eBouka, 13 net, ob6caeno-
BaHa B CBS3M C XaJ00aMH Ha MOBBIIIEHHYIO YTOMIIIEMOCTb, OJIbIII-
Ky npH (pU3MIECKOH Harpyske, smu3oandeckue camkenus SO, 1o
88%. VI3 anaMHe3a U3BECTHO, UTO B Bo3pacte 1 Mec u 3 JieT nepeHec-
J1a THEBMOHMIO, OHOKPATHBIH 3MH30]] OPOHXHAIBHOH OOCTPYKINHL.
C 12 net cTanu oTMe4aTh NOBBILIEHHE TeMIeparypbl Tena 10 39,5°C,
0e3 KaTapalbHBIX SBICHUI, KOTOpOe TpakToBanock kak OP3, amOy-
JIATOPHO IMOJTy4Yaia jieueHue, 0e3 3HaauMoro 3¢ ¢exra. bruta Bemon-
HEHO KOMIIbIOTepHast ToMorpadus opranos rpynHoit kietkn (MCKT
OI'K), mpu KOTOpO# OBUTH KPYITHBIE KOHITIOMEPATHI TUM(aTHIeCKUX
y3n0B (JIY) cpenoctenus u kopHeit N€rkux, OblIa ONpeieseHa THIep-
BEHTHJIIS CPEAHEN O IIPABOTO JIETKOTO 32 CUET YACTUIHOH KOM-
MIPECCHU CperHeno0NIeBoro OpoHxa yseianaeHHbIMH JIY. buoncus u ru-
cronormyeckoe uccnenopanue (I'M) JIV cpenocTeHus BBIBIIO Kap-
THHY, COOTBETCTBYIOIIYIO capkono3y JIY. BeiOpaHna BEDKHIaTENbHAS
taktuka. [Ipuy MCKT OI'K uepe3 8 mec Obuia ycraHOBI€Ha HepaB-
HOMEPHOCTb ITHEBMATHU3alUH JIETOYHBIX IT0JIeH, SINHIYHBIE TTIOTHBIE
OYaru MepHBacKyIIPHOTO PACIONOKEHHS B NMEepUPEPUIECKUX OT/e-
Jax BepxHel nonu u S6 crpasa; BHyTpurpyassle JIY: naparpaxeans-
HBIE TPYIIBL: BEpXHEH 10 6 MM, HIbKHEH 10 10 MM; Ondypranuon-
Ho#t rpynmsl 10 10 MM, JTY GpOHXOMYJIBMOHANBHBIX TPy H3Mepe-
HUIO HE MOJUIEXAT, 1apaaopTaTbHOH IPYIIEl — 0 6 MM; 110 JaHHBIM
sHg00poHxuanbHOH ynerpaconorpaduu (EBUS-TBNA) 6butu omnpe-
JIeIIeHBI IPU3HAKK CapKouA03HOro nopaxenus JIY 7 u 4R rpynm; npu
T' JIY u cnuzuctoit 6poHXa — KapTUHA NPOAYKTUBHOTO TpaHyJie-
MaTO3HOTO BOCIIJICHHs. YBEJIMUEHO COJEP)KaHNE aHTHOTEH3UHIIpe-
Bpamaromiero ¢epmenra o 64,8 EJl (Hopma 12—68). Copmynupo-
BaH auarHo3: Capxonno3 n€rkux ¢ nopaxenuem JIY. bonbHas BbInu-
caHa Ha Tepanuu: anbda-Toxopepor 400 Mxr/cyT 3 mMec. YauTeIBas
MOJIOKUTENBHYIO KIMHUYECKYIO U PEHTT€HOBCKYIO TMHAMUKY, OT Ha-
3HA4YEHHs] CHCTEMHBIX IIIIOKOKOPTHKOCTEPONI0B M IINTOCTATHKOB OBbI-
JI0 PEIeHO BO3AEPIKaThCs.

3aknrouenue. Capkon103 B TMarHOCTUYECKOM MTOUCKE UMEET CO-
[HAJIFHO 3HAYNMBbIE U OHKOJIOTHYECKUE 3a00JIeBaHys U TpeOyeT OBHI-
HIEHUS OCBEIOMIEHHOCTH O JAaHHOM 3a00j1eBaHuH. JJaHHBINA KITHHUYE-
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CKHil CITy4ail ToKa3bIBaeT HEOOXOMMMOCTh IIPHUBIICUCHUS K TUArHOCTH-
YEeCKOMY HPOLECCY MIMPOKOTO KPyTa CHEIHAIICTOB IS BepH(DUKAINH
JIMarHo3a, a TAaKXKe 3HAYMMOCTh THCTOJIOTHUECKOTO MOATBEPHKICHUS,
YTO TO3BOJISIET M30€XkKaTh OMNOOYHOTO Ha3HAYEHUS TEePaIniL.

TPEXCYTOYHOE XONTEPOBCKOE
MOHUTOPUPOBAHMUE Y PEGEHKA C
NEPEHECEHHbLIM COVID-19

AxmepoBa 3.3., A6awmnnse J.A., Paxumoa A.H.
Hay4HbI pykoBogUTENb: A.M.H.,
npod. O.B. KoxeBHMKOBa

HaumoHanbHbIi MEOUUVHCKMIA UCCneqoBaTeNbCKUA LIEHTP
3a0poBbs geten Munsgpasa Poccun, Mockea

Knrouesnie criosa: demu, nocmko8UOHbIU CUHOPOM,
OuaeHocmuka

Axmyanvnocms. B nepnon nangemun COVID-19 3a6onesae-
MOCTh CpeNiu AeTel coXpaHseTcs Ha BICOKOM ypoBHe. HecmoTps Ha
NErkoe TeueHne OONIe3HH y JeTeid, HapyIIeHHs] B OpraHax U CUCTe-
Max He OTPaHWYCHBI IIEPHOJIOM OCTPOTO TedeHHs Oone3nu. B Hactos-
Imee BpeMs MosBIAeTcs Bcé Golblle MyONUKalui O MOCTKOBUIHOM
CHHZIPOME, BKJIIOUAIOIIEM HapyIICHUS CO CTOPOHBI CEPAEYHO-COCY-
JICTON CUCTEMBI.

Onucanue KJIHHAYECKOTo ciiydast. Ha mpuém k kapauosory o0-
parmics nampeHt [, 16 JeT, ¢ skanodaMu Ha BIIEpBBIC BOSHUKILHHN S1TH-
3071 CHHKOIIAJILHOTO COCTOSIHHS BO BPEMsI COPEBHOBAHHIA 110 [IABAHHUIO.
3a 3 Mec 10 2113072 noTepu co3Hanus nanueHt nepeaéc COVID-19 B
nérkoii hopme. M3 anHamMHe3a H3BECTHO, YTO MAJIHIMK 2 rozia mpodeccro-
HaJIGHO 3aHMMaeTcs IuaBanueM. [Ipu ocMOTpe KapanuoioroM cocTosi-
Hue ynosnerBoputensaoe, YCC nexa 55 yn/mun, Al 120/70 MM pT. CT.
Pesynerar Dx0KI" 6e3 maronoruu. Ha OKI' — ymepennas 6pamukap-
JIVISI, METPALVS BOAUTEISI PUTMA M3 CHHYCOBOTO Y3714, pe3Kast apUTMHS,
Hecrenuduyueckast BHyTPHKEIyI04KkoBas Onokana. ITo naHHBIM 00-
CIISIOBAHUS TTATOJIOTUH He BBISIBIICHO. J[JIs yTOYHEHHS TUarHo3a peKo-
MeHI0BaHo 3-cyTouHoe 3G-moHuTopupoBanue DKI. Ha 1-2-3-u cyt-
KH MOHUTOPHPOBAHUS PETUCTPUPOBAIACE OCTOSTHHASL OpaguKapans,
JHEM MUTpAIHs BOAUTEISI PUTMA U3 CHHYCOBOTO y371a B MHOKapJ Ipa-
BOT'0 MpEeACepausl, HOUbO — yCTOHYMBBII Npencepansbiii putMm. Ha 3-u
CYTKH MOHHTOPHPOBAHUS 3apETHCTPUPOBAHO yCHIICHUE OpauKapIni,
HapyIIeHUs] PUTMa cep/ilia — pe3kas CMEHa yJallEHHOTO CHHYCOBOTO
puTMa Ha npencepaHbIid. Beero (¢ npeoGnananuem Ha 3-u CyTKn) 3a-
peructpupoBano 20 cHHOATPUATIBHBIX OJ0Ka] MPOJOJHKUTEIEHOCTBIO
10 1660 MC ¥ OCTaHOBKM CHHYCOBOTO y37a — 24 nay3sl 10 1733 mc,
YacTO C TTOCIEAYIONINM BBICKAIB3BIBAIONINM Y3JIOBBIM COKpPAIEeHHEM
u npeacepauoit opagukapaueii ¢ YCC 4446 yn/mun. OTMEUeHBI Tak-
K€ TIPU3HAKY ITapIUAIBHOTO (heHOMEHa IPEKIeBPEMEHHOTO BO30YyXkIe-
HHS )KEITy/I0UKOB U PaHHEH PEnospH3aliy MHOKapa XKeTynoukoB. [1o
JIAHHBIM BOIIPOCHUKA CHA OTMEYAFOTCS YacThIe POOYKIeH s U Oectio-
KOMHBIN COH. BbUT BRICTaBIIEH IMArHO3: QUCHYHKIMS CHHYCOBOTO y371a.

3axniouenue. Y manpunka, npopeCcCHOHAIBLHO 3aHUMAIOIICTO-
Csl CIIOPTOM, C OIXHOKPATHBIM CHHKOIIAJIBEHBIM COCTOSHHEM Ha (oHe
(bu3nyecKoil Harpy3KH 1O JaHHBIM PYTHHHBIX UCCIICOBAHUH MaTo-
JoTUH He BhIsBICHO. OJJHAKO IPUMEHEHHE JIUTEIBHOTO MOHUTOPH-
poBanust OKI' mo3BoNMIO yBEpPEHHO KOHCTATUPOBAaTh HAINYUE TIPH-
3HAKOB JMCYHKIUH CHHYCOBOTO y371a, OCOOCHHO IPH aHAIU3e AaH-
HBIX Ha 3-¥M CyTKH MOHUTOPHPOBaHHA. PeOEHKY ¢ CHHKOIIC B TIEPHOX
pexonBaiecueniu no COVID-19 tpebyrorcst HabroneHNEe U KOH-
TpPOJIb, TT0 JAHHEIM KOTOPOTO Oy/eT IPHHSATO PEIICHHuE O BO3ZMOXKHOM
CMEHe BHJa CIopTa.

no3gHAA AMArHOCTUKA CUHOPOMA
KNN®CTPbI

BaraytavHoBa A.P.,, LLlakup3ssaHoBa I.P.
HayuHbIn pykoBoauTenb: A.M.H.,
npodp. C.A. BonrnHa

KazaHckuin rocygapCTBeHHbIN MeAULMHCKUIA YHUBEPCUTET
MuHsgpasa Poccnu, KasaHb

Knouesnbie criosa: 0emu, cuHopom Knughcmpsl, QuazHocmuka

Axmyanvrocms. Cuaapom Kmuderpsl — penkoe reHeTHIeCKoe
ayTOCOMHO-JJOMHHaHTHOE 3a00JIeBaHUE, XapaKTePU3YIOIIEecs] YM-
CTBEHHOH OTCTAJIOCTHIO, YaCTO COIPOBOXKAAIONIEECS CIEKTPOM (HH-
3MYECKUX U KIMHUYECKHX ocoOeHHocTell. YacToTa BCTpeyaeMoCTH
CHHApOMa Heu3BecTHa. He cymiecTByeT ero yHUBEpCaIbHOTO OMHCa-
HHS, T.K. IMEETCSI IMUPOKHUIT CIIEKTP KIMHUYECKUX CUMIITOMOB 1 O0ITb-
LIOW IMana3oH TSHKECTH MX HPOSIBICHUH.

Onucanue kIMHUYeckoro ciay4as. [lamuent K., 6 ner 7 mec,
HOCTYIHJI C )KalI00aMH Ha HHTEIUIEKTYaJIbHYIO HEI0CTaTOYHOCTb, 3a-
JEPXKKy (U3MIECKOro pa3BUTHs. 113 aHaMHe3a H3BECTHO, YTO PeOEHOK
poaucs ot 2-i 6epeMeHHOCTH (Ha (hoHE OpPOHXUANBHOM aCTMBI), 2-X
pozoB myTéM KecapeBa ceueHust ¢ maccoi Tena 2800 r u JuInHOH Tena
46 cMm, orieHKa 1o mkane Anrap 7/8 6amioB. [lnarHo3 mpu BHIITUCKE:
LlepeOpanbHas UIeMus 2 CTENIeH!, CHHIPOM ITMPaMUTHOH HelocTa-
TOYHOCTH Ha ()OHE MBIIICIHON IMIOTOHNH. KoHbIorannoHHas skel-
Tyxa. 3aJiepKKa BHYTPHYTPOOHOTO Pa3BUTHS 110 THILy THIOTPO(UH.
IMuenoskrasus neBoi mouku. OTKPHITOE OBAJILHOE OKHO 10 3,5 MM.
[IcuxomotopHOE pa3BuTHE — ¢ oTcTaBaHueM. [lepeHecEénHbIe 3200-
JIEBaHUS: OCTPBIE PEeCHHpaTOpHbIe HHPEKIHH. YpeTeporuaponed-
PO3 JIeBO# MOYKH, yIBOCHHUE JIeBOi mo4kH (B 2016 1. ObLTO TIpOBEE-
HO omneparuBHoe Jiedenue). Cunapom Kiuderpa (amarHos BeicTaB-
neH B Bo3pacre 3 jert). [IpaBocToponHnit kpuntopxusm. B Bo3pacre
3 et peOEHKY OBUT IPOBEAEH reHeTnuecKuii ananus. [lomy4yens! nan-
HBIE B I10JIb3y HAJIWYUS TETEPO3UTOTHOH JEJIeIH CerMEHTa XPOMO-
coMBl (¢ mpubnm3uTenbHBIME rpaHunamu 13999814441-141016461
I1.0., 3axBarhIBatollel yyactku 37 resos (LOD 2,51), B ToM uncie ren
EHMTI. I'erepo3urotusle aenenuu rena EHMT] onucanbl y nanyeH-
ToB ¢ cunapomoM Kitnderpa (OMIM: 610253). OTmeuancs xapakrep-
HBIH JINIEBOH TCMOPGH3M: TUIIEPTEIOPH3M, CHHO(PPH3, MaKPOIIIOC-
CHs, IPOTHATU3M, IIOCKOE JIMIO, «POT Kapma» u ap. IIpoBoxunocsk
MPT ronoBHoro Mo3ra: perpouepedesipHas KUCTa, paCIUpeHHe Cy-
OapaxHOHIAIBHBIX MpocTpancTB. [Ipn obcnenoBannn pedéHka oOpa-
1aJ0 Ha cebsl BHUMaHKe BBIPa)KeHHOE OTCTaBaHUE (pU3HYECKOTO pa3-
ButHs (poct 98 cm; SDS pocra —3,80, ckopocts pocta 4,17 cm/rox,
SDS ckopoctu pocra —1,97; Bec: 11,8 kr, munekca maccel Tena (MMT)
12,29 xr/m?, SDS UMT -3,34). B Hacrosiee BpeMsi peOEHOK mouy-
4aeT JICUCHNE: JTEBOTHPOKCUH, BAIBIIPOEBYIO KHCIIOTY, C poduak-
THYECKOH 11eJIbI0 BUTaMuH D3.

3aknouenue. B TaHHOM KIMHAYECKOM CITydae MpPEeICTaBICHEI
ocobeHHocTH TeueHust cuHapoma Kmuderper. Knunndeckas xapru-
Ha cuapoMa Kimdcerpa BKIII09aeT HHTEIUIEK Ty bHYI0 HEJOCTaTod-
HOCTb, BEIP)KEHHYIO MBIIIEYHYIO TUTIOTOHUIO, TOPOKHU Pa3BUTHS BHY-
TPEHHUX OPraHOB, THIIMYHBIH JJIsI CHHAPOMA JINLIEBOM JUCMOP(HH3M.

k %k ok
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NMPOrHO3MPOBAHUE PE3YIIbTATOB
OHAOCKOMUYECKOU KOPPEKLIMU MNMY3bIPHO-
MOYETOYHUKOBOIO PE®JIIOKCA Y OETEN

Bassutos P.P.
HayuHbI pykoBoaUTEnNb:
O.M.H., npod. C.H. 3opkuH

HaunoHanbHbIN MeAUUMHCKUIA UCCreqoBaTeNbCKUn LEHTP
300poBbs geter, Mockea

Kntodesble criosa: demu, ry3bipHO-MOYEMOYHUKOBbIL
peprirokc, 3HOOCKOMNUYecKasi KoppeKkyust

Axmyansrnocme. I1y3pIpHO-MO4eTOYHHKOBEIN peduioke ([IMP) —
3TO peTPOrpaIHbIii 3a6pOC MOYH M3 MOUYEBOTO ITy3bIPS B MOYETOUHUK,
SBJISIOLINICS aHATOMUYECKUM U (DYHKIMOHAJIBHBIM HapyLICHHEM C
MOTEHIHAIBHO CePbE3HBIMU OCIOKHEHUSIMH, TAKUMH KaK PeI/IH-
BUPYIOIIE HHEKIINN MOYEBBIBOSIINX ITyTEH MK pyOIIOBBIE H3Me-
HEHUS B MoYeyHo TkaHu. Benyiee mecro B ieuennu [IMP 3anuma-
eT 3H0cKonIecKkast Koppekius peduiokca (OKP), koTopas sBisercs
MaJIOUHBA3HBHBIM M BEICOKOA()(GEKTHBHBIM MeTO/10M. [TporHo3uposa-
Hue pesynsrara DKP sBisercs akryanbHON npobineMoi JeTCKoH ypo-
JIOTUH, T.K. BBIIBICHUE TIPEIUKTOPOB 3D PEKTHBHOCTH SHI0CKOIIHIE-
ckoro Jiedenus: [IMP mo3BoiUT ONTHMHU3UPOBATH CTPATETHIO 00CIe-
JOBaHMSA U JIEUEHUS JETEeH C JaHHOM IMaTOJIOTHEH.

[env: co3nanue MpOrHOCTHYECKOM Mozenu pacuéra adexTus-
HOCTH 3HA0cKonH4yeckoil koppekiun [IMP mytém OunapHoO#t oru-
CTUYECKOM perpeccuu.

Mamepuaner u memoowr. Habnronamu 215 nereit (348 modeunbIx
€IMHUII) B BO3pacTe OT 1 Mec 10 7 JeT, KOTOPHIM OblIa BBIOIHEHA
OKP. B xauecTBe MPOrHOCTUYECKUX MapaMeTPOB ycllexa JIeUeHUs
OLICHUBAJIN CTEIIEHb Pe(IIOKCa, OTHOUICHHE JHaMeTPa MOYETOTHH-
Ka B IUCTAJILHOM OTZeNe (MM) K PACCTOSHHIO OT HIKHEH 4acTH Tena
L1 no3Bonka 10 BepxHel yactu Tena L3 n1o3BoHKa, MOMEHT BO3HUK-
Hosenust [IMP o nanneIM nucrorpadun, pacmmperne coonparennb-
HOU CHCTEeMbI IOUYKU M MOYETOUHMKa 0 faHHbIM Y 3U. Ilocie oneH-
k1 3 dexTnBHOCTH Kaxkaoi monbITkr DKP co3gaBanack mporHocTu-
YeCKOil MOJIeITb C TOMOIIBIO OMHAPHOMW JIOTHCTHYECKON PETPECCHH.

Pesynomamor. BeIsBIEHBI 3HAYNMBIE PA3INIUs B IPOrHO3HUPOBA-
Hun ucxona DKP cornmacHo BEIOpaHHBIM MPOTHOCTHYECKUM Hapame-
Tpam (p <0,001). Pa3zpaborana mporHocTHyecKasi MOZIEIb IS OIpe-
JIETICHHS] BEPOSTHOCTH PE3YyNIBTAaTOB TPEX MOMBITOK YH/[0CKOMUIECKOI
KOPPEKLUHU B 3aBUCHMOCTH OT BHIOPAHHBIX NMPEIUKTOPOB METOIOM OU-
HapHOH JOTHCTHIeCKoH perpeccuu. [lomydennsie Mozneny oObenuHe-
HBI B TIPOTHOCTUYECKHI KabKYISTOP, TJI€ MOXHO BBOJIUTh 3HAYECHHS
MIepEMEHHBIX U TeHePHPOBATh HHINBHUAYaTbHBIA IIPOTHO3 BEIXOAHBIX
naHHBIX. PazpaboTaHo MOOMIIBHOE MPUIIOKEHHE IS OTIEPAIIMOHHOM
cucremsl i0S ¢ nomomnipro nporpamMmsl Xcode 13.3 Ha s3bIKe Ipo-
rpaMMHpoBaHus Swift.

3axniouenue. BerancnutenbHasi MOJENb, UCIOb3YOIIAs HECKOIb-
KO MEPEMEHHBIX, IPEICKa3bIBAET HUCXO MHOTOKPATHBIX YHIOCKOIH-
yeckux koppekiuit [IMP y nereit ¢ TounocTsio 6onee 75%. Pacuér
BEPOSITHOCTH YCIEITHOTO JIEYEHHUSI MOXKET IIOMOYb B IPUHSATHU KJTU-
HUYECKHX PELICHUH, KOHCYIBTUPOBAHUH POAUTENEH, pa3paboTKe mep-
COHU(DHUITMPOBAHHOTO TIOIXO0/1A K JICUCHHUIO feTeil ¢ mepBuuHbIM [IMP.

CUCTEMHAS KPACHASA BOJIHYAHKA
Y NOAPOCTKOB: CNNOXHbIN NYTb K AUATHO3Y

Be3veHoBa M.[1., KynacoBa E.B.
HayuHbI pykoBOoauUTEnb:
K.M.H., goueHT O.M. CnnBakoBCckumn

CapaToBCKWi rocyfapCTBEHHbI MeaULMHCKUIA YHUBEpCUTET
um. B.W. PasymoBckoro» Munsapasa Poccumn, CapaTos

Kniroyesnie criosa: demu, cucmeMHasi KpacHasl 8onyaHka,
OuasHocmuka

Axmyanvrnocms. PaHHSS TUarHOCTHKA ayTOMMMYHHBIX 3a0071e-
BaHUI B ICTCKOM BO3pacTe IPOJOJDKAET OCTABATHCS aKTyaIbHOM Ipo-
671eMoil He TONBKO IS CIIEIMAINCTOB-PEBMATONIOTOB, HO U JUIS Te-
JIMATPOB IePBUYHOTO 3BeHA. OJIHUM M3 TaKHX 3a00JIeBaHUH SBIISIETCS
cucremHas kpacHas Bomdanka (CKB) — cucremHoe ayronMMyHHOE
3aboneBaHKe, B OCHOBE KOTOPOTO JISKUT F'€HETHYECKU 00yCIIOBIICH-
HOE€ HapylIeHHe HMMYHHOH peryisinuy, onpesessionee oopa3osa-
HHE OPraHOHEeCHeU(PUIECKUX aHTUTEN K aHTUI'€HaM siiep KJIETOK
C pa3BUTHEM MMMYHHOT'O BOCIIAJICHHS B TKQHAX MHOTHX OPTaHOB U
Pe3K0 CHMKaloIlee KauecTBO JKU3HM ManueHtoB. Hecmotps Ha TO
YTO pa3paboTaHbl M MIMPOKO IPHUMEHSIOTCS JUarHOCTHYECKUE KPU-
tepun CKB, mo3Bossronue yCTaHOBHTh ANArHO3 C BEICOKOI JIOCTO-
BEPHOCTBIO, @ TAK)KE IIKAJIBI, IOMOTAIOIINE OLIEHUTh aKTUBHOCTH 00-
JIe3HU, Bpad IIepBOro KOHTAKTa 9acTO BCTPEYAETCS CO CTONb HEOHO-
3HAYHBIM J1e0I0TOM OOJI€3HH, YTO MOCTAHOBKA JHAarHO3a CTAHOBUTCS
KpaifHe 3aTpyIHUTEIbHOM.

Onucanne KIMHHYECKHUX ciaydyaeB. Hamu paccmoTpens 3 ciy-
yas ne6rota CKB y 60onbHBIX 16—17 j1€T, 3HaUYUTENBHO Pa3Inyaromii-
ecs o Habopy JHArHOCTHYECKUX KPUTEPHEB M IPECTABISIONINE
3HAYUMYIO CIOXKHOCTb NMEPBUYHOM quarHocTuku. Bee OombHbIE U
HaOJNIOIEHNH Bpada NEepBUYHOTO 3BEHA HAOIIONAINCh C pa3INIHbI-
MH JHarHO3aMH: OfiHa U3 TAIMEeHTOK — C JHArHO30M OCTEOXOHAPO-
narun (6ones3nsp Ocryna—IllnsTTepa) B CBS3U C CyCTaBHBIM CHHJIPO-
MOM, JIpyras — ¢ JHATHO30M PELUANBUPYIONIEi KPAIMBHUIIBI B CBS-
31 C IPEBATMPOBAHNEM KOXKHBIX H3MEHEHUH, TPEThsI — C aJIoNelueil.
ToibKo yIOpCTBO TeUeHHs JaHHON CHMITOMATHKHU IIPUBETO K MX IO-
CMHUTAIHM3AIMHU B CTIENMAN3UPOBAHHBINA CTAllMOHAD, T/e OblIa BBISIB-
JIeHa M B JIOJDKHOI Mepe OIleHeHa COBOKYIHOCTh MEHee SIPKUX JHa-
THOCTHYECKHUX CHMITOMOB, YTO TTO3BOJIMIIO YCTAHOBHTH B KOHETHOM
utore nuarno3 CKB. KommiekcHoe 1abopaTopHOe ¥ HHCTPYMEHTAb-
HOe o0cienoBaHNe B AaNbHEHIIeM MOATBEPIUIO IPABHILHOCTE JIU-
arHo3a. [locnexmyromas oreHKa 1 IIKaJIXPOBaHUE aKTUBHOCTH 3a00-
JIeBaHMS TIO3BOJIMIIH ITONO0PATh KOMILIEKC JIEYEHHSI B COOTBETCTBUH
¢ (enepanbHBIMU KIMHAYECKAMHU PEKOMEHIAIMAME. TeM He MeHee B
2 ciydasix OTMEYEHO MPOrPECCUPOBAHUE ITaTOJIOTMYECKOTO MPOLEec-
ca; B 1 cimygae — B BHfie MOPaXKCHNUS IIOUYEK, B IPYTOM — IOpaske-
HUSI ICUXHYECKOH chephl.

3akarouenue. BO3MOXHOCTb IIPaBUIBLHOM U CBOEBPEMEHHOM 10~
CTaHOBKH JMarHO3a CBSA3aHA C HEOOXOAMMOCTBIO 3HAHUH Bpada mep-
BHUYHOTO KOHTAKTa, YTO ITI03BOJIUT 3HAYMTEIHHO paHbIIe HAYNHATS JIe-
YEHHE JaHHbIX MTAIIUEHTOB. DTO CTAHOBUTCS aKTyallbHBIM, KOTza 0015~
IIMHCTBO BBITYCKHUKOB HAYMHAIOT CBOIO BpaueOHYIO IPAKTHKY Cpa3y
B MIEPBUYHON aMOyIaTOpHOU CITyXkOe.

& ok %
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FANAKTO3EMUA | TUMNA Y MAJTBYUKA

Benogsa E.O., KawmpuHa A.1O.
Hay4HbIn pykoBOgUTENb: K.M.H.,
poueHT O.U. N'ymeHokK

CapaToBCKUIN FoCyAapCTBEHHbI MEAULMHCKUIA YHUBEPCUTET
um. B.W. PasymoBckoro Munagpasa Poccuun, CapatoB

Knrouesnie criosa: demu, HapyweHusi obMmeHa yarneeodos,
eanakmosemusi

Axmyanvrnocme. 'anakrozemus | Tuma — HacneAcTBEHHOE Ha-
pylIeHre 0OMeHa YyIIIeBOJOB, 00YCIIOBICHHOE Ae(hHIUTOM (hepMeHTa
ranakto3o-1- pocdar-ypununrpancdepasst ([AJIT) u Hanu4mueMm ro-
MO3HMTIOTHBIX MM KOMIIAyHI€TePO3UrOTHBIX MyTaluii B rene GALT.

Onucanue KJIMHHYECKOro ciaydas. Mansuuk, 25 1He, )xano0bt
Ha JKeJITYIIHOCTh KOXKU U CKJIep, OTCYTCTBUE MPUOABKH MACChI Tea.
Pe6énok ot 3-if GepeMeHHOCTH, MTPOTEKaBIIeii Ha poHE Yrpo3HI Mpe-
PBIBaHUS, 2-X POJOB, CTapLIas cecTpa OT 1-if GepeMEeHHOCTH 310pOBa.
Macca Tena pe6énka npu poxxaennu 4180 1, anuHa Tenma 55 cM. Ha-
XOIMJICS] Ha TPYAHOM BCKapMiimBaHuH. [Ipu mpoBeieHuH HeOHaTallb-
HOT'O CKPHHUHTA OBUIO BBISIBJICHO ITOBBILICHHE YPOBHS I'aJaKkTO3bl 10
77,7 mr/pn, npu perectupoBanun — 71,4 mr/mn. Ilpu 00beKTHBHOM
OCMOTpE: Pe3KOe CHIKEHHUE TYpropa TKaHel, HKTePUIHOCTh KOXKH U
CKJIEp, yBeJIMUeHUE 00BbEMa )KUBOTA 3a CIET METEOpU3Ma, yrHETEHHE
HepBHO-pedexTopHOil Bo3oyaumocTu. [Ipu maboparopHsIx uccieno-
BaHWSX B 00IIIEM aHaIM3e KPOBU: JISHKOIUTO3, HEUTpodHIE3 co caBuU-
TOM BJICBO; B OMOXUMHYECKOM aHAIN3€ — TUIEPOUITUPYONHEMHUS, T0-
BBIILIEHUE YPOBHS TpaHCaMHUHa3 B 5 pa3 oT HopMsl. [lpu Y3U opra-
HOB OpIOITHOM ITOJIOCTH BBISIBICHO YBEIHICHHE JTHHEHHBIX Pa3MepoB
HEYCHH U cene3EHKU, 1uddy3Hble H3MEHEHUs eyeHu. bt nocras-
JIeH IMarHo3: rajakroseMus. OTMEHEHO IpyJHOE BCKapMIIMBaHHe, Ha-
3Ha4YeHa CMECh Ha OCHOBE aMHHOKHUCIOT. Ha (oHe nuetorepamnun Ha-
Oronaack MOJIOXKUTENbHAS JMHAMUKA: KYIHPOBAIach XKeJITyXa, OT-
MedeHa IpubaBKa B Macce Tena. [IpoBefeHo MeIuKO-TeHeTHIeCKOe
uccienoBanue aktuBHocTH Gpepmenta [AJIT: y mauneHTa BbIsBICHA
mytanus p.Glnl88A4rg n Bapuant [yapre (p.Asn314Asp) B rerepo-
3UTOTHOM COCTOSIHHH, Y MaMbl — MyTanus p. Ginl88Arg B rerepo3u-
TOTHOM COCTOSIHWH, y Tiarbl — BapuaHt Jlyapre (p.Asn314A4sp) B re-
TEPO3UTOTHOM COCTOSIHHH, y CTapIlel cecTps podaHaa — BapHaHT
Hdyapre (p.Asn314Asp) B reTepO3UrOTHOM COCTOSIHUU. METOJI0M DH-
3MMOJMAaTHOCTHUKH OTIPE/ieNicHa HU3Kast akTHBHOCTH (DepMEeHTa TaJlak-
T030-1-docdar ypuaunrpanchepassl.

3aknmouenue. IlpencTaBieHHbIA KIMHUYECKUH Cllydyail yHUKAIICH,
T.K. IEMOHCTPHUPYET Pa3BUTHE KIACCHIECKON KapTHUHBI TaIaKTO3EMUH
1 Tuma y manueHTa ¢ KOMIIayHATeTepO3UTrOTHBIMU MyTaLUsIMH B Ie-
He GALT. HeoHaronoru u neguaTpsl IIEPBUYHOTO 3BEHA 3IPaBOOXpa-
HEHUS JOJDKHBI UMETD IOJIHBIC MPEACTABICHUA O KIMHUYECKUX I1PO-
SIBICHHUSX HApyIICHUH OOMeHa Iy CBOEBPEMEHHOH THAarHOCTHKU U
KOPPEKIMU HapyleHHH. MoneKyIapHO-TeHETHIECKOe 00CIeI0BaHUe
ceMel, IMEIOIINX JieTell C TeHEeTHIEeCKUMH 3a00JIeBaHUSIMH, UMEET pe-
IIafoIee 3HaYCHNE ISl IUITAHUPOBAHMUS JETOPOXKICHUSL.

& %k %k

NMAPOKCU3MAINIbHAA HOYHASA
FEMOIrMoBuHYPUA C OCNOXHEHWEM B BUOE
XPOHUYECKOW BONE3HU MOYEK

BonkuceB H.A., lemuHa C.A., BopoakuH U.O.
HayuHbIn pykoBoauTensb:
K.M.H., aoueHT J1.E. JlapuHa

Poccuincknin HaumMoHanbHbIN nccrneaoBaTenbCKUn
MeauumnHCkuin yHusepeuteT M. H.W. MNuporoea, Mockea

Knouesnbie crioga: demu, 2eMoernobuHypusi, duaeHOCMuUKa

Axmyansnocme. Ilapokcn3ManbHasi HOYHASI TeMOTIIOOHHYPHS
(ITHI") — aTo nmpuoGpeTéHHOE 3a00J€BaHKE TUIIOPUIIOTEHTHBIX I'e-
MOMOATHYECKHUX CTBOJIOBBIX KJIETOK, KOTOPOE Pa3BUBACTCS B PE3YiIb-
Tare MyTaluu B X-CLEIUIEHHOM TeHe: (GochaTnanIMHO3UTONIIHKA-
He kinacca A (PIG-A) n pa3BuTHEM BCIEICTBHE TOTO HEIOCTATKa
oenxoB CD55 u CD59 na MeMOpaHax reMOMOSTHYECKHUX KIETOK, YTO
HPUBOJUT K BHYTPHCOCYUCTOMY T€MOJIH3Y, OIIOCPET0BAHHOMY KOM-
wieMeHToM. Pacipoctpanénnocts 15,9 : 1 000 000, 3a6oneBaeMocTh
1-2 : 1 000 000 yenoBek B rox.

Onucanue KIMHUYECKOro ciay4das. [lanuenTka A., 14 ner, xa-
110081 Ha c1abocth. Co ciioB aeBouky, 14.03.2022 nmpoxoauia AuCIaH-
Cepu3alMIo B LIKOJIE, 10 UTOraM KOTOPOil B aHa/In3e KPOBU OTMEYa-
JI0Ch CHIDKEHHE remMoriioonna 10 79 /1. 28.03.2022 ciaH KOHTPOIb-
HBIN aHAIN3 KPOBH, TeMOnIoOuH 68 r/n. 13 anaMHe3a U3BECTHO, YTO
B HOsI0pe 2021 r. marrieHTKa MpOoXOorIIa JIeYeHHe TIperapaTaMu JKeje-
3a B TeyeHue | Mec B CBA3U CO CHW)KEHUEM YPOBHS IeMOIIOOHHA 10
92 1/1. 29.03.2022 oHa moCTyNMiIa B TeMaTOJIOTHIECKOe OT/ETIeHHe
MJI'KB, BriepBbie, ¢ aHeMuei HOPMOXPOMHON, HOPMOLIUTAPHOH 2—3
CTENEHH, YMEPEHHOI TPOMOOIMTOIIEHHEH ¢ MUHUMAaJIbHBIMH KIIHHU-
YECKHMH U J1aOOPaTOPHBIMH IPOSIBICHUSAME TeMoIn3a (TEMHAs Mo-
4a, MOBBIINIEHUE aKTUBHOCTHU JIAKTATACTUAPOIreHa3bl, YMEPEHHAs I'u-
nepOuIpyOnHeMus, oTpuIaTenbHas mpoda KymbOcea, Mukporemary-
pHsl, IPOTenHypHs). JlaHHbIE U3MEHEHUs MO3BOIMIN 3aM003PUTh
ITHI". B pesynsrare quddepeHnraibHoi THarHOCTHKY OBLT NCKITIO-
4€H 1e0I0T reMo01acT03a, MHEIOANCIIIACTHIECKHI CHHIPOM, BPOXK-
NEHHBIE TeMOJIMTHYECKUE aHEMHH. B pe3ynbrare nccinenoBanus ObLT
BeraBieH [THI-knon (44,2% spurporuros, 79,2% TpaHyIONHUTOB,
80,8% MOHOLUTOB), YTO MO3BOIMIIO OATBepANUTH nuarHo3 [THI. Ha
OCHOBaHUH JIaHHBIX JIA0OPaTOPHBIX HCCIEIOBAHHI: YPOBEHD JIAKTAT-
neruaporenassl 1090 EJI/n, MukporemaTypuu, MO>KHO TOBOPHUTE 00
OCJIO)KHEHHH OCHOBHOTO 3a00JIEBaHUSI XPOHUYECKOH OOJIE3HBIO 110-
gek 1 craguu. Hanmnane anemMuu moTpe6oBazo 3aMeCTHTEIBHOM Te-
MoTtpaHcdy3uu sputpountapHoi B3secbio A(II) Rh orpur. 15 mi/kr
14.04.22, ¢ 15.04.2022 na3nauena Qonuesast kuciora. 15.04.2022
Ha (oHe MPOBOIUMON TepalHuu COCTOSIHUE C MOJIOKUTENbHOM JUHA-
MHKOH — ypoBeHb remMoriobuHa 89 r/11. B cooTBeTCTBIH C KIIMHUYeE-
CKUMH peKoMeHIauusiMu nanuentke ot 18.04.2022 noka3ana marore-
HETHYECKasi Tepanys: MHULMANS MOHOKJIOHAJIBHBIM aHTHTEIIOM —
sKynmn3ymadom. Ha (oHe manHOM Tepaniy coCTOSHHE C MOJIOKUTEIb-
HOW ITMHAMUKOH, o naHHeIM OT 13.09.2022 ypoBeHb remornodruHa
104 1/, Teparuio NepeHOCHUT YOBIETBOPUTEILHO, TOOOYHBIX peaK-
LU HE OTMEYaeTCsl.

3axmiouenue. ITHI' — 310 pruobpeTéHHOE 3a00/IeBaHIEe FEMOIIO-
STUYECKHX CTBOJIOBBIX KJIETOK, KOTOPOE IMPHUBOAUT K TAKUM OCIIOXK-
HCHHUAM, KaK MoY€YHasA HEAOCTATOYHOCTD, apTE€pUaIbHasd U néroyHas
THIIEPTEH3NUS, TOKEIBIE TPOMOOTHUESCKHIE OCIIOKHEHHUS, TT1aIKOMBI-
meyHast JUCToHUsL. COBpEMEHHBIE METO/BI JIEUSHUSI O3BOJISIOT MPO-
BOANTH NaToreHeTndeckylo tepamuio [THI" n cmocoGeTByIOT CHIKE-
HHIO PHCKA BO3HUKHOBEHHS OCJIOKHEHHUH, TOITOMY TaK BaKHA CBOE-
BpPEMEHHas THarHOCTHKA JJAHHOTO 3a00IeBaHus.
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

KITMHUYECKUE U MONEKYNAPHO-
rEHETUMECKUE OCOBEHHOCTM CNYYASA
CMUHATNIbHON MbILLEYHOW ATPO®UN

BopoBukoBa A.H."2, )KanuH U.C.", NlanuHa A.A.",
Monosuy C.IY, NywkoB A.A."
HayuHbin pykoBoauTens: A.6.H. K.B. CaBocTbsAHOB

"HaunoHanbHbI MEAULMHCKUIA UCCrieaoBaTeNbCKUA LEHTP
300poBbs geten MuHsgpasa Poccun, Mocksa;

MepBblt MOCKOBCKMI rocyAapCTBEHHbIV MEAULIMHCKUIA
yHuBepcuteT M. V.M. CeyeHoBa MunsgpaBa Poccuu
(CeyeHosckuin YHusepcutet), Mocksa

Knroyesnie criosa: demu, criuHanbHasi Mbluwe4YHasi ampoghusi,
OuasHocmuka

Axmyanornocms. CnHanbHast Mblednas arpodus (CMA) —
9TO IPyMIIA PEIKUX ayTOCOMHO-PEIIECCHBHBIX HACNIECTBEHHBIX 3200-
JIeBaHMH, BO3HUKAIOIINX B pe3ynbrare aAedektoB B reae SMNI, npu
KOTOPBIX MPOHUCXOIUT ITOBPEXJICHUE MOTOPHBIX HEHPOHOB CIIMHHO-
ro mo3ra. JIo 95% ciryqaeB CMA BbI3BaHO Aenenueil 7 5K30Ha TeHa
SMN1, HacnenyeMol OT 300pOBBIX poruteneil-Hocureneil. Mckmtoue-
HHEM SIBIIOTCS TOIBKO 2% OONBHBIX JeTeH, KOTOphIe POXKIAIOTCS B
CEeMbSIX, TJIe HOCUTEIIEM MYTALUH SBJISETCS TOIBKO OJHH POJHUTEID,
a BTOPOH MyTaHTHBIN ajuresib y peOEHKa BO3HUKACST CIIOPAANIECKH.
B nanHolt paboTe MpuBeIeHO KIMHUYIECKOE U MOJIEKYIISIPHO-TEHETH-
YeCKOe ONUCAHHUE TAaKOTo CIIydast.

Onucanue KJIMHU4Yeckoro ciayuasi. Jlesouka H. B Bo3pacre
1 rox 7 Mec HOCTyIHIa B OT/ENICHUE ICUXOHEBPOJIOTHH U IICHXOCO-
MAaTHYECKOI IaTOJIOTHH ¢ IOJI03PEHHEM Ha JeTeHepaTUBHEIE 00Je3-
HU HEpBHOU cucTeMbl. [IpeHaTanbHblil aHaMHe3 He ObLT OTSATOLIEH.
PanHee IcMXoMOTOpHOE Pa3BUTHE MPOTEKAIO B COOTBETCTBHH C BO3-
pacTHBIMH HOpMaMH. MaTb cTajla OTMeuarh Y CBOETo peOEHKa Hapy-
LICHUE TIOXO/KY O THITYy YTUHOHU U YacThle MajieHus B Bo3pacTe 1 rox
6 mec. IIpu ocMOTpe B OT/IENCHUH BBISBICHBI IPOKCUMANbHAS MBI-
IIeyHas c1aboCTh, OTCYTCTBUE CYXOKUIIBHBIX PE(IEKCOB B HIDKHUX
KOHEYHOCTSX, TpuéMbI ['0Bepca mpu noxbeme ¢ mona. [Ipu nposene-
HuM sMekTpoHeripomuorpadun (OHMI') BIsBIEHBI IPU3HAKH, yKa-
3bIBAOLIME Ha [IOPaKCHUE MOTOHEHPOHOB clMHHOro Mo3ra. Ha oc-
HOBaHMU XKaJ00, aHaMHe3a, KIMHWIECKO KapTHHBI U Pe3yIsTaToB
OHMI 6sut0 3amono3peno Hannune CMA. BonpHas Obuta Hampas-
JIeHa B 1a00OpaTOpUIO MEIUINHCKOI TeHOMUKH JUISl IIPOBEICHHS MO-
JIEKyIAPHO-TEHETHYECKOTO HCCIIeI0BaHUsI. MEeToIOM MyNbTUILIEKC-
HOM aMIDIH(HUKAIMY TUTHpoBaHHEIX P06 (MLPA) y GonbHO# ObIH
BBISIBJICHBI TOMO3HTOTHAS AENEIHs SK30HA 7 U IeTepO3UTOTHAS Je-
nenus 3k30Ha 8 reHa SMN/. IIpoBenéH ceMelHbIi cerperaliuoHHbINH
aHanm3. Y oTIa NpoOaH/a BEISIBICHA TETEPO3UTOTHAS JETEIHS 3K30-
Ha 7 reHa SMN1, Torga Kak y MaTepu He ObUT0 OOHAPY>KECHO U3MEHe-
HU# B yKcine ko reHa SMN1. 3T0 O3BOJIWIO MPENOI0KHUTE, YTO
nenenyst reHa SMNI y mpobaHaa Ha BTOPO XpOMOCOME BO3HHUKIIA
criopaauyecku. [Tnan nedenus nanuentoB ¢ CMA MOXeET BapbHpO-
BaTh B 3aBUCHMOCTH OT KOITMHHOCTH TeHa SMN2 — 9acTHYHOTO To-
monora SMNI. I'en SMN2 criocoGeH B MajIoM KOJTMYECTBE POTYIIH-
poBarh QyHKIMOHAIBHBIN 6eok SMN u 1o3TOMy YeM OOJIbIIe KO
reHa SMN2, TeM Jierde MO>XeT IpoTeKaTsb 3aboneBanue. Y mpobanna
OBLTH BBISIBJICHEI 1Be Kormu reHa SMN2. [1o cOBOKYITHOCTH TaHHBIX
o0cneoBaHui 1 CEeMEHHOTo aHanu3a OOJIBHOM OBIT BBICTABIICH AHa-
rao3 CMA, tun 3, Ha3HaYeHB! peaOMIINTAIIMOHHBIE MEPONIPHUSTHS U
JTHOTATOT€HEeTHYECKas TePaITisl JISKApCTBEHHBIM IIPETapaToM OHa-
cemHoreH abemnapBoBek (Zolgensma, 3oireHcMa), KOTOPbIH SIBIISET-
s IEPBBIM JIEKapCTBECHHBIM CPEJICTBOM A1 reHHOoHU Tepanuu CMA.

3axarouenue. Jleuenne CMA npenoctaBiseT GyHKIMOHATBHYIO
xonuio reHa SMN Uil OCTAaHOBKH NPOTPECCHPOBaHUs 3a00JICBaHHS
MMOCPEICTBOM yCTOHUNBOH 3kcnpeccnu Oenka SMN. dyHKInoHANb-
Has konus reHa SMN BBOIUTCS ¢ IOMOIIBIO a/IEHOACCOLIMUPOBAHHO-

ro Bupyca (AAV) ceporuna 9 — AAV9, koTopslii ciocobeH npeoo-
JIeBaTh TeMaTodHIehaTnIecKii 6apbep U MPOHUKATh B KIETKH Malu-
eHTa. [Ipenapar BBOAUTCS OJHOKPATHO KaK BHYTPUBCHHAs MH(Y3Us
MPOAOCIDKUTENBHOCTBIO 60 MUH.

FEEMATONrEHHAA TPOMBO®UINUA,
OCNOXHEHHAA TPOMBEO3MBOJIMEN NEFOYHON
APTEPUMN N HAPYLLEHUEM MO3IroBOIro
KPOBOOBGPALLEHUA

BopoakuH U.0., lemunHa C.A., bonkuceB H.A.
HayuHbI pykoBOAUTENb!:
K.M.H., poueHT J1.E. JlapuHa

Poccuiricknin HaumoHanbHbIN ccrneaoBaTenbCKUi
mMeauumHckun yHnsepeuteT um. H.W. Nuporosa MunH3gpasa
Poccunn, Mocksa

Knrovesnie cnosa: demu, mpomboghurnus, uazHoCmuKa

AKTyaJabHOCTB. TpoMOodmIns — 3T0 BpOXKAEHHBIN WM IIPU-
00peTéHHBIH AeeKT reMocTasa, MPUBOASIINN K BHICOKOH CTETIeHU
MPENPACTIONOKEHHOCTH K TpoMO03aM. JIaHHbIH KITMHUYECKUH Clydait
OTHOCHUTCS K ()OpMaM: CBSI3aHHOM ¢ HapymeHueM pudpuHom3a (ro-
MO3UTOTHAs MyTauus B reHe PAI-1) u meTabonuueckon (reTepo3uror-
Hast MyTarus B reae MTHFR). TpoMGodunus Cirykut (pakTopom pu-
cKka pa3BuTHUS TpoMOosIMOonmu nérounoit aprepun (TIJIA) u octpo-
TO HapyIIeHust Mo3roBoro kpoBoobpamienus (OHMK).

Onucanue KIMHHYECKOro ciaydas. bomsnas H., 14 ner. U3 ana-
MHE3a U3BECTHO, 4TO B KOHIE Htojs 2018 T. 1eBouka BepHYNach U3
r. ['enenKuKa, MOCIIE Yero 10 MPOIIECTBUN CYTOK OBIIIO OTMEUCHO I10-
BBILIIEHHE TeMIepaTypsl Tena 10 39°C 6e3 karapalbHBIX SBICHUH; HA
CIIEyIOIINIT IeHb TeMIIepaTypa Teja HOpMaJIu30BaJlach, a 3aTeM CHO-
Ba MOAHSUIIACH 10 (heOpHIbHOI, HaOMonaNuCh TONIOBHASL OONB U Tpe-
Mop pyk. Uepes 2 nHs mocie cHa 00bHAS yIiajia B BAHHOMN C BBICOTBI
COOCTBEHHOTO POCTa, OTMEYAJICS TeHePATM30BAHHBII TOHUKO-KIIOHH-
4eCKHUI MPUCTYTI JUINTEIBHOCTBIO | MUH, KyTHPOBABIIUHCS CaMOCTO-
ATenbHO. JlocTaBleHa B OT/IENICHUE peaHUMAIlH U HHTEHCUBHOM Te-
panuy MalMHON CKOPON METUIIMHCKOM MOMOIIM B COCTOSHUM J1€30-
puenTtanuy. ITo TaHHBPIM TPOBENEHHON KOMIIBIOTEPHOH TOMOTpadhun
(KT-anrnorpadus) BeIsBICH TPOMOO3 JICBOH JIETOYHON apTepUH HE-
M3BECTHOW JJABHOCTH, a TAKXKe JIOKaJbHOE HAPYIICHUE KPOBOTOKA B
COCyJax TOJIOBHOTO MO3Ta, HayaTa relnapHHOTeparis HelpepbIBHON
cytouHoit nH@y3uei. [locne cTabuIM3aunu COCTOSHHS TepeBeAcHa
B OTZENICHUE HeBposIoruy i1 obcnenoanns nprarnH OHMK u neue-
HUS, OTKY/a Y’Ke TIOCTYIHIA B TEMATOJIOTHUECKOe OTIEIECHHE ISl AU-
ArHOCTHKH M IIPOJOJDKEHUS aHTHKOATYJSIHTHOW Tepanuu. Beuti BbI-
SIBTIGHBI MyTaIlU{ B CHCTEME T€MOCTa3a: TeTePO3UTOTHASI MyTalus B
rene MTHFR (677C>T) u romo3urotHas — B rene PAI-1. beuna mno-
nobOpaHa J103a JanTenapuHa HaTpusl. B moceyromye miaHoBBIe T0-
CEIIEeHHs OTMeUaach MONOXKHUTEIbHAs AnHaMuKa. OnepaTuBHOE 00-
Hapy)XeHHe HapylIIeHHH IeMOIMHAMHKHU B COCYIaX MaJIOrO Kpyra H
TOJIOBHOTO MO3Ta TTO3BOJIFIIM BOBPEMSI Ha3HAUUThH MPHEM MaTOTCHE-
THYECKHX MPENapaToB, BOCCTAHOBUBIIHMX KPOBOOOPAIIEHUE U CIIac-
VX JKU3Hb TTAI[HEHTKH.

3axnouenue. TpomMOOGHINI — NATOIOTUYECKOE COCTOSTHUE CBED-
TBIBAIOIIEH CUCTEMBI KPOBH, XapaKTEPU3YIOIIeeCs IIOBBIIIEHHBIM PU-
CKOM 00pa3oBaHUs TPOMOOB. 3a00IeBaHNE MOXKET CTAaTh IPUYUHOM
pazeutuss OHMK, TOJIA n TpomM603a riryGOKHX BeH, II03TOMY CBOE-
BpPEMEHHAs ANArHOCTHKA U MPUEM ITaTOTEHETHYECKUX JIEKapCTBEH-
HBIX CPEJICTB SBJISIOTCSA BAXHBIMU MEPaMH IPOQUIAKTHKU 3THX OC-
JIO>KHEHHUH.
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HEKOMMAKTHbIA MUOKAPA Y NALMEHTA
C CUHOPOMOM COTOCA

BypbikuHa K0.C.", XKapoea 0.[1.2
HayuHbI pykoBOAUTENb:
A.M.H., npod. E.H. Bacapruna

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MEeAULMHCKUIA
yHuepcuteT um. .M. CeyeHosa MuHsgpasa Poccuu
(CeueHoBckui YHuBepcuteT), Mockea;

2HauwmoHarnbHbIn MeauUMHCKMI NCccrieqoBaTenbCKUM LEHTP
3nopoBbsa getert Munsgpasa Poccun, Mocksa

Knouesnie criosa: demu, HeKOMMakmMHbIU MUOKapO, CUHOPOM
Comoca

Axmyansnocms. Cuaapom Cotoca — pezikoe 3a00neBaHue, CBs-
3aHHOE ¢ MyTauuel B rene NSD/, XapakTepu3yoleecs: CKeJIeTHBIMU
AQHOMAJTHSAMH, JINLEBBIM AUCMOP(HHU3MOM, HEBPOIOTHUECKOH MATONIO0-
rueid. [Ipu cunapome Coroca Hepeku BpoxKIEHHbIE IOPOKH CepALa
(BIIC), wamme centanbHble Ae()EKTHI, a TAKKE OMUCAHKI 4 CITydast Co-
YeTaHHs ¢ HEKOMITAKTHBIM MUoKapaoM (HM).

OnucaHue KJINHAYeCKOro ciay4as.. Kapaumomeranus BeIIBICHA
BHYTpuyTpoOHO Ha 40-ii Henene rectaiuu. CoCTOSHHE ITOCTE POXKIE-
HUS TDKENOE 3a CUET ABIXaTeNbHO-CepIeYHON HETOCTaTOYHOCTH, CYIIO-
POXKHOTO U TeMOPParmIecKoro CHHAPOMOB. Ha 6-e CyTKH >K13HHU BBISB-
JICHO YMEHBILICHHE COKPATUTEIBHON CIOCOOHOCTH MHOKapaa ¢ (hpax-
el Beropoca 52%, NErovHasi TMIepTeH3 s, TTOBBIIEHHE COIEP KaHHs
Hatpuiiyperndeckoro nentuaa (NTproBNP) B kpoBu 1o 6603 nr/m,
Bu3yanmsuposad HM. [IpoBoxuitick pecnupaTopHasi 1 KapAUOTOHU-
yeckasl MOAAEPKKa, CHMITOMATHYECKas TEPAIHS C MOJI0KUTENbHBIM
s¢dexrom. [leBouka BeIMcaHa Ha 15-€ CyTKU XKHU3HH Ha Teparuy JTu-
TOKCHHOM U CITHPOHOJIAKTOHOM. YUYHTHIBAs HEBPOJIIOTHIECKYIO CHM-
NTOMATHKY, (CHOTUITMUYECKUE 0COOCHHOCTH (BBICOKHIA J100, nedop-
Manust KOCTel deperia, JIMHHAS IIes], TUIIEPTEIOpH3M, 320CTPEHHBIH
oadoponoK, Beicokue Macca (4230 r) u anuna (57 cM) Tena mpu po-
JKJICHUH), 3aII003peHa CHHAPOMalIbHas (hopMma marosioru. ITomHo-
9K30MHOE CEKBEHHPOBAHNE BBIIBUIIO PaHEE HEOITHCAHHBIH, BEPOSTHO
[IaTOI'€HHBIN, TFeTePO3UTOTHBIN HYKICOTUIHBbII BapuaHT B reHe NSD1,
TIPUBOJIINIA K HApYIIEHUIO cHHTe3a Oenka (5-177238453-G-GAA,
p-Val1381LysfsTer14; NM_022455), uTto mo3BOIMIO MOATBEPAUTD
cunnpom Cotoca. [Ipn koHTpOITE 5X0Kaparorpaduy B 2 Mec: KapTHHa
HM, nunartarus 1eBbIX KaMep cepila, CHIKeHNe (ppakIuy BIOpoca
10 50%. I'ocniutanu3upoBana B Kapauonoruyeckoe oraenenue. [pu
OCMOTpE ayCKyNbTaTUBHO CHCTOJIIMUECKHI ITyM, TaXuKapaus 10 160
B MUHYTY, renatomeranus, nossieHne NTproBNP no 984 nr/mu.
INomo6pana Tepanust XpOHUUECKOH CepaeTHON HeJJOCTaTOYHOCTH: HH-
ruOUTOP aHTHOTEH3UHITPEBPALIAIOIIEro epMeHTa KanTonpui, Oe-
Ta-aipeHO0IOKaTOP OUCOTIPOIION, AaHTATOHHUCT AJIBI0CTEPOHA CITHPO-
HOJIAKTOH, CEP/ICYHBIN IIMKO3H] OTMEHEH, Ha (JOHE Uero BHIABIECHA
HOJIOKUTENNbHAs IMHAMUKA B BUJIE YJTy4IICHUs CHA U AIMOLMOHAJIb-
Horo craryca, Hopmanu3anun YCC, yMeHbIIeHHS pa3MepoB ITEUCHH.

3axniouenue. HK xapakrepusyercsi COXxpaHeHHEM SMOPHOHAITb-
HOHM MOP(OIOrHY MHOKAPZa ¥ MOXKET COYETAThCs C Pa3IMIHBIMH (e-
HOTUIIAaMU peMojiennpoBanus cepaua. Hepenko HM Bxoaur B cTpyk-
Typy TeHETH4eCKUX CHHApoMOB. [lanmentam ¢ cungpomom Cotoca
JIOJDKEH IPOBOAUTHCA TIIATENBHBIN KapAHOIOrHIeCKU CKPUHUHT, Ha-
IpaBJIeHHbIH Ha UCKIIroYeHHe He Toibko BIIC, HO U kapauoMuonaTum.

KINMUHUYECKWUN CNYYAN OCTPOIO
FrEMATOMEHHOIO OCTEOMUEIUTA KOCTEN
TA3A

Bycanaesa .U
HayuHbin pykoBoauTens: K.M.H. .A. MopasuH

Poccuincknin HaumMoHanbHbIN nccrneaoBaTenbCKUn
MeauumnHCkuin yHusepeuteT M. H.W. MNuporoesa MuHsapasa
Poccun, Mockea

Kniroyesbie crioea: 0emu, ocmeomuenum, 5ie4eHue

Axmyanvrnocms. OCTEOMUEIUT — BOCHAIUTENBHOE AECTPYK-
THUBHOE 3a00J1eBaHNE KOCTH, BBI3BAHHOE NIPEUMYIIECTBEHHO OaKTe-
pHaTbHBIMH areHTaMu. Yale oCTeOMUENUT UMEET TeMaTOTeHHOE
npoucxoxaenue. OCTpblil reMaToreHHbIH 0CTEOMUEITHT CIIOKHO JTH-
arHOCTHPOBATh HA PAHHUX CPOKAX OT Havana 3a00JIeBaHMUs, COOTBET-
CTBEHHO, OTMEYAETCs TEHJCHIMS K MO3AHEMY Hadyajly JICUSHUs, TeM
caMBIM ITOBBIIIASTCS PHCK TIEpexo/ia Mporiecca B XpOHUIECKOe Tede-
Hue. [1o 1aHHBIM TUTEPATypPHI, B CPEAHEM TIOCTAaHOBKA IIPABUILHOTO
JIMarHo3a 3aHUMaeT OKoyo 2 Hel. MBI mpencTaBisieM KIMHHIECKU
ClTy4aif OCTeOMHUENTNTa PEAKOH JTOKaIU3aI[UH, 9YTOOBI TIOKa3aTh ONTH-
MaJIbHBIH aJlrOPUTM AUArHOCTHKH JUIsl PAHHETO Hadalia JICYSHHs dTOH
Tspkénoit naronorun. KocTr Ta3a mpu 0CTpOM reMaToreHHOM OCTeO-
MHeINTe opakarores B 15% ciyuaes.

Onucanue KIMHAYECKOro ciay4yas. bonsHoii I, 11 1er, mocry-
nu1 B Xxupyprudeckoe otnenenue 24.10.2022 ¢ xanobamu Ha 0076
B IIPaBOH ITaXOBOH 00JIACTH € TIEPEXOIOM Ha MPaBYIO SATOAMILY, KOTO-
pBle Havauch 3a 2 1H A0 oOparieHus B cTannoHap. Pe6EHOK akTHB-
HO 3aHUMAeTCsl CIIOPTOM — perdu, TpaBMmy orpunaer. [Ipu ocmorpe
oTMedasiach OOJIb IPH aKTUBHBIX M ITACCUBHBIX JABIDKCHUSAX B IIPABOM
Ta300€[peHHOM CyCTaBe M IPH HaJaBIMBAaHUH Ha KpecTell. B kpoBu
YMEpPEHHBIH JISHKOIIUTO3 U MOBHIIIEHHE coziep)kaHns C-peakTHBHOTO
Oenka 1o 37 mr/n. [IpoBeneHa KoMnproTepHAs TOMOTpadus Ta3a U BbI-
sIBJIeHa KapTHHa abclecca 3anpareIbHON MBIIIIIBI CIIpaBa, AeCTPYK-
X KOCTel Ta3a He oOHapykeHo. [Ipi MarHUTHO-pEe30HAaHCHOH TO-
morpaduu (MPT) kocreii Tasa BbisiBiieHa MP-kapTiHa abcuecca Ha-
PY’KHOIT 3ammpaTesIbHOM MBIIIIEL, OCTEOMHENUT KOCTell Tasa, OTeK,
HHQUIBTpAIMA MATKUX TKaHel. Ha ocCHOBaHMM KITMHHYECKOH KapTu-
HBI 1 THCTPYMEHTAIILHBIX TAaHHBIX OBUT OCTaBIIeH 1uarno3: OcTphli
TeMaTOreHHBI OCTEOMHENIUT HIKHEH BETBH IPABO JIOOKOBOM 1 TIpa-
BOI1 celaNuIIHOM KocTeli ¢ popMupoBaHueM abclecca IpaBoil HapyK-
HOM 3aIMpaTesibHOi MBIIIIEL. [Ipon3BeieHo onepaTnBHOE JT€UCHNUE U3
3aJHEr0 OCTyIIa 10 NMPaBOH AroguyHol ckianke. OOBEM onepaTuB-
HOTO BMEIIAaTeIbCTBA: BCKPBHITHE U IPEHUPOBaHNe adciecca 00IacTn
3amMpaTesIbHON MBIIIIEI CIIPaBa, OCcTeonepOpaluy NpaBoil JT0OKo-
BOM M CeaNIIHBIX KocTel. Ha3HaueHa aHTHOAKTepUabHas Tepamus
AMOKCHKJIABOM M aMUHKAIIMHOM. Ha 8- CyTKy Manpank BBIUCAH U3
CTallMOHapa ¢ PEKOMEHIALUAMH.

3aknmiouenue. JJaHHBII KIMHUYECKUH CiTydail JEMOHCTPUPYET all-
TOPUTM JIMarHOCTUKHU JaHHOW narosoruu ¢ npumeHenueM MPT Ha
paHHHX CPOKaX BO3HHKHOBEHHsI O0JIEBOTO CHHAPOMA, a TAK)KE ONTH-
MalbHOE B 0€30MacHOe JIeUCHNE TeMaTOTEeHHOTO OCTEOMHEINTA Pel-
KO¥1 JIOKQJIM3aLUH, YTO CHIKAET BEPOSTHOCTh XPOHU3ALUH IIPOLIEC-
ca ¥ MHBAJIHAN3AINHN OOJIBHOTO.

* %k %k
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

PEOKO BCTPEYAEMbIE BPOXOEHHbLIE NOPOKU
PA3BUTUSA Y PEBEHKA C CUHOPOMOM
rONbAEHXAPA

BacunbeB U.C., CaBaTteeBa O.U.
HayuHbI pykoBoAUTENb: K.M.H.,
poueHT E.A. CapkucsH

Poccuincknin HaumoHanbHbIM UccreaoBaTenbCKUii
MeauumnHckuin yHusepeuteT um. H.U. MNuporoesa MuH3apasa
Poccun, Mocksa

Kntouesnsie criosa: demu, cuHOpom onbdeHxapa,
OuazHocmuka

Axmyansnocms. Cuaapom I'onsrerxapa (0Kys10-aypHKyIIo-BepTe-
OpaNbHBIH CIIEKTP) — BPOXKAEHHOE 3a001€BaHNe, Pa3BUTHE KOTOPO-
O CBSI3aHO C MAaTOJOTHeH mpou3BoaHbIX 1-2 xabepHbIx Ayr. Yactora
curpoma Bappupyet oT 1 : 3500 1o 1 : 5600 >kuBOpOXKACHHIA, Yale
y AeTel My>KCKOTO I0j1a (COOTHOIIEHHE MAJIbUUKH : AEBOYKH 3 : 2).
HacnenoBanue 3a00neBaHUsI CUUTACTCS MHOTO(AKTOPHBIM. XapakTep-
HBIMH IIPOSIBICHUSIMU OOJIE3HU SIBISTFOTCS OHO- WU JIBYCTOPOHHHE
MIOPOKH Pa3BUTHS IV1a3, YIIHBIX PAKOBHH, TI03BOHOYHHKA, YETFOCTHBIX
cTpyktyp (y 30%). HabmromaroTcest Takxke HOpakeHNUS U TOPOKH Pa3BHU-
THS JPYTHX OPTaHOB M CUCTEM, UTO 3aTPYAHSET MPOLECC TUArHOCTUKH.

Onucanue KIMHUYECKOro ciydas. JleBouka oT Marepu 33 et
(Ha yuéTe B KCHCKOI KOHCYNBTALlMH HE COCTOsIIA), OT 8-i OepeMeH-
HOCTH, OT 7-X CPOYHBIX JIOMalIHUX POAOB, ¢ Maccoit 2840 r u uu-
Holi Tena 47 cM. B mepuHaraibHBIN HEHTp NOCTynmIa yepe3 1 1 mo-
ciie poxJieHUs. B HeoHaTalbHOM NepHo/ie MoTyyYara JIeueHHe 110 Mo-
BOZY BPOXKAEHHOH MHEBMOHUH, MH()EKINH MOYEBBIBOMSIINX ITyTeH,
CYOKIMHUYECKOH (OpPMBI BpOXKIEHHON [IUTOMETaIOBUPYCHON HH(EK-
Y. BEIIBIICHB MHOXXECTBEHHBIE BPOXKIEHHBIE TIOPOKH PA3BUTHS: KO-
n060Ma JIEBOTO BEPXHET0 BeKa, 1eOopMallis JIEBOTO yXa C IepUaypH-
KyJISIPHBIM OTPOCTKOM, aTpe3ust aHyca ¢ IepUHEAIbHBIM CBHILIOM, TH-
npoHedpo3 J1eBoit TOYKH, MeraypeTep, COMmKeHHE U HEUETKUI KOHTYP
4-7 p€bep, HaNMMUMe KOCTHBIX MOCTOB MEXIY HUMH, MHOXKECTBO I10-
JYNO3BOHKOB B TPYIHOM OTAene, 12 pédep crpasa u 10 cnepa. [Ipose-
JIEHO TI03TAlHOE XUPYPTrUUECKOe JIedUeHHEe TOPOKOB pa3BUTHU. J[ByX-
JTaIHast XUPyprudeckast KOppeKIys aTpe3ny anyca (3aKphbITHe IepH-
HeaJbHOTO cuiia, GopMHpOBaH HeoaHyc). Koppekims ruaporedposa
(mepBBIi 3Tanm — BhIBeeHUe HedpocTombl). B Bospacte 3 mec mpo-
BeJIeHa O(TATBMOIOTHYECKast KOPPEeKIHst KooOoMbl. PeOEHOK BBINTH-
CaH B yAOBIETBOPUTEILHOM COCTOSHUU 107 aMOynaTopHOe Habmroze-
nue. Ousndeckoe U HeHPONCHXUYECKOE Pa3BUTHE peOEHKA B MOMEHT
BBIITICKU B HIDKHUX IIPe/ieNlaX BO3PACTHBIX HOPM.

3aknrouenue. CBOEBPEMEHHOCTh JUATHOCTUKU CHHApPoMa [onb-
JIeHXapa 3aBHCHUT OT MEXANCIUIIIMHAPHOTO KOMILIEKCHOTO MOAXOAA.
JluarHo3 CTaBUTCSI TEHETHKOM Ha OCHOBAaHUH XapaKTePHBIX (pEeHOTH-
MIYIECKHX MposiBIeHNH. KpoMe 0CHOBHBIX XapaKTepHBIX (eHOTHITHIE-
CKHX IPOSIBJIEHUH, y JIETEH BBIABIAIOTCS BPOXKIEHHBIE IOPOKHU Pa3BU-
THS IPYTUX OPraHOB M CUCTEM, B YaCTHOCTH aHOPEKTAIbHOH obacTy,
MOYEK M MOYETOYHUKOB, KOTOPBIE YAaCTO yXyAIIAIOT 00IIee COCTOSTHUE
pebEHKa U TpeOyIOT XUPYPrudecKoil KOpPEKIHN.

k sk ok

YTPOEHUE BEPXHUX MOYEBbIX NYTEMN.
KNMUHUYECKUN CITYYAN

BacunbeB M.WU.", Becnantok 0.U.2, KapnayeB C.A.2,
LaxHoBckun [.C.2

Hay4HbI pykoBoguTenb: A.M.H.,

npod. C.H. 3opkuH

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MeAULMHCKUI
yHuepcuteT um. .M. CeyeHosa MuHsgpasa Poccum
(CeueHoBckuii YHuBepcuteT), Mockea;

2HaumoHarnbHbIn MeguUMHCKMI NCccrieqoBaTenbCKUM LeHTP
3nopoBbsa aetert Munsgpasa Poccun, Mocksa

Kntoyesnie criosa: demu, aHOManuu pa3eumusi MoYek,
OuasHocmuka

Axmyanvrnocmo. YTpoeHHEe BEpXHUX MOYEBBIX ITyTeil — Kpaii-
HE PEJIKO BCTPEUYaroIascs aHoMalus pa3BUTHsA Touek. B ureparype
onucassl okojo 100 cnydyaeB yTpoeHus, Cpenu KOTOPhIX HAINYUEM
yperepolelne conpoBoxaanuck Toiabko 20. Huskas pacnpoctpanén-
HOCTh JAHHOH aHOMAJIUH CO3MAET CIOKHOCTh JUATHOCTHKU M BEPU-
(duKaMu TUarHo3a.

Onucanne KJIHMHHYECKOro ciaydas. Pe6énok, 8 net, Hampas-
JIeH Ha 1000CIIeJOBaHIE B YPOJIOTHUECKOE OTAEIECHHE C IOA03PEHU-
€M Ha KHCTY BEpXHETO CerMEHTa IPaBoi IOYKHU, ypeTepoliese ClpaBa.
B anamze3e ormeuanuch 4acThle SMU304bl Jerkountypuu. [Ipu pent-
TeHypPOJIOTMYECKOM 00CII€0BaHNH BBISIBIICHO YIBOCHUE BEPXHUX MO-
YeBBIX IyTEH CIpaBa, MMy3bIPHO-MOYETOYHUKOBHIH peduroke (IIMP)
B HIDKHUI cerMeHT npaBoi nouku. Ilpu mucrockonuu crpasa Busya-
JIU3UPOBAHO YCThE MOYETOUHHUKA HUIKHETO CETMEHTA IIPABOM IIOUKHU U
TeTepoTONHUECKOe ypeTeporene crpasa. [IpoBeeHa anekTpopesex-
nus yperepouene. [IMP ycnemno xoppurupoBaH 3HA0CKOIHYECKH.
ITpu xoHTpONIBEHOM 00CTEI0BaHIN Yepe3 6 MeC MO JAHHBIM MHUKIIHOH-
HOH 1uctoypetporpaduu quarnoctuposad [IMP IV crenenu B Bepx-
HUIl CETMEHT MPaBoil yNBOCHHOH movkH. [1o TaHHBIM HE(HPOCIIHHTH-
rpaduu oTMedaiics 1eeKT TKaHW BEPXHEro CErMEeHTa MPaBoil IOYKU
co cHmkeHneM QyHkuun. [IpHHATO pemenue o NpoBeeHNN BepXHel
TeMHHEeQPYPETEepPIKTOMUHN crpasa. IHTpaonepaoHHO ANarHOCTH-
POBaHO yTPOEHHUE BEPXHUX MOUYEBBIX IIyTEH CrpaBa, IPOBEICHO yaa-
JICHHE BEPXHEro CerMeHTa IpaBoi moukd. [Ipu karaMHeCTHIeCKoM
o0cienoBaHuyu yepe3 6 MecC Mo JaHHBIM MUKIIMOHHOM [IUCTOYpETpo-
rpaduu [IMP He 06Hapy>eH, [0 TaHHBIM 3KCKPETOPHOU yporpadun
(YHKIIMS HIDKHETO U CPeJHET0 CerMEHTOB NPaBOi NOYKH COXPAaHHA,
HapyIleHul accaxa MOYU He BBISBIICHO.

3akniouenue. YTpoeHHEe BEPXHUX MOUEBHIX IyTeH — OYECHb HEO-
ObIYHAs U CIIOXKHAs maroiorus. HecMoTpst Ha IPOBOJMMEBIE PEHTIEHY-
poorryecKre UCCIIeI0BaHNUs, OY€Hb TPYAHO IIOCTaBUTh TOUYHBIH J10-
OTEpaLMOHHBIN ANArHO3, 03TOMY AWATHOCTHKA MHOTZA MPOBOAUT-
Cs1 TOJIBKO BO BPEMsI XUPYPTUUECKOr0 BMEIIATE/IbCTBA.
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TENEMEOUUUHCKAA NMOMOLLb AETAM:
AKTYAINbHbIE 3A0AYA

BepwuHuH I.C.
Hay4HbIn pykoBOAUTESNb: O.M.H,
npodc. PAH U.B. Bunsipckas

HaunoHanbHbIN MeAULMHCKMIA NCCReqoBaTeNbCKUN LEHTP
3nopoBbs getent Munsgpasa Poccun, Mocksa

Kniroyeeble crioga: 0emu, mernemeOuyUHCKoe
KOHCyrnbmuposaHue, 3ghchekmugHoCcmb

Axmyansrocms. B COBpEMEHHBIX YCIOBUSX TENEMEIULUHA — 3TO
HCTIONb30BaHUE KOMITBIOTEPHBIX M TEJICKOMMYHHUKAIMOHHBIX TEXHO-
Joruii 1yt oomMeHa MeauiHCeKol nHpopmanueir. C y4éTtom BocTpe-
0OBaHHOCTH TeleMeIUIIHCKOTo KoHcynbTupoBanus (TMK), 3akono-
MEpHO PaCTET BOBICUEHHOCTD M 3aHATOCTH CIICI[HATNCTOB, OKA3bIBa-
IOIIUX JIAHHBIH B TIOMOIIM JeTsM. B TO jke BpeMs HEeJ0CTaTo4uHO
JIAHHBIX, OCBEIANMX ocobenHocTH npoBenenuss TMK B pazmia-
HBIX PETHOHAX HAIllEH CTPaHbI.

Lenvio pabOTHI IBUJICS aHAJIN3 AAHHBIX HEIOCPEICTBEHHBIX
yaactHIKOB TMK mns ontumusannu 3gpQeKTUBHOCTH 3TOTO BHIA
KOHCYJIBTaTUBHOU ITOMOIIH JIETSIM.

Mamepuanet u memoout. J{ns poBeneHus: pabOTEl HaMH ObITa
pa3paboTaHa crienuaibHas aHKeTa, BKIOUaBIIas 26 BOMPOCOB, U MPO-
BE/ICHO OHJIAH-aHKeTUPOBaHUE 54 COTPYAHUKOB (helepabHOTO IIe-
JMAaTPUIECKOTO LEHTPA, HEMOCPEICTBEHHO YJaCTBOBABIINX B IIPOBE-
JICHUH TEIEMEANIIMHCKAX KOHCYJIBTallH.

Pe3zynomamei. YctaHOBIEHO, 4TO 39 KOHCYIBTAHTOB OBLIH ITEIHA-
Tpamu, a 16 COTpyITHUKOB — JETCKUMHU XUPypramu. Y 4€HyIo cTeleHb
JIOKTOpa MEIUIUHCKUX HAayK UMENH 9 COTPYTHHKOB, KaHIUaTa Me-
JUIMHCKUX HayK — 17 koHCynbranToB. [lonapmsroniee 60IbIINHCTBO
yuactHrKoB TMK 3annMainu BpaueOHbIE TOIDKHOCTH (1 = 44), ocTanb-
HBIE OBUTM HAyYHBIMH COTPyTHHKaMH. CTaX MEIUIMHCKON AeSTellb-
HOCTH KOHCYNIBTaHTOB 20 1 Goiee sieT onpenienéH y 18 aHKeTHpyeMBbIX,
crax ot 10 mo 20 ner — y 15 Bpaueii, menee 10 ter — y 21 corpyn-
HUKa. [Io naHHBIM ompoca Obula BBISBICHA HEAOCTATOUHAs OCBEAOM-
JIEHHOCTD Bpaveil 0 HOPMATUBHBIX JOKYMEHTaX, PEIIAMEHTUPYIOIIHX
okazanne TMK. Otmedanack BBICOKas 3aHATOCTb CIIELIHAINCTOB, CBSI-
3aHHasl C IIPOBEJICHHEM KOHCYIIBTAIHIA: 00Jiee OJIOBUHBI ONPOIIEHHBIX
exenHeBHO (n = 12) wim He pexke 1 pasa B Hememo (1 = 19) oka3bIBa-
JIM KOHCYJIFTaTUBHYIO IOMOIIIb, ITPU 3TOM 27 4eJIOBEK TPATHIHX OT 1 10
2 49 B JIeHb, a 8 — 0T 2 10 3 4 B JeHb. OKOJIO IMOJIOBHHBI KOHCYIIBTaH-
TOB OTMETHJIM HEYNOBIETBOPEHHOCTh B3aHMOJAEHCTBUEM Yepe3 KOp-
TIOPaTUBHYIO IIOYTY, U3 HUX 6 OBUIN HE YHOBIETBOPEHEL, a 16 coTpya-
HHUKOB YaCTUYHO y/IOBJIETBOPEHBI. bonee TpeTH pecroHeHTOB cunTa-
1, uyto yyactue B TMK 1noioxuTensHo BIuseT Ha UX OBCEIHEBHYIO
paboTy B OTAETICHHH, B TO K€ BPeMs IIITast YaCTh ONPOIICHHBIX COY-
JiIa 3TO BJIMAHUEC OTPULATC/IbHBIM. BonbmuHCTBO KOHCYJIbTAaHTOB OT-
METWJIO HU3KOE KaueCTBO MEIUINHCKOIN JOKYMEHTAIUH, IPECTaB-
JSIEMOM PErMOHOM Ha PACCMOTPEHHUE crienuanicToB (13 KoHCynbTaH-
TOB HE y/IOBJIETBOPEHBI, 40 — 4acTUYHO yHoBIeTBOpeHb). Hexotoprle
PECTIOHAEHTH OTMEUaH (akThl noydeHus 3anpocoB Ha TMK wepes
Heo(UIMATbHBIE KAaHAJIBI CBSI3H, YTO TIOTPEOOBAIIO OT HUX COOTBETCTBY-
IOIIel peKOMEHAAINN 00PaTHTHCS OpUIHANbHBIM Iy TéM. [TouTH momo-
BHHA KOHCYJBTAHTOB (7 = 25) 0Ka3anach He COITIaCHA C BEIOOPOM THIIA
3anpoca TMK perroHoM (3KCTpEHHBIH, HEOTIOXKHBIH, IIAHOBBIH), IPH
3TOM OOJBIITMHCTBO CMENUATNCTOB YKa3aJlo Ha HEOOXOIMMOCTh YBEIH-
YEHHs] BpEMEHH, NPEIOCTABISIEMOrO JUIsl OTBETA Ha BCE THIIBI 3a5BOK,
KpOMe ITAaHOBBIX. BOIBIIMHCTBO KOHCYIIBTaHTOB OBLIH MOTHOCTBIO MITH
YaCTUYHO YJOBJICTBOPEHBI Ka4eCTBOM CBsA3M Ipu nposeaeHun TMK,
OIHAKO OTMETHJIM HU3KOE KadeCTBO 3ByKa 3HAUMMBIM HEJJOCTATKOM
(n =12). OgauM U3 3HaYMMBIX BompocoB Tekymero TMK Takxe sBu-
J1aCh HEBO3MO)KHOCTD PETMOHA BBITIOJIHHTH PEKOMEHTyEMBIE JOTIOTHHU-
TeNbHBIE 00CIICIOBAaHNS KOHCYIBTUPYEMBIX OONBHBIX (11 = 26).

3axniouenue. IIpoBeA€HHBIN aHAIM3 MTOKA3aJI, YTO CAMbIM JICHCT-
BEHHBIM METOJIOM OOIICHUS SBISIOTCS BHACOKOHPepeHun. [Tpu sTom
Bpau BUAWT MAIL[EHTa U €r0 MEAULMHCKHE JOKYMEHTBI, OLICHHBACT
€ro COCTOSTHUE, MOXKET ONUPAThCS Ha CBOW HAOJIOICHUS W JIaHHBIC
aHaJM30B, 00IIAThCs ¢ KOJUIeroi. TeneKOHCYNbTAIMH 10 BUACOCBSI-
31 00€CIeYNBAIOT ONTHMHU3AIHMI0 OCMOTpPa JIeTel pa3HOro Bo3pacTa
U JIAHHBIX UMEIOIINXCS aHAJIM30B, YKOHOMHIO BPEMEHH U JICHET, UC-
KJTFOYAIOT YTPO3bl PacpocTpaHeH s 00e3Hel U MPeICTaBIsIIOT BO3-
MOXHOCTH HEOJHOKPATHOTO OOIICHHS JIJIsl KOHTPOJIS TUATHOCTUKH U
JICUCHHSI IPU XPOHUUYECKHUX (POpMax MaToONOTUH y AETEH.

BNMUAHUE KOHOUT'YPALIU
METAJNOKOHCTPYKLIUXA HA CKOPOCTb
YIMOBOW KOPPEKLMU OE®OPMALIUIA
AUCTAIIbHOIO CEFMEHTA BEQPEHHOW KOCTU

Bonkosa M.O.
Hay4HbIn pykoBoguTtens: A.M.H. K.B. XXepaes

HaunoHanbHbIN MegULIMHCKUIA UCCrenoBaTeNbCKUN LLEHTP
3gopoBbs geten Munsgpasa Poccuun, Mocksa

Knouesnbie criosa: demu, koppekyusi deghopmayud,
OuasHocmuka

Axmyanvnocme. JIns nedeHns maueHToB ¢ AeopManusMU Ha
YPOBHE KOJICHHBIX CYCTaBOB, IIPUOJIVIKAFOLIMXCS K 3aBEPILICHUIO PO-
CTa CKeJeTa, BAXXHO MOHUMAaHHe (haKTOPOB, BIUAIOMINX HAa CKOPOCTh
KOPPEKIIMU METOIOM YIIPaBIIEMOr0O POCTa.

I]env: onpeneUTh BIUSIHIE KOHOUTYPAIUN METAJUNIOKOHCTPYK-
I[Y Ha TEMIIbI YIIIOBOH KOPPEKIIUH BaIbI'yCHBIX U BapyCHBIX Aehop-
MaIllii TUCTaTbHOTO CETMEHTa OCAPEHHON KOCTH.

Mamepuanvt u memoos. B mouckoBoit cucreme Google Scholar
0TOOpaHbl 7 MCCIIEI0BAHUI BIUSHHUS TAPaMETPOB METAJNIOKOHCTPYK-
I[UY AUCTAIBHOTO SMH(H3a OeIPEHHON KOCTH Ha TEMITBI YIIIOBOH KOp-
PEKLUH METOIOM JaTepanibHOr0 TeMUANU(PHU3NO0AE3a BaNbI'yCHBIX H
BapyCHBIX Ae(hopMaIuii.

Pe3zynemamei. B sxcTiepIMeHTaNBHBIX yCIOBUSX OBLIO JOKa3a-
HO OTCYTCTBHE BIIMSIHHS JJIMHBI BUHTOB Ha TEMIIbI YIJIOBOI KOPpEK-
mun (D. Raluy-Collado, 2012). B uccnenoBannn Ha GHOMEXaHUYE-
CKOM KOCTHOW MOJIEIIH TaKKe He ObLI0 0OHAPY)KEHO 3HAYUMOH CBA3H
MEX][y JUIMHON BUHTOB ¥ CKOPOCTBIO YITIOBOH KOPPEKIHH, PaBHO KaK
u pasmepamu mwiactutbl (H. Eltayeby, 2019). Onxako qaHHbIE 3TOM
pabOoThI TOKa3bIBAIOT, YTO BUHTHI, PACIIOJIOKEHHBIE TTapalIeIbHO 30-
HE POCTa, 00ECIeUNBalOT ONTHMAIBHYIO KOpPpEKIHio. B npyryto pa-
60Ty OBLIN BKJIFOUEHBI JaHHBIE 76 manueHToB (154 KoneHHBIX cycTa-
BOB), KOTOPEIM MPOBOAMIICS YIPABISIEMBIH POCT C HCHOJIB30BaHUEM
IUIACTHHBI HATSHKCHUS JUI KOPPEKUuy aedopmannii Bo GpoHTaIb-
Ho#t nockoctH (N. Kim, 2021). Korduryparms BUHTOB He OBIHS-
Jla Ha CKOpPOCTH Koppeknuu nedopmarnuu. B pabore S. Schoenleber
(2014) ucxoansriii yron Buata (ot 0° 1o 30°) He oKkas3al CyIIeCTBCH-
HOTO BJIUSIHUSI HA CKOPOCTH KOPPEKIIHH BO (PPOHTANBHOM INIOCKOCTH
P UCTIOJIL30BAHUH ITACTHH HATsHKEHHS (COOpaHbI JaHHBIE 0 39 KO-
JICHHBIX CyCTaBax y nmanueHToB). B uccinenoanune B.M. Kernnc (2018)
ObuTH BKITFOYEHB! 58 mareHToB (107 KONeHHBIX CYCTaBOB) OCHOBHOM
TPYIITEL C OCEBBIMHU Ae(hopManusiMi BO (POHTAIBHOHN IIOCKOCTH, a
Takke 50 mereit (67 KOICHHBIX CYCTaBOB) KOHTPOJIBHOU Tpymiibl. BbI-
JIO BBISIBIICHO, YTO YBEJIMYCHUE PACCTOSHHUS HEMOJIHOTO MPYJICTaHusI
TUTACTHHBI CHIDKAET CKOPOCTH KOPPEKIIHH.

3akniouenue. JInuHa BUHTOB M pa3Mep IUIACTHHBI HE OKa3bIBa-
10T CYIIECTBEHHOT'O BIIMSHHUS HAa TEMITbI KOPPEKIMH BaJbIyCHBIX H
BapyCHBIX Ae(opMaIiii JUCTAIFHOTO CETMEHTa OEIPEHHON KOCTH.
Jlnst koppeKkunu Bo ppOHTANBHOM INIOCKOCTH MPEIIIOYTUTENEHO, HO
ocTaéTcsl Ha yCMOTpEHUE XUPYypra, yCTaHaBIMBAaTh BUHTHI [IAPalIelb-
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HO 30He pocTa. HenomHoe npuieranue miacTUHBI CHUKAET CKOPOCTh
KOPPEKINH 1e(OopMaruii.

CNOCOB PAHHEN AUATHOCTUKN NMU3OCOMHbBIX
BOJIE3HENA HAKOMJEHUSA B NPAKTUKE
YYACTKOBOI'O NMEANATPA

Bonoxosa T.B., BonweHkoBa IN.A., Hukonaesa O.[.
HayuHbIn pykoBoAUTENb: K.M.H.,
poueHT E.E. PacknHa

CapatoBcKkuii rocyAapCTBEHHBIN MEQULIMHCKUI YHUBEPCUTET
um. B.W. PasymoBckoro MuHsgpasa Poccun, CapatoB

Kntoyesnie criosa: demu, 6051€3HU HaKOMIEeHUs,
OuasHocmuka

Axmyanvnocms. JIn3ocoMHbIe 00JIE3HI HAKOIUIEHHS, CPEH KOTO-
prix GonesHs Lomre, ®abpu, curapoM XaHTepa, OTHOCAT K OphaHHbIM
3aboneBannsM. Kak npasuiio, kiuHI4Yeckas MaHu(ecTalys HadulHa-
€TCsl C PAaHHETO BO3PAacTa U MPOSBISETCS COBOKYITHOCTBIO TaTOIOTH-
YECKUX COCTOSHUI ¢ Mocieqyrole XxpoHn3anueil u uHBaIuu3a-
[UEN NalyeHTOB.

L]env: 060CHOBATH UCIIONB30BAHUE CIIOCO0A paHHEH AMAarHOCTH-
KU JIM30COMHBIX O0JIe3Hel HaKOIUIEHHS B TTOJMKIMHIIECKON MPaKTH-
Ke ITyTEM BBIIEIICHUS AETEl IPYMITbI PHCKa MO HACTIEACTBEHHOMY 3a-
GoJeBaHHIO.

Mamepuanvl u memoowr. [lon HabnroneHneM ObutH 1eTH (1 = 14)
B Bo3pacte 3—10 Jsiet, u3 Hux 10 mansuukoB u 4 aeBouku. [laumeH-
THI MIMEJIH TPyHITy 300poBbs 3, 4 (67,2%) u 5 (32,8%). [lns BEIBITE-
HUSl OTKJIOHEHUH CO CTOPOHBI Pa3IUYHBIX OPraHOB U YAaCTOTHI OPO-
KOB Pa3BUTHUs yUUTHIBAIM AMarHo3sl nanueHtos 1o MKb-10. Oue-
HHBAJIU ATOJIOTUUECKHE OTKIOHEHHS MM TOPOKH Pa3BUTHS KaXKIOH
CHCTEMBI ITyTEM BBIYHCIICHNS] OTHOLICHUS YUCIa OTKIOHEHHH B OfI-
HOHM CHCTEME K UX OOIIEeMy YHCIIy, YTO ITO3BOJIIIIO BEIICIHUTH BEIY-
IIKE TaTOJIOTHYeCcKue MOPHOIIOTHYECKHE OTKIOHECHUS PAa3BUTHUS U
PHICK HACJIEACTBEHHOro 3aboneBaHus. [IpoBeeHbI aHANMN3 TaHHBIX
aKyIIEPCKO-THHEKOJIOTHIECKOTO aHAMHE3a, MOACYET HHAEKCA OTATO0-
IEHHOCTH T€HEaTOrHYecKoro anamMHe3a. Y JeTel ¢ pUcKoM Oores-
HeW JIM30COMHOTO HAKOIIEHHS NPOBEAEHO MCCIIE0BAaHNE aKTUBHO-
¢t (epMEeHTOB B JieWKOIMTaX (CyXHe MATHA KPOBH) METOIOM TaH-
JIEMHOH Macc-CIIeKTPOMETPHUIL.

Pesynomamui. Beisgien Boicokuit puck 6ome3nu [ome y 1 mamu-
€HTa C COIYTCTBYIONIEH CUMIITOMATHKOM, B OCTAIBHBIX CIyYasX OT-
MeYeH YMEPEHHBII/HU3KHUI pUCK 3a001eBaHUs. AKTHBHOCTD [3-TJIFOKO-
nepebpo3uaaser 4,3 MKMOIL/11/4 (Tipu HopMe Goree 1,89 MKMOIB/71/4),
YTO ITO3BOJIMJIO HA MONUKIMHAYECKOM 3Tare UCKIIOUUTh Oomne3ns [o-
mie. Y ManueHTOB IPYINbl PHCKA HCCIEA0BAHUS aKTUBHOCTH allb-
¢a-D-ranakro3uasl U HAypoHaT-2-Cynb(hara3sl TO3BOIIIN Ha aMOy-
JIATOPHOM 3Tarle UCKIIOYHUTE 0ose3Hp @abpu u cuHAapoM XaHTepa.
JlMarHoCTHYeCKH 3HaYMMBIM SIBIISIETCS] CHIDKEHHE aKTHBHOCTH (ep-
MeHTa 10 ypoBHs Hke 30% OT HOpMAJIFHOTO 3HAYCHUSL.

3axntouenue. Ha aMOynaTopHOM dTarie BAXKHBIMU SBISIIOTCS COOP
U OIEHKA OTATOIIEHHOCTH aKyNIePCKO-THHEKOJIOTHIECKOTO U TeHea-
JIOTUYECKOTO aHAMHE30B, aHAITH3 3HAYUMOCTH OTKJIOHEHHH Pa3BUTHUS
OpTraHOB U CHCTeM peO&HKa C BBIICICHUEM JIeTel IPyI PUCKa 10 Ha-
CIIeICTBEHHBIM 3a00meBanmsIM. OTpesieNieHne akTUBHOCTH (PePMEHTOB
B-rmrokoniepebpo3uaasel, anbha-D-ranakTo3uaassl, HAypOHaT-2-Cyib-
(ara3pl Kak MOATBEPKAAIOMINI TECT MMO3BOJSIOT MEIUATPY HCKIIO-
YUTh WIN BepU(UILMPOBATh I'PYIIY HACICICTBEHHBIX JIM30COMHBIX
GoJe3Hel HaKOITLICHHSI.

%k %k sk

TPYAHOCTU OUATHOCTUKUN TPOMBOTUYECKON
TPOMBOLMTONEHWUYECKOW NYPMNYPBI

Banbix A.A., lepacumosa 10.A.
Hay4HbI pykoBoguUTeNb: K.M.H.,
poueHT J1.E. NNapuHa

Poccunmncknin HaumoHanbHbIM nccneaoBaTenbCKUm
MeauLUHCKUiA yHusepceuteT nmenn H.W. MNMuporosa
Mwun3sgpasa Poccun, Mockea

Knrouesnie criosa: demu, mpomboyumoneHudyeckas nypriypa,
duazHocmuka

Axmyansrnocme. TpomboTHUECKast TpOMOOIIUTONIEHIYECKas ITyp-
mypa (TTII) — 310 penkoe, yrpoxaromiee KU3HH 3a00JeBaHHE, OT-
HOCsIIIeecs! K rpymie TpOMOOTHYeCKUX MUKpoaHruonaruii. Yacrora
TTII cocraBmser 1 : 165 000-1 : 1 000 000 Hacenenus. Hecmotpst
Ha HU3KYIO BEPOSITHOCTh BCTPETUTH JAHHYIO NMATOJIOTUI0, CTOUT ITOM-
HUTB, 4TO O0€3 CBOEBPEMEHHOTO JieueHus 1outr B 100% ciydaes Ha-
CTYMAaeT JIeTaIbHBIA HCXOJ.

Onucanne KIMHAYECKOTO ciay4das. [lanuent M., 7 nert, Obit
TOCTIUTAIN3UPOBAH B TSHKEIIOM COCTOSHUU C Kalo0aMu Ha C1aboCTh,
TOIIHOTY ¥ TOJIOBHYIO 00J1b. 32 HEAEINIO 10 MOCTYIUICHHUS HOSIBUINCH
JMXOPaJKa, ChIIlb, TEMHO-KOPUYHEBBIH 1BeT Moun. [Ipn ocMoTpe —
KOKHbIE IIOKPOBBI OJieiHbIe, CYOHKTEpHYHBIE, ONpeneaiach mnere-
XHaJbHasl CHIITb; HA CIM3UCTBIX 000JIOUYKAX — SIMHUYHEIE TeMoppa-
THYECKHE dNIeMeHTHI. JlabopaTopHO — aHEMUsI CpeAHEH CTeTIeHH TA-
JKECTH, aHU30LMTO3, IIM30LUTHI, IIyOoKass TpomMOoruToneHus (3 X
10%/mm), neiikonenus. B GHOXMMUYECKOM aHaIH3€e KPOBH — TOBBIIIIE-
HHE aKTHBHOCTH JIakTataeruaporenassl (5235 EJ/n) v nenpsimas TH-
nepOunnpyounemus. [IpoBomunacsk auddepeHnuaibHas T1arHoCTHKA
¢ 3a00J1eBaHUAMH, CONPOBOXKTAIOIIIMUCS HapYIIEHHSIMU FeMOCTa3a;
cungpomoM durmiepa—IBaHca, FEMOIUTUKO-YPEMUUECKUM CHHIIPO-
mowm, TTII. Ilo pe3ynbraraM KOCTHOMO3IOBOM IMYHKLHHU UCKITIOUMIN
reMo0IacTo3 U reModaronuTapHslii cuaapoM. OTpunarenbHas npoba
Kym6ca mocrasmna mox comHeHue cuHapoM Pumrepa—IBaHca, TEM HE
MeHee ObLIIO Ha3HA4YCHO JIe4eHHEe MMMYHOITIO0YIMHAMH IS BHYTPU-
BEHHOTO BBEJICHUS C [IEPEXOJIOM Ha ITYJIbC-TEPAIHIO IEKCaMETa30HOM,
rocJie yero y peO€Hka pa3Buiach aprepraibHas TUepTeH3us. Kccemue-
noBanne ADAMTS13 BBISIBUIIO CHIDKCHUE aKTUBHOCTH (pepMEHTa 710
4%, uro noxTBepamwio nuarHo3 TTII u HeoOXOMUMOCTH TuIazMade-
pesa, marueHT ObUT MepeBenéH B OTACICHUE HHTCHCUBHON TepaITi.
B nunamuke 6HOXUMHYECKHE OKa3aTeIn HOPMaI30BaJINCh, THKECTD
COCTOSIHHS ObLTa CBf3aHAa C TEUCHHUEM CMEIIaHHON (opMbl HeppuTa
(MaccuBHas IPOTEHHYPUSI, MUKPOT€MAaTypHsI), OblTa peKOMEH/I0BaHa
OHOTICHS TOYKH, KOTOPas MOATBEPHIIAa OCTPOE MOYEUHOE TOBPEKIC-
Hue B pesynbrare TTII. Cnycrta 1,5 Mec ¢ MOMEHTa rocuTaIn3aluu
TreMOpparnyecKuii 1 aHeMUIECKII CHHIPOMBI OBLTH KYIIHPOBAHBI, HO
COXPaHSUIUCH TSDKENAs, pe3UCTEHTHAsA K TEpaluu apTepualibHas Th-
TIePTEH3HS ¥ IPOTEHHYPHS.

3axarouenue. TTII ckpbIBaeTCS MO MACKOH Pa3IMYHBIX 3a00I1e-
BaHWi, TpeOyeTcsl NOBBILICHHAs HACTOPOXXEHHOCTh P BBISIBICHUN
y manuenTa couetanus KymOc-oTpuarenbHOM reMOTUTHYECKON aHe-
MHH U TPOMOOIIMTOIICHHH.

k ok ok
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XAPAKTEP BCKAPMJIMBAHUA U ETO BINIUAHUE
HA COCTOAHMUE 300POBbA OETEU NEPBOIO
rOOA XXU3HU

ManaktuoHoBa M.A., AnekceeHko E.A., Muu I"H.
HayuHble pykoBoguTenu:

K.M.H., goueHT H.B. JlucuxuHa, g.m.H.,

npodc. M.KO. NanakTnoHoBa

KpacHosipckuin rocygapCTBEHHbIN MEANLMHCKUIA YHUBEPCUTET
um. npod. B.®. BonHo-AceHeukoro, KpacHosapck;
[MckoBCckMI rocyaapCTBEHHbIV YHUBeEpcUTET, [ckoB

Knroyesble croea: numarue, eckapmiiugarue, demu

Axmyanvrocme. IlpaBruiipHOE UTaHUE PEOEHKA C IEPBBIX JHEH
JKHU3HH SIBISIETCS. HEOOXOIMMBIM YCIIOBHEM €r0 TapMOHHYHOTO POCTa,
(H3U9IECKOT0 U HEPBHO-TIICUXHUYECKOTO Pa3BUTHS, BBICOKOH yCTONUH-
BOCTH K MH(MEKINSIM.

L]ensy: onpenenuTh BIUSHAE XapaKTepa BCKapMIMBaHUS Ha I10-
Ka3arean (GpU3NYECKOr0, HEPBHO-IICHXUYECKOTO Pa3BUTHS U COCTOSI-
HUE 30POBbS ACTEH.

Mamepuaner u memoout. IIpoBenéH ananu3 3aboneBaeMocTH, Gu-
3W9eCKOTO M HepBHO-TIcuxnieckoro pa3putus (HIIP) 437 npakrude-
CKH 3[J0POBBIX JIeTell B Bo3pacTe 12 Mec, HaOMONaBIIUXCS B IETCKUAX
nonukiuHukax r. Kpacnosipcka (302 pe6énka) u 1. IlckoB (135 ne-
teit). B 1-1o rpynmy Bonwu getu (n = 171), HaxomuBmuecs 10 6 Mec
Ha UCKJIFOUUTEJIBHO I'PYIHOM BCKapMJIMBaHUU, BO 2-10 — JACTH (I’l =
136) Ha cMenTaHHOM BCKapMIIMBaHHY; B 3-10 — netH (n = 130), moiy-
YaIOIIUE C POXKICHUSI HCKYCCTBEHHBIE cMecH. DU3udecKoe pa3BUTHE
onenuBanu no kputepusim BO3. Jlns ouenku HIIP nereii ucnonb3o-
Baym Metoauky [.B. [TanTtioxunoit (1996). Ouenka 3aboneBaeMOCTH
HPOBOAWII ITyTEM BBIKOIIMPOBKH JaHHBIX M3 HCTOPHU PA3BUTHS pe-
6énxka (hopma Ne 112).

Pesynomamut. IIpogomKuTeIbHOCTb IPYJHOTO BCKapMIIMBAHUS B
I1-# rpynne cocrasuna 11,7 + 0,2 mec. MckyccrBenHble cMecH 26,4%
neTel 2-i rpymnmsl momydanu ¢ 3,3 Mec, Kallld, OBOIIHOE, HpyKToBOE
U MSICHOE IIOpe BBOJMIIM B pallMoH jeTel B cpenHeM B 4,4 £ 0,1 mec
(3,3-5,3 mec). K 1 romy sxu3HU feTH 3-1 TPYIIBI IMETH OONBIIYIO [UTH-
Hy Tena (77,5 £ 0,3 cm) o cpaBHeHuto ¢ aetbMu 1-if (76,4 + 0,3 cm)
u 2-i rpymn (76,3 + 0,4 cm) (p, , < 0,05 u p, , <0,05). IlpuGaska mac-
CBI TeJla 3a MEePBOE U BTOpPOE MOJyroaue Obula BBIIE y AeTel 3-i
rpynmnsl. B rienom 3a rog npubaBka Macchl Tena cpeau aetei 1-3-i
rpymn coctaBuia 6933,9 + 108,8; 6915,1 + 136,6 u 7337,2+ 1329
COOTBETCTBEHHO (p, , < 0,05; p, ; < 0,05). IIpnbaska juiMHBI Teia Je-
Teit 1-3-i rpymm 3a 12 mec cocraBmina 23,3 +0,3; 23,1 £ 0,4 u 25,0 £
0,4 cM COOTBETCTBEHHO U OblIa CYIIECTBEHHO BBILIE Cpeau AeTel 3-i
TpyIIIbI (pL3 <0,0%; p,, < 0,01). B Bo3pacte 6 mec 4,9% nereit 1-it
rpymms! onepexanu B HIIP cBoux cBepctankos. B 3-it rpymme 8,3%
nereit orcraBanu B HITP ot cBoux cBepctHukoB. B Bo3pacte 1 roxa
16,4% nereit 1-# rpynmsr u 3,0% nereif 2-if TpyIITBI ONepesKai, a
12,5% neteit 3-it rpynmst orcraBaiau B HIIP o cBepcTHHKOB. 3a60-
JIeBaEMOCTb JIeTeH 1-i rpyImbl 1o HHQEKIMOHHBIM 00JIe3HSIM ObliIa
B 1,4 pa3a HIKE IO CPAaBHEHUIO C AETbMU 2-i U 3-if rpymnm; 1o aHe-
MHH — HWXe B 2,1 pa3a; 6one3Hsm yxa — B 1,5 pasa; opraHoB Jipl-
xaHus — B 1,3 pasa; G0Ie3HsIM JKeIyT0YHO-KHIIEYHOTO TPaKkTa — B
3,3 pasa. unexc 3n0poBbs coctaBuia 14,5% cpenu peteit 1-i rpyn-
1er; 13,0% — 2-i1 u 8,0% 3-if TpymIbL.

3axnouenue. O011as 320071€BaEMOCTh JeTel Ha NCKYCCTBEHHOM U
CMELIaHHOM BCKapMiInBaHuu B 1,6 u 1,3 pasa Bblle, ueM JeTei, nony-
YaIOIUX 70 6 MeC HCKITIOUUTETBHO IPyIHOE MOJI0KO. COOTBETCTBEH-
HO JUTsl ONTUMAJIBHOTO POCTA, Pa3BUTHUS U 30POBbS AETEH rPYyIHOTO
BO3pacTa HeOOXOMMO COXPAHATh HCKITIOYUTENHHO IPYJHOE BCKapM-
JMBaHUE 10 6 MeC KU3HH.

AHEMUA MUHKOBCKOIO-LLO®®APA Y AETEN

FanumoBa A.®., CabpekoBa A.A
HayuHble pykoBoautTenu: A.M.H.,
npodp. H.U. NeHknHa, k.M.H. H.H. AHapeeBa

WMxeBckas rocygapCcTBeHHas MeauumnHeKas akageMmms
MuHsgpasa Poccum, Mxesck

Knouesnbie criosa: demu, aHemusi MuHkosckozo—LLloghgpapa,
OuaeHocmuka

Axmyanonocms. B rpymie HacleICTBEHHBIX TEMOIUTHYSCKIX
aHeMH OIHOHN U3 HauboJee 9acTO PErHCTPUPYEMBIX SIBIISICTCS aHe-
must Munkosckoro—1lloddapa. Pannss nuarnocTuka, AUCHaHcepHOE
Ha0JTIoIeHNe, CBOEBPEMEHHOE NPOBEACHHE KOHCEPBATUBHOTO U XH-
PYPTHUYECKOTO JEUSHHUS MO3BONISAIOT M30ekKaTh OCIOKHEHUH 3a00re-
BaHU, COXPAHUTD 3I0POBBE JIETSIM.

I]env: MpOBECTH aHAIN3 BO3PACTA THATHOCTHKH, HACIEICTBCH-
HOW OTATrOIUEHHOCTH, TEYCHUS U JEYCHHU aHEMHU MMHKOBCKOIO—
Hloddapa y nereii.

Mamepuanvt u memoosi. [IpoBen€H peTpOCHEKTUBHBIN aHAIIN3
MEIUIMHCKUX KapT 18 ManueHToB ¢ ANarHo30M: FeMOJIUTHYECKas aHe-
must Munkosckoro—Iloddapa, cocTosmux Ha TUCIIaHCEPHOM yUéTe
Y Bpada-remarosiora KOHCy.]'leaTPlBHOﬁ TMMOJIMKJIMHUKU.

Pesynomamur. Cpenn o0cienoBaHHEIX AeTed nmpeobianann
MaJpuuku (66,7%) mo cpaBHeHUIo ¢ aesoukamu (33,3%). bomus-
mIas 9acTh AeTel MPOXKUBAIN B ropojax YaMypTckoil Pecmy6mu-
KM, MEHBIIIasi — B CENbCKON MecTHOCTH. HacnencTBeHHyI0 OTSTO-
mEHHOCTh 1o anemuu MunkoBckoro—Illoddapa umenu 72,2% ne-
Teld. Jlmarso3 ycTaHOBIEH ¢ poxkaeHus 55,4% mnamueHTos, B 1-i
Mecdn xu3Hu — 5,5%, ¢ 6 mec 1o 1 roga — 22,4%, crapie 1 ro-
na — 16,7%. Ilpu nepBUYHOM TuarHocTHKe 3a00eBaHus y 00Jb-
et yacTu AeTel Haboanach KeATyITHOCTh KOXKHBIX TTOKPOBOB,
CIUIEHOMETAJIHsI, PErCTPUPOBAIKNCE aHEMHUSI PAa3IMYHON CTEICHU
TSDKECTH, I3MEHEHHSI MOP(OIOTHU SPUTPOLUTOB (MUKpOCheponu-
TbI), PETUKYJIOIIUTO3, U3MEHEHUsI OCMOTHYECKON CTOHKOCTH 3pHU-
TpouuToB. 3ab0neBaHNe B JadbHEHIIEM COIPOBOXKIAIOCH KPU3AMH
y 29,4% nereit. IIpeobnaganu Kpussl cpeqHel CTENEHH TSKECTH
(41,2%). YacroTa kpu30B kosebanack ot 1 10 3 3a mepuos HabIr0-
nenns. [Ipu nuramMudeckom Habmonenun y 17,6% neteit mpu Y3U
ObuTa OOHApYKeHA 3X0-B3BEChH B JKEITYHOM Iy3bIpe, XKETIHOKAMEH-
Hast OOJIe3Hb AMATHOCTUPOBaHA y 5,9% neTeit — 3T0 XapaKkTepHbIe
ocloXHeHus 3aboneBanud. Jlo 5—6-n1eTHero Bo3pacra JeTH MOIy-
YJaJIu KOHCepBaTUBHOE JIeUeHHEe 3a00IeBaHus, MPOPIIaKTHICCKUE
npuBuBKH. CruteH’KTOMHA OblIa mpoBeneHa 82,4% MarueHToB B
BO3pacTe 5—6 Jyer.

3aknouenue. HaMn ycTaHOBIIEHO, YTO AWArHO3 aHeMHUH MUH-
koBckoro—Illoddapa OobIIMHCTBY AeTeH yCTaHOBIEH Ha 1-M romy
JKH3HU, OOJNBHBIE IMEIOT BEICOKHMIT IIOKa3aTeNb HAaCIEACTBEHHOH OTs-
roméHHoCcTU. 3ab0neBaHKe Yalle PETUCTPUPYETCS y MATBIUKOB; IIpe-
obnagaroT N€rkue GOpMBI C PEAKUMH KPH3aMH; CIIEHIKTOMHUS ITPO-
BOAWTCSA IETSIM B BO3pacTe 5—6 JeT.

& %k ok
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NMPU4UHbLI U KMTMHWYECKUE OCOBEHHOCTU
F’MNOrMUKEMUWN Y HOBOPOXOEHHbIX OETEN

FanumoBa A.®., CabpekoBa A.A.
HayuHbI pykoBoAUTENb: K.M.H.,
poueHT U.H. MNMetpoBa

WxeBckasi rocygapcTBeHHas MeauumnHeKasa akageMms
MuHsgpasa Poccumn, Wxesck

Kriroyeeble cnosa: HOBOPOXOEHHLIE demu, 2UnoauKemus,
mepanus

Axmyanvrnocms. ITHONOTUS TUIIONIUKEMHUU Y HOBOPOXKAEHHBIX
nereit MHOrodakTopHa. KimHn4eckue nposiBiIeHus OTIMIAIOTCsI MHO-
roobpasueM Hecnel(PUIECKIX CUMIITOMOB. AHAIN3 KIIMHUKO-aHaM-
HECTHYECKUX JJAHHBIX MO3BOJISET BBIJIEIUTH TPYIITY PUCKAa HOBOPOXK-
JIEHHBIX OIS MOHUTOPHPOBAHHS KOHIEHTPAILUH TIIFOKO3BI C IEIBI0
CBOEBPEMEHHOTO Havaa TeparnuH.

L]env: onpenennuTh MPUYNHEI U KIMHAYECKHE OCOOCHHOCTH TH-
MOIJIMKEMHUH Y HOBOPOXKAEHHBIX IETEH.

Mamepuanvt u memoowi. I'pyrina HaGTIOICHUS BBIIENICHA HA OC-
HOBaHMH aHaiIM3a 600 MEIUIIMHCKUX KapT MAMEHTOB, TEUNBIIUXCS B
OTJIEJICHHH I1aTOJIOT U HOBOPOXKIEHHBIX M HeJOHOLIeHHBIX. E€ cocra-
BIUTH 69 HOBOPOXIEHHBIX C 3aPETUCTPUPOBAHHBIM YPOBHEM IIIIOKO-
3bI B paHHEM HEOHATAILHOM IMepHoIe MeHee 2,6 MMob/i1. [IpoBenéu
aHaJIM3 CBE/ICHUII IepUHATaIbHOTO aHAMHE3a, KIIMHUIECKHX U J1a00-
PaTOPHO-UHCTPYMEHTANIBHBIX AaHHBIX Y HOBOPOXAEHHBIX C THUIIO-
mmKeMuelt. Bee momydeHHbIe taHHbIe 00pabOTaHbl CTATHCTHYECKH.

Pe3ynomamer. YacToTa THIIONTHKEMIYECKOTO CHHAPOMA Y TOCITH-
TaJU3UPOBAHHBIX HOBOPOXKAEHHBIX AeTell cocraBuia 11,5%. Bee ne-
TH TPYTIB HAOTIOAEHNS UMENTN HeOIaromoTy HbIH aHTeHaTaTbHBII
MEPHO]I, YTO PEan30BaIOCh B BBICOKYIO YaCTOTY NMAaTONIOTHU HEOHa-
TaNBHOTO Neprozaa. Yare Bcero perncTpupoBaIoch MepHHATAIBHOE
nopaxerne LITHC (88,4%). MuHIManbHbIH ypOBEHb IIIIOKO3BI KPO-
Bu (0,6 MMOJIB/)T) OBLT OTMEUEH Yy PeOEHKA ¢ TEPCUCTHPYIOIICH TH-
MONINKEMHEH, 00yCIOBICHHOH BPOXIEHHBIM THIEPHHCYTHHH3MOM.
VY ocranpHbIX Aeteit (98,6%) runomiMkeMusi HOCHiIa TPAH3UTOPHBIN
XapakTep. AHaJIN3 KINHAKO-aHAMHECTHUECKUX JTAHHBIX MO3BOJIIII
BBIIBUTH MPHYMHBI TPAH3UTOPHBIX runormukemuil. ¥ 23,2% HoBo-
POKAEHHBIX THIONIMKEMHs ObLIa MposBIeHHEM AnabeTuueckol de-
TONATHH. | NTIOMTMKEMHIO 10 MPHYHNHE TPAH3UTOPHOTO Je(HUINTA IO~
K03bI UMeIH 23,2% HeIOHOIIEeHHBIX U 7,2% aerel ¢ 3a7epKKoi BHY-
TPUYTPOOHOTO pa3BUTHs. Broprunas rumormmkeMus Habmoganacs y
44,9% HOBOPOXKAEHHBIX, BEPOSTHBIMH IIPEPACIIONATralOIUMHU (HaKTo-
paM¥u SIBHJINCH BPOXKIEHHBIE IIOPOKH pa3BUTHA (35,5%), nepuHaTanb-
ueie napexnun (16,1%), achukcus (16,1%), kpynusiit Bec (12,9%),
JIbIXaTesbHAs HEeOCTAaTOYHOCTS (9,7%), pomoBas Tpasma (6,4%), mo-
mumutemus (3,2%). AHann3 QU3UKaTBHBIX JaHHBIX ITOKA3aJl, 9TO TH-
HOIIMKEMHS Y BCEX HOBOPOXKIEHHBIX IPOTeKasa 6e3 crenuduuecknx
KIIMHIYECKUX TIPOSIBICHU.

3akniouenue. PaHHAS OMAarHOCTHKA TUMOITMKEMUH, MOHHTOPHU-
pOBaHME YPOBHS IIIIOKO3bI Y HOBOPOXKAEHHBIX TPYIIIBI PUCKA U CBOE-
BpPEMEHHas Teparnust HO3BOJIAT H30eKaTh HEOIArONPUATHBIX TTOCIE-
CTBHUI THIIONIMKEMHU.

k %k ok

BANNOHHAA OUNTATALIUA BbICOKOIO
AOABNEHWA NP NEPBUYHOM OBCTPYKTUBHOM
MEFAYPETEPE Y OETEN

Many3uHckas A.T., MNetpos E.N.
HayuHbIn pykoBoguTenb: A.M.H. npod. CH. 3opkuH

HaunoHanbHbIN MEANLIMHCKUIA NCCreqoBaTeNbCKUN LEHTP
3nopoBbsa aetert Munsgpasa Poccun, Mocksa

Knrouesnie criosa: demu, mMeeaypemep, riedHeHue

Axmyanvrnocms. bannonHas fuIaTanus BEICOKOTO AABICHUS ITy-
3bIpHO-MoueTouHHuKoro cermenta (BJIB/ [IMC) siBnsieTcst onHuM U3
MaJIONHBAa3UBHBIX METONOB JEUECHHS IIEPBUIHOTO OOCTPYKTUBHOTO
meraypetepa (IIOM). [lanHbiil MeTOX 3apeKoMeHI0Bal ceds Kak 3¢-
(heKTUBHBIHN, OHAKO B HACTOSIIUN MOMEHT OTCYTCTBYIOT YETKHE IT0-
Ka3aHUS I er0 MPUMEHEHHS U HEeT eJMHOTO MIPOTOKOJIa OTePaTHB-
HOT'O JICYCHUSL.

Lenv: onpenenuts npenukTopsl d3¢pdexrunsroctu BAB/ [IMC
npu neuenuu [IOM y nereii.

Mamepuanvt u memoou. Tlocie peHTreHypoJIornaeckoro ooce-
noBaHusA y 85 nereii B Bo3pacte oT 1 Mec 10 2 j1eT ObUT TMarHOCTUPO-
BaH [IOM, B cBsi3u ¢ uem BeinonHena bJ/IBJl IIMC ¢ nocnenytomum
CTEHTHpPOBaHMEM. BhINonHeHa peTporpaaHas ypereponuenorpadus
JIMCTAJIBHOTO OT/IeNa MOYETOYHHKA C MTOMOIIIBIO porpamMmbl «Dinamic
Angio» Ha ycranoBke «GE innovay» ¢ xapakTepHcTHKOI 30HBI CTEHO-
3a JI0 ¥ cpa3y nociie 6aJIOHHON Aunaranuy. bonblryio 3HaYNMOCTh
IIPeICTaBUIIN CIICAYIOLIME IapaMeTpbl: IPOTXKEHHOCTb CTEHO3a C TOU-
HOCTBIO JI0 AECSATHIX J0JIel MHITUMETPa, TUaMeTp U TIIOMIAAb CTEHO-
3a B MPOLIEHTaX. Pe3ysbTarhl JIe4eHus: OUeHUBANIM 110 JaHHbIM Y31
U PaIMOHYKIHIHON peHorpaduu ¢ *"Tc-MepKanToaeTHITPHIIHIH-
HoM yepe3 6 u 12 mec nocne bJIB/] IIMC. ITonoxuTenbHbIM pe3yib-
TaTOM JICYEHHS CYUTAIIM YMEHBIICHHUE [IEPEIHE3aJHEr0 U JUCTATIBHO-
IO TMaMETPOB JIOXaHKU U AHaMeTpa MOUYETOYHHUKA, YIIydIIeHHE Tac-
caka paauodapmMipernapara.

Pesynsmamur. OnpenieneHsl BeAymue ANarH0CTHIECKHE MoKa3a-
TeJIU [IPUBEPKEHHOCTU MOYETOUHHKA K TUIaTalluu: IPOTSHKEHHOCTbD,
JHaMeTp | IUIOIab ero cTeHo3a. CaMbIMU 3HAYUMBIMHA NTPOTHOCTH-
YECKUMH KPUTEPUAMHU ycrenrHoro JiedeHus [IOM sBunmuchs npoTsxEH-
HOCTb CTCHO3UPOBAHHOI'O yJacTKa MeHee 1,7 MM U IUIOIab CTEHO3a
meree 96,9%. [IpenukTopamMu OTPUIATENHHOTO PE3yIbTaTa IPUMEHe-
nust bJIB/] 6bu1n cTeHo3 MoueTouHHKa qruameTpom Menee 0,7 MM U ero
mwiomaapb 6onee 99%. Obmas s3¢pdexruBHOCTS Nederns [IOM y 06-
CIIEJOBAHHBIX AeTel cocTaBuna 84%. B 5 cimydasx He ynanocs npoit-
TH IPOBOJTHUKOM CTEHO3UPOBaHHOE yCThe ModeToununka (0,018 mroii-
Ma), IPOBE/IeHa yCIIENTHAs PEUMILIAHTAIM MOYETOUYHUKA.

3axnrouenue. Hamu uccneoBaHus MOKa3alld, 4YTO OLIEHKA 30HbI
oOcTpykuun npu BeimonHeHnd b/IB/] sBiseTcs HEOOXOOUMBIM AHa-
THOCTUYECKHUM 3TaloM, KOTOPBIHA CIIy>KUT 3HAYUMBIM METOJOM IIpO-
THO3MpOBaHMs ycrexa nedeHus aereit ¢ [IOM. Ipu nomywennn npe-
JHUKTOPOB OTPHLATEILHOTO PE3y/ibTaTa PEKOMEH/YETCs BBIIIOIHEHUE
JPyTHX BapUaHTOB omepaTuBHOro jedeHus IIOM y neteit.
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NMPUMEHEHUE ONTUMU3UPOBAHHON TEXHUKU
BbIMONHEHUA 330bArOKONTOAHACTOMO3A
MPU NNACTUKE NULLEBOJA TONCTOW KULLKON
Y OETEN

FepeH M.O.
HayuHbI pykoBOAUTENb: A.M.H.,
npod. A.B. AnxacoB

HaunoHanbHbIN MeAULMHCKMIA NCCReqoBaTeNbCKUN LEHTP
3nopoBbs getent Munsgpasa Poccun, Mocksa

Kniroyeeble crioga: 0emu, ninacmuka nuuwjeeoda moscmou
Kuwkou

Axmyanvrnocms. PEKOHCTPYKTUBHO-IIJIACTUYECKHE BMEIIATENb-
CTBA JUTS JICUCHHUS ITATOJIOTHH MMUIIEBO/IA Y JETCH SBISIOTCS CIIOKHBI-
MU U OTIACHBIMHU onepauusMu. ONTHMaIbHBIM CIIOCOOOM BOCCO3MA-
HUS TTUIIEBOJIA TPU HEBO3MOXKHOCTH COXPAHEHHSI HATUBHOTO SBJISCT-
s TJIACTHKA MUIIEBOA TOJICTON KUIITKON.

Llenw: olieHKa pe3ysbTara BhINOJHEHUS IUIACTUKU ITUIIEBOA TOJI-
CTOH KHIIKOW y peOEHKa ¢ 0’KOTOM IHIICBOJA C TIPUMEHEHUEM OII-
TUMHM3UPOBAaHHOW TEXHUKHU BBIIOJIHEHHUS 330(aroKoJI0aHacTOMO3a.

Onucanue kInHUYeckoro ciayyas. [Tanuent E., 2 rona, ¢ xxaino-
0aMu Ha HEBO3MOXKHOCTh KOPMJICHHUS Yepe3 POT, HAJIMIHE TacTPOCTO-
MBI, cilfoHOTedeHue. B HosiOpe 2021 1. peGEHOK BB HEM3BECTHOE
KOJIMYECTBO YHCTSIIETO CPEACTBa. [OCTITAIN3UPOBaH B XUPyprude-
CKO€ OTJIeJICHHE C TUarHO30M: XUMHUECKHU oxkor nuienoaa. [lomy-
YaJl KOHCEPBAaTUBHOE JIUeHUE. BEIMOMHSIIOCH Oy)KUpOBaHUE MHIIIEBO-
na 1o crpyHe OyxoM Ne 39. OTMedanuch MOBBIIEHHE TEMIIEPaTyphl
tena 1o 37,5°C, oqHoKpaTHas pBoTa. bbuin HayaTkl SHTEpasbHAs Ta-
y3a, aHTHOaKTepHanbHas 1 HHPY3UoHHAs Tepanus. [1o taHHBIM peHT-
TEHKOHTPACTHOTO MCCJIEOBAaHHUs MUIIEBOAA OTMEYAICS 3aTEK KOH-
TpacTa 3a MpeAeibl MHUIIEBO/Ia B JIEBYIO TUICBPAIBHYIO MOJOCTh. 1o
SKCTPEHHBIM [OKA3aHUAM BBIIIOJIHEHO TOPAKOCKOIIMYECKOE APEHUPO-
BaHHE CPEIOCTEHUS, Tamapockonmdeckas pyHaommukanys mo Hucce-
Hy, TacTPOCTOMUSL. BCKOpe NOSBHIIHCE Kalo0bl Ha THIIEPCATHBALIHIO.

Ipu pudpos30dharoracTporyoIeHOCKONUH OBLT BBISIBICH JEKOM-
TICHCHPOBaHHBIN TPOTSHKEHHBIN PYOIOBBIHA CTeHO3 muieBoaa. [1o gan-
HBIM KOMITBIOTEPHO# ToMOrpaduu OpraHoB rpyHOM HOJOCTH — MPO-
CBET MHIIEBOJIA 0 6 MM, B CPETHEM OT/ICIIe — CIABIIUIACS. Y YUTHIBAs
HaJINYHe NPOTHKEHHOTO PyOIIOBOTO CTEHO3a MUILEBO/A, TIOKA3aHa pa-
JIMKaJbHAS PEKOHCTPYKTUBHO-TUIACTAYECKAS OTEPAIHsl, KOTOpast ObI-
JIa IPOBEZICHA C UCTIOIB30BaHMEM ONTHMU3UPOBAHHON TEXHUKHU BBI-
nosTHeHus 330(arokonoanacromosa. Cpok HaOMIONCHHS 3a TAIEHTOM
6 Mec. B pesynsrare ornepaTuBHOTO JICUCHUS KITMHIYECKHUN Pe3yibTaT
Obu1 ocTUrHYT. [IuTaHue yepes racTpocToMy U 4epes poT yCBauBall,
CITIOHY TJIOTAJI, He TonepxuBaics. Yepes 3 mec peOEHKY OBLIO BBITION-
HEHO 3aKpPBITHE FACTPOCTOMBIL, IUTAHHE Yepe3 POT MOIHOCTHIO YCBa-
WBaJI, MPU3HAKOB TUC(ariuu He ObLIO.

3axnouenue. Komoszogaromnactuka y aeTeil sBIseTCs ONTH-
MaJIbHBIM CHOCOGOM CO3aHuA I/ICKyCCTBeHHOFO MMUIICBOAA. BbIHOH—
HEHHUE MOMO0OHOTO OMEPATUBHOTO BMEIIATEIHCTBA MO3BOISET OCY-
LIECTBIIATh €CTECTBEHHOE KOPMIIEHHE U TOOUTHCS TOTHOM COIMAb-
HOW ajanrtanuu peoSHKa.

TPYOHOCTU OUATHOCTUKU CUHOPOMA
AJIbMOPTA Y OETEN

MotoBa U.A.
HayuHbin pykosoauTtens: [0.B. [leeBa

PsisaHckuIn rocyaapCTBEHHbI MEANLMHCKUA YHUBEPCUTET
M. akag. W.IN. Maenosa MuH3gpaea Poccnmn, Pa3aHb

Knouesnbie criosa: demu, cuHOpom Anbriopma, duaeHocmukKa

Axmyansrocmy. Cungpom Ansriopra (CA) Hiy HacleCTBECHHBIH
He(pUT — ATO HaACIIEICTBEHHOE 3a00JIeBaHKE OYEK, BEI3BAHHOE aHO-
MaiusMu 0.3-, ad-, a5-neneit B komnarene 1V Tuma. JlanHnas Hacnes-
CTBEHHAsI [TATOJIOTHS XapaKTePHa [Tl MAJTBYUKOB.

Onucanue KIMHHYECKOTo ciay4asi. B ceMbe MaTh cTpagaer
XPOHHYECKUM ITIOMEPYIOHE(QPHUTOM; AeTyIIKA IMEET XPOHHIECKYTO
MOYEYHYIO HEJOCTaTOYHOCTh, TYTOyXOCTh; ¥ 0a0yLIKH TyroyXoCTb.
Mamnpunk M., 2001 roga poxkneHus, poc U pa3BUBAJICA 110 BO3pa-
cty. [Ipu ocmoTpe nenuarpoM B Bo3pacte 1 Mec y peO€Hka oTMeda-
JIHCh U3MEHEHUs B aHanu3ax Modu: npoteunypus no 0,123 r/i, re-
Marypus 10 15 B none 3peHus. B 6 net pe6EHOK ObLT rOCHUTANIN3U-
posaH B PJIKb ¢ nu3MeHeHHeM IjBeTa MOYU THUIA «MSACHBIX IIOMOEBY.
Ha nedpobuorncuu: rucTogorndeckasi KapTHHA Ha CBETOONTHIECKOM
YpOBHE COOTBETCTBYeT uarHo3y CA, 4To HOATBEP)KACHO PU UMMY-
HOTHCTOXUMHYECKOM U JICKTPOHHOM HCCIEA0BaHUAX Onomnrara. Ha
(hoHe MPOBOAMMON Tepanuu KypaHTHIOM, KaHe(pOHOM, KCHaudo-
HOM TIOJIOKUTENBHOM ANHAMUKH He oTMedanock. B Bo3pacrte 7 et y
MallbuiKa Obla JUarHOCTHPOBAaHA XPOHUUECKAs IBYCTOPOHHSS CEH-
COHEBpaJIbHAsl TYIOyXOCTb 2 cTereHu. B 8 yiet, yuurTbiBast BbICOKUN
YPOBEHb NIPOTEHHYPUH, aKTUBHOCTD 3a00NIeBaHMs Ha ()OHE COXpaH-
HOM (QYHKIMH MoYeK, ObUTa HaYaTa Tepanus [UKIOCIIOPHHOM A, KO-
TOpasi OTMeHeHa uepe3 6 sieT. B Bozpacre 15 net, npu nocrymieHun
B OJIKB r. Pa3anu, B 0011eM aHann3e MOYH BBISIBICHBI IPOTEHHYPHS
(2,97 r/cyt), makporemarypusi. [locie oOcnenoBaHus U JIeUSHUS TTa-
OUeHT ObLT BeIMHCaH ¢ auarHo3oM: HacnenctBennslit Hedpur (CA),
XpOHUYECKAs 1MoYeYHasi HEAOCTATOYHOCTh 1 CTCIICHU, XPOHUYECKasd
Gone3Hb movek 1A crTeneHu, aHeMust 1 CTENEeHH CMEIIaHHOTO TeHe-
3a, BTOPHYHBIN THUNEPIapaTupeos, HEMOIHOE yABOCHHE IPABOH MoY-
KH, O€JIKOBO-?HEpreTHYeCKasi HeI0OCTaTOYHOCT. [lanueHTy npoBo-
JUJICS alapaTHBIN NepUTOHEANbHbBIA IHaN3, a 3aTeM TeMOIHAIIH3.

B sroit xe cembe B 2012 1. poqunace gesouka. Pocna u passu-
BaJIach 110 Bo3pacTy. B 1 Mec y peO&HKa MOSBIINCH MATOIOTHIECKHE
U3MEHEHM B aHau3e MouM (JieiikouuTs! 16—18, spurpornursr 20-25
B I10J1€ 3peHust). B nanpHeliem nepuogiudecky BO3HUKAJIA CIIOHTaH-
Has mporeunypust (1o 0,066 r/m), mukporematypusi. B Bospacte 8 mec
neBouka Obuta rocrutanusuposana B P/IKB, rie Obu1 auarnoctupo-
BaH CA 0e3 HapymeHus pyHKUIUY 1o4yek. B HacTosmiee Bpems y ae-
BOYKH COXPAHSIOTCS] NU3MEHEHHS B aHAJIM3€ MOYH.

3axnrouenue. TlpencraBieHHbIN KIMHAYECKUH CIy4ald TeMOH-
ctpupyet, uto CA TsKenee NpoTeKaeT y MaJbuUKOB, JaKe €CIU Ae-
TH U3 OJTHOH CEMBH, YTO COIIaCyeTCs C JaHHBIMHU JIuTeparypbl. CuH-
JIPOM TIPOTHOCTHUYECKH ONaronpuATeH y MAIMeHTOB, €CIH TeMaTy-
pus mpoTekaeT 0e3 NPOTEHHYPHH, TYTOYXOCTH U HApYILCHUsS 3pSHUSL.
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CUHAPOM AJTAXWUINNSA Y PEBEHKA 3 NET

MywakoB U.A., MywakoBa B.[.
HayuHbI pykoBoaUTEnNb:
K.M.H., goueHT E.E. PacknHa

CapaToBCKMi1 rocyaapCTBEHHbIA MEAULIMHCKUIA YHUBEPCUTET
mm. B.W. PasymoBckoro MunHagpasa Poccuu, CapaToB

Knouesbie criosa: xonecmas, 8pOxX0EHHbIE MOPOKU, CUHOPOM
Anaxunnsi

Axmyanvrnocms. CUHAPOM ANaXHIUIL — PEAKOe TeHEeTHYECKoe
MYJIBTUCHCTEMHOE ayTOCOMHO-JJOMUHAHTHOE 3a00JIeBaHUE, TIPOSIB-
JISTFOLIEecs] CHHAPOMOM XOJIECTa3a, BPOXKAEHHBIMU TTOPOKAMHU CEPII-
I1a, HApyIISHUSIMU CO CTOPOHBI OpraHa 3peHus U 3aJepKKoi pede-
BOTO Pa3BUTHSI.

Onucanne KJIIMHAYECKOTO ciry4asi. bobHOM, 3 roaa, %anoobt
Ha KOXKHBIH 3y/l, yCHIIMBAIOMINIICS B HOYHOE BPEMs, HEPHOANIECKHE
M3MEHEHHMS L[BETa CTyJa (CBETIbIEe KaJIOBbIE MAacChl), INIOXYIO IPUOABKY
B Bece. Pe0EHOK OT 3-1 6epeMEeHHOCTH, 2-X MPEKIEBPEMEHHBIX POJIOB
MyTEM oIepanru kecapeBo ceuenue Ha 31,5 men. Ha 1-m mecsine xu3-
HH HaXOJWJICS B OTAGJICHUH I1aTOJIOTHU HOBOPOXKAEHHBIX. B Bo3pacte
3—4 mec o gaHHEIM Y 3U movek (rUnoruiasus JIEBOi MOYKH, HeyHK-
[IMOHUPYIOLIas JIeBas M0YKa), BpOXKAEHHbIN MOPOK cepaia (YyCTbeBOM
CTEHO3 JICBOH BeTBU JIEro4HOH aprepun). [Ipn ocMmorpe: poct 92 cm,
Macca tena 11,5 kr, pusudeckoe pasBuTue cpemHee (pocT COOTBET-
CTBYeT 25-My IEHTHIIIO), IUCTAPMOHUYHOE 3a CU€T JNeduura Beca
1-ro crenenu, ocobeHHOCTH (PEHOTUMA: KYKOJIbHOE JHLO0. B Onoxu-
MHYECKUX aHaJM3aX KPOBU: aKTUBHOCTh aJlAHWHAMHUHOTpaHC(epasbl
105 r/n, acnapraramuHOTpancdepasbl 101 /1, menouHoit dpocdarazpt
717.2 v/n, ramma-rnytamuntpancepasst 424,1 1/, TakTaTaeruapore-
Hazel 321,2 r/n. [Ipu Y3 opraHoB OpronIHOif 1onocTy ObLTH YCTaHOB-
JIEHBI 3XO-TIPU3HAKH, XapaKTepHbIE ISl yMEPEHHO! TeTaToMerainy,
1 dy3HBIX U3MEHEHUH NTEYSHH, MOJDKEITYI0YHON KeJe3bl, TUCKUHe-
31U KEITIEBBIBOSIINX ITyTeH, KOCBEHHBIX IPU3HAKOB TACTPUTA, BTO-
PHYHO CMOPIIEHHOM JIeBoi mouku. [Ipu ocMoTpe odranbmosora Bbl-
siBIeHa (poHOBas peTHHONAaTHs. [IpH 0ocMOTpe HeBpoora — 3a1epiK-
Ka peyeBoro pa3BuTus, pedpuibHble cynopord (2 snu3ona). Pe6énok
HarpaBJIeH Ha TeHEeTHUeCKoe 00CIeoBaHNe Ha CHHAPOM AJaXHII-
151 — B caiite crutaiicuara nHTpoHa 22 reHa JAG1 BbIsIBICHA 3aMeHa
¢.2862+1GA B reTepo3UroTHOM COCTOSIHUM. MyTanus B reHe JAG!
SIBJII€TCS IPIMUMHON Pa3BUTHS CHHAPOMA AJQXWIIL THI 1, THI Ha-
CJIEZIOBAaHHUS Ay TOCOMHO-IOMUHAHTHBIN. JlnarHo3: Cunapom Amnaxui-
1151 XpOHHYECKUH XoJIecTaTHIeCKUil renaTuT yMepeHHOH OnoXuMu-
YECKOHM aKTMBHOCTH, IIeuéHOYHas HepocTatouHocTh 0—1 crenenn, FO
(mo METAVIR). YuutsiBas TshKeCTh TeUeHHUs 3a001€BaHNs Ha3HAUCH
npemapar Mapanukcnoar. Ha ¢one npuéma mpemnapara oTMedanoch
3HAYHUTEIBHOE YMEHbIICHHE KOKHOTO 3y/a, yiy4lleHue cHa. [lnanu-
pyercst Xupyprideckasi KOppeKIHs BpOXKIEHHOTO TOPOKa Pa3BUTHSL.

3aknouenue. IlpencraBneHHbIN KITMHUYECKUN CIydai reHeTH4e-
CKOTO CHHAPOMa AJIaXKHIUIS AEMOHCTPUPYET KIMHUYECKHE 0COOeH-
HOCTH, HPOSIBISIFOLIAECS 3aJEPIKKOH PEIEBOTO Pa3BUTHSA, HOPOKAMH
Pa3BUTHS MOYEK U CEPIIlia, HApYIISHNUSIMU OpraHa 3peHusl.

CUHOPOM BUOEMAHA-LUTEWHEPA

MywakoB U.A., Mywakosa B.A.
HayuHbI pykoBOaUTENb:
K.M.H., aoueHT O.U. N'ymeHrok

CapaToBCKUIN roCyAapCTBEHHbBI MEAULMHCKUIA YHUBEPCUTET
um. B.W. PasymoBckoro MuHagpasa Poccuu, CapatoB

Krroyesnle criosa: eeHemuyeckasi namoioausi, demu,
cuHOpom BudemaHa—LlimeliHepa

Axmyanvrnocme. Cunapom Bunemana—Illtelinepa — penkoe re-
HeTH4YeCcKoe 3a00JIeBaHNe, IPOSBIIONIeecs 3aIePKKOH pPa3BUTHS,
HHU3KOPOCIIOCTBIO, TIOPOKAMH Pa3BUTHS BHYTPEHHHUX OPraHOB M Ha-
PYLICHUEM 3pEHUSL.

Onucanue KIMHNYeCKOro cayyas. [Tamuent, 10 nert, sxano0bt
Ha HHU3KUI POCT, HapyIlIeHWe MPOU3HOIICHHUS CIIOB, OrPaHUYEHHBIN
cIIOBapHBIi 3amac. Pe6EHOK poamics oT 2-if 6epeMEHHOCTH, Cpod-
HBIX POJIOB, CTapIIuii CbIH — 370poB. Ha 1-M roay >ku3Hu BbIsBIIE-
Ha BBIpaKEHHAs 3a/Iep)KKa (PM3NIECKOr0, MOTOPHOTO U PEYeBOro pas-
BUTHSI, BPOXKIEHHBIA MOPOK pa3BuTHs nouek (L-oOpaszHas mouka) u
cepaua (IBycTBOpYaThlil KinanaH aoptel). IIpu ocmoTpe obGpanator
Ha ce0si BHUMaHHEe 0COOEHHOCTH (peHOTHIA: HH3KOPOCIOCTh (POCT
124 cm, macca tena 22,9 xr, SDS pocta —2,05 curmbl, HHASKC MacChl
tena 14,9 kr/m?), Hu3kuit 100, ABYCTOPOHHUIA [ITO3 BEK, TUIIEPTEIIO-
pH3M, 3MUKAHT, TOTHYEeCKoe HEOO, OPaxMIAKTUINS KUCTEH ¢ MHUpo-
KHMM 1-M masbIieM, THIIEPTPUXO03 PYK U HOT, Tpe3yOell, caHaaneBuI-
Has 1IeJIb, IIOCKO-BalbTycHas ycTaHoBKa cton. Kapuorum 46, XY.
KoctHblit Bo3pacT cooTBeTcTBYET 8—9 rogam. [opMoHaIbHBII TPOPUITH
(YpOBEHB THPEOUTHEIX, TTOJIOBEIX TOPMOHOB, MPONAKTHHA, HHCYITHHO-
nono6Horo ¢akropa pocra 1, kiodenrHoBas Ipoda — B Mpeaenax
pedepercHbIX 3HadeHuil). [Ipu HedpocuuHTUTrpaduH ONpereIIeHb
JIaHHbIE, yKa3bIBAIOIINE Ha XPOHHMYIECKYIO OO0JE3Hb MOYEK 2 CTEHEeHH.
IIpu ocmoTpe odransMoiora BEISIBICH CIOXKHBIA THIIEPMETPOIHYE-
ckuit acturmarmsm OU. IIpu mpoBeieHIN MONEKYISIPHO-TeHeTHIECKO-
IO UCCIIeA0BaHuUs (CEKBEHUPOBaHUE KJIMHUUECKOTO 3K30Ma, TIOJIHOTe-
HomHoe cekBeHuposanue JJHK, cekBennposanne no Canrepy) ycra-
HOBJICH IaTOTE€HHbIN BapuaHT B reHe KMT2A, acconuupoBaHHbBIHN ¢
passutieM cunapoma Bunemana—IlIraitnepa (OMIM 605130) B rete-
PO3UTOTHOM COCTOSIHHH, TUII HACIEIOBAHNUS: JOMUHAHTHBIH, de novo;
y ponurteseit npobania N3MEHEHHIT HyKJIEOTHIHOH MOCIIeI0BaTeIbHO-
cTH He 0OHapyxkeHo. [lnarno3: cuaapom Bunemana—Illraiinepa (3a-
Jep’KKa MHTEIIEKTyalbHOTO U PEUEBOTO PAa3BUTHUSI, HU3KOPOCIOCTb,
BPOXKIEHHBIN TOPOK Pa3BUTHS IT0YEK, CEPIIIa, THIIEPMETPOITIYECKUH
aCTUTMaTU3M, TJI0CKOBAIbIyCHAs YCTAHOBKA CTOII).

3axnouenue. IlpencTaBieHHbI KIMHUYECKUN ClIydail pelkoro
reHeTndeckoro cuaapoma Bunemana—IllTelinepa, pa3sBuBmerocs B
pe3ynsrate MyTaluu de novo, AeMOHCTPUPYET KIMHUYIECKHE 0COOCH-
HOCTH, IPOSIBIISIONINECS] HU3KOPOCIOCTHIO, HAPYIIEHHEM Pa3BUTHS,
TIOPOKAMH PAa3BUTHS MOYEK U CEpAla, HapyLUIEHHEM 3PEHUsI, MHOXe-
CTBEHHBIMH CTUTMaMH JN33MOpHOTreHe3a.

JIMM®OMA XOMXKKUHA

MNonbix J1.C.
Hay4HbI pykoBoguUTenb: K.M.H., AoueHT H.A.
OopoxoB

AnTanckuii rocygapCTBEHHbIN MEAULMHCKUIA YHUBEPCUTET
MuHsgpasa Poccuun, BapHayn

Kntouesnie criosa: demu, nHe8MOHUSI, nuMgboma XOOKKUHa

Axmyanvrocmu. I1peacTaBieH KIMHUYECKUH ClTydaii 3a001eBaHus
peb6énka mmdomoit XomkkuHa (JIX) ¢ 6pI1cTphIM IpOrpeccHpoBaHueM
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KJIMHUYECKUX CHMIITOMOB IO/l MacKoii THEBMOHHUH. B HacTosiiee Bpemst
9TU (HOPMBI ITATOJIOTHH y JIETeH OCTAIOTCS AKTyaJIbHBIMH B IIEUATPHN.

Onncanue KIMHIYECKOro ciay4dast. Pe6énok M., 15 net, 10.02.2020
TIOCTYTIMJIA B COMaTHIECKHUH CTAallMOHAP C JKAI0O0aMH Ha PEIKUH CyXOH
Kalllellb, TIOBBIILICHHE TeMIIepaTypsl Tena 10 (GpeOpmwibHbIX mudp, 60-
JIM B TPY/HOM KJIETKE NPH Kalwie, Ha 12-i 1eHb 3a00eBaHsl C JarHo-
30M: BHEOOJIFHUYHAS ABYCTOPOHHSS TIOJIMCETMEHTapHAasi THEBMOHHS,
HEOCIIOKHEHHASI, cpefiHeil TshxecTH. AMOyYNaTopHO MoTydasna aMOKCH-
WUIHH B Tedenue 7 queld, eduxenm 4 nuas, 6e3 agdexra. B anammsax
KpoBH: TeMorioour — 97—105 1/, netikorwmtel — 15,4-20,1 ThIC., TIA-
noukosiiepabie — 1%, cermenTosiepHbie — 78—88%, 303nHO(MITHI —
1%, mono1mTE — 3%, MIMdonuter — 9-15%, COD — 37-60 mm/4,
TpoMboIUTE — 519-529 ThIC., C-peaktuBHbIi 6emox 99—104 r/m. [Tpu-
00peTéHHasT UTOMETAIOBUPYCHAsI HHEKIHS U HH(EKIHsI BUPYCOM
Onurreina—bapp, HeakTBHAs cTaaus. [loceB MOKPOTHI: pocTa MUKpPO-
6uots! HeT. Jlanee B Jie4eHNN: e TPHAKCOH, a3UTPOMHUIINH, aMHKAIIWH,
ymuderoBup meporeHeM. CoxpaHsmch: uxopanka (1o 39°C), cyxoit
Kalllelb, MHTOKCHKAIIMOHHBIH CHHAPOM, aHEMHUYECKHH CHH/IPOM, YCKO-
pernas COD (mo 60 mm/4), rumeprneiikormTo3 (10 20 ThIC.), peHTTeHO-
Jornyeckast KaptiHa 6e3 u3meHeHuit. KoncynsTupoBana Grisnarpom.
YoenuTenbHBIX JaHHBIX 32 TyOepKyIIE3 OpraHoB JbIXaHHs He BHIBICHO.
Ha 17-i1 nenp rocnuTanu3auy NOsIBUINCH XKaIOObl Ha YBETMICHUE Ha-
KITIOYNYHBIX JTMM(OY3I0B cripasa 10 2 cM. Y3U mmdoysinos. KoHcyis-
THPOBaHa AETCKUM OHKoJoroM — JIX? Ilpu KoMIbrOTEpHOIT TOMOTpa-
¢um (KT) nérkux u cpenocrenns ot 12.03.2020 BbisiBIIeHbI TOMOTpadu-
YeCKHUe JaHHEIE JIMM(OMBI, IEBOCTOPOHHSISI BEPXHE/0JIEBasI ITHEBMOHHIS.
Ipu KT nérkux u cpenocrenus ot 01.04.2020 onpenenena mumdaneHo-
TIaTUs. BHYTPATPYAHBIX TUM(OY3IIOB (BEPOSTHO, TMM(OMa) C MeTacTasa-
MH B Ji€rkre. [ucronornueckoe 3akmouenue ot 24.03.2020: mopdoio-
rUYecKasi KapTHHA ¥ NMMYHO(EHOTHI COOTBETCTBYIOT JIX, HOXY IApHBI
cknepos. Juarnos: JIX, HomynsipHbIi ckiiepos, ctaaus [VB.

3axnouenue. IpuBenéHHOE HAOMIOAEHNE UMEIIO PSJL OCOOCHHO-
creil. [Ipexne Bcero, 3T0 OTCYTCTBHE MOPAXKEHHS JIMM(DATHIECKIX
y3IJI0B B Hayaje 3aboneBaHus, 4To y AeTei HabmogaeTcs B 60—-80%
ciydaeB. [TepBbIMHU OBITO BBISBICHO MOPAXKEHHE JIETKIX, KOTOPOE IPU
JIX Betpedaercs B 20% cirydaeB M XapaKkTepHu3yeTcsl HHQWIBTpaTuB-
HBIMH WJIM OYaroBbIMH M3MEHEHHSIMH B JIETKUX M Yalle HOCUT BTO-
PHYHBIN XapakTep. B ¢BS3M ¢ aTHIIMYHOCTEIO MOPAKeHHS JIETKHX, OT-
CYTCTBHEM YBEIMYCHUs NeprudepuaecKux JIMMQPOy3I0B 1 HATHUHEM
JUIITENIBHON JIMXOPAIKH IUAarHOCTHYECKUH MOMCK HIEN B HaIpaBlie-
HUY WHPEKIIMOHHON PUPOABI 3a00I€BaHHS.

k 3k 3k

OCOBEHHOCTU OABYX3TAMNHOIO
XUPYPIT'MYECKOIO JIEMEHUA BONE3HU KPOHA
Y OETEN

Flonb6epr M.A.
HayuHbI pykoBoguTenb:
A.M.H., npod. E.10. [IbsikoHOBa

HaunoHanbHbIN MEAULMHCKMIA NCCREeLOoBATENbCKUIN LEHTP
3a0poBbsa aeten Munsgpasa Poccun, Mocksa

Kntouesnie criosa: 60re3Hb KpoHa, demu, oriepamusHoe
JiedHeHue

Axmyanvrnocms. bone3ns Kpona (BK) — BocnanurensHoe 3a60-
JIeBaHUE MUIIEBAPUTEILHOTO TPAKTa HEN3BECTHOI ATHOIOTHH C CerT-
MEHTApHBIM TPAHCMYPaIbHBIM TOPKCHUEM PA3IIHIHBIX OT/EIIOB XKe-
nynouno-kumegHoro Tpakra (OKKT). Esxxeronnoe yBennuenue uncnia
JieTel ¢ BrepBble BbIsIBICHHOM BK, mo3qHss TuarHocTiKa U HECBOe-
BPEMEHHOE ONEPATUBHOE JIEUEHUE — AKTyaJbHBIE BOMPOCHI, CBA3aH-
HBIE C OTCYTCTBHEM €IMHOIO aJTOPUTMa XHPYPIUUECKOTO JICUCHHS
9TO# (YOPMBI MATOJIOTHH Y IETEH.

Lens: onpenenntsb 3pHEKTUBHOCT JBYXITATHOTO XHPYpryuye-
ckoro nedenus bK y nereil.

Mamepuanvt u memoosi. [IpoBenéH peTpOCHEKTUBHBIN aHAIN3
43 nereii ¢ ocnoxHEHHBIM TedeHneM BK ¢ nByXdTarmHbIM XHpYpru-
JecKUM JieueHneM. Ha nepBoM 3Tame BBINOIHEHBI JaapoCKOIHs, pe-
3€KIHs WICOIIEKAIbHOTO yIJIa M BhIBeJIeHHE CTOMBI. Ha Bropom 3ra-
ne BoccTaHaBiIMBasack HempepsBHOCTE JKKT. Onpenensiu conep-
KaHHe anbOymuHa, reMornobnHa U C-peakTHBHOTO Oelika B KPOBH,
OTHOIIICHHE MAcCHI Tella K BO3PacTy, a TAaK)Ke MHJEKCAa MAcChHl Tena
(UMT) x BO3pacTy, KIMHUYECKYIO aKTHBHOCTH 3a00JI€BaHUS Yepe3
6—12—18 Mec nociie onepanuu.

Pesyromamut. Tlepuon npeObBaHUS OONBHBIX CO CTOMOW KOJIe-
6aics ot 5 1o 20 mec (ME = 8 mec). [1pu 3TOM ObUIH BBISIBICHBI 110-
JIO’KUTENBHBIE H3MEHEHHS: OTCYTCTBUE aHEMHHU U THII0ANTEOyMIHE-
MHH, KyTTHPOBaHUs 6aKTepHaILHOTO BOCTIANIEHHUS, YTO YKa3bIBaeT Ha
3¢ dexTHBHOCTE IIepBOTO dTara onepaTuBHOrO JiedeHus. Ha nepsom
aTane xupypruueckoro jeueHus bK neauarpudeckuil uHAEKC aKTHUB-
HoctH 6onie3nu Kpona (PCDAI) y 25 (57,8%) neteii cocrasun 30,0—
75,2 6amna, y 18 (41,2%) — ne menee 25 6amios. [Tocie onepaTiHBHO-
ro nedenust BK Opu10 oT™MeueHo HacTyuienue pemucenn y 7 (16,2%)
u Jérkoe TedeHre y 36 0onbHbIX. [Ipy 5TOM OTHOIIEHUS pocTa K BO3-
pacty (HAZ) u ornomenune UMT k Bo3pacty (BAZ) cymecTBeHHO
Pa3IMYaJINCh, YTO YKa3hIBAaeT HA 3HAYMMOE YIy4YIlIeHHEe MacCOBO-PO-
CTOBBIX ITOKa3aTeneil B MOCIeonepanoHHOM rteproze. Jlamapockomnus
IIO3BOJIMJIA BBIIIOJIHUTh XUPYPIruiC€CKOC BMEIIATEIILCTBO B JiBa dTala,
YTO SBHJIOCH ONITHMAJIBHBIM METOIOM Y 9THX OOJBHBIX.

3axniouenue. TIpuMeHeHNE JIByX3TallHOTO XUPYPTUUECKOTO JIe-
4eHus aereil ¢ ocnoxHEHHBIMU (opMamu BK moxasano cBoro a¢-
(heKTUBHOCTSH 32 CYET HOPMAITH3AIHY aHTPOIOMETPHUIECKUX U 1a00-
PaTOPHBIX JaHHBIX, TO3BOJIMIIO JOCTHYbL CTOWKOH peMUCCHH Ha (hoHE
crenu(pUUECcKoil Tepayy U yITydInTh KauecTBO Ku3HH aeteii ¢ BK.

& %k ok

®AKTOPbI PUCKA PA3BUTUA PETUHONATUA
HEOOHOLUEHHbIX

Fop6aveBa H.B., UBaHoBa A.U., Xnonkosa 0.C.
Hayu4HbIn pykoBoguTenb:
A.M.H., poueHT C.UN. MakoroH

AnTanckuin rocyqapcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
MwuH3gpasa Poccuu, bapHayn

Knirouesble criosa: pemuHonamusi HO80POXOEHHbIX,
OQuasHocmuka, chakmopbl pucka

Axmyansnocme. ExXeromHo yBelTMINBaeTCsl BEDKHBAEMOCTh HO-
BOPOXKIEHHBIX C OYE€Hb HU3KOW U SKCTPEMAJIbHO HU3KOM Maccoil Te-
JIa, 4TO CBSI3aHO C COBEPIIEHCTBOBAHUEM TEXHOJIOTUI BBIX)KUBaHUS
U cOONIOIEHNEM MapHIPyTH3alud OepeMEHHBIX ¢ 0Y€Hb PAaHHUMHU
IPEKIEBPEMEHHBIMU POJJAMU B POIOBCIIOMOTaTeIbHbIC YUpExKIe-
Hus 11 ypoBHs. ¥V 3Tux nereil pa3zBuBaeTcs peTHUHONATUS HEIOHO-
meHHbIX (PH), koTopas mpotekaer Tsxesnee, IPUBOIL K HeoOpaTH-
MBIM MOCJIEACTBUAM A opraHa 3peHust. COBpeMEHHBIC pEKOMEH1a-
1y o ckpuauHry PH B Poccun ocHOBaHbI Ha IBYX (hakTOpax pucka:
recTallMOHHOM BO3pacTe A0 35 HeA U Macce Tena PU POXKACHUU Me-
Hee 2000 r. OxgHako 0cTaéTCs OTKPHITHIM BOIIPOC, MTOYEMY JaHHAs
MATOJIOTHS Pa3BUBAETCS y OFHKX JIETeH U3 IPYIIIBI PHCKA U 0OXOIUT
CTOPOHOI APYTHUX?

I]env: BBISBUTH (AKTOPHI PUCKA Pa3BUTHUS PETHHOMATHU HENO-
HOUICHHBIX.

Mamepuanvt u memoosi. IlpoBenén 0630p IUTEPaTypPHI, TOCBSI-
méHHo (akTopam prcka passutus PH.

Pezynsmamur. YacTo BEIBISIEMBIMH (haKTOPaMH PUCKa Pa3BUTHS
TkEIBIX hopM PH sBISIOTCS KUCTOpOMHAS MOAACPKKA U UTUTEIb-
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Has MeXaHW4ecKasi BEeHTWIIINS JIErkux. JlaHHble 0 qpyrux dakropax
pucka pa3sutusi PH HeomHO3HAYHBEI. AMEpPHKaHCKHE UCCIIEI0BATEIN
BBISIBUJIM OOJIBIIYIO YacTOTy BeTpedaeMoct PH y matepeii ¢ caxap-
HBIM JI1a0eTOM, OJHAKO JIPYTHe aBTOPHI HE HOATBEP/IIN ITH JaHHBIE.
CaxapHblii TMabeT MOXKET OKa3bIBaTh MPSIMOE BIUSIHUE HAa Pa3BHTHE
PH, yBenuumBas SHIOT€HHYIO IPOIYKIHIO (JaKTOPOB POCTA DHAOTE-
TSI COCY[IOB CETYATKU M CIIOCOOCTBYS Pa3BUTHIO PECHHPATOPHOTO
nuctpecc-cunapoma. I[loBeimenHsit puck pazsutust PH npu pecnu-
PaTOpHOM JUCTPECC-CHHAPOME OOBSICHAETCS Pa3BUTHEM T'HIIOKCHH Y
HOBOPOXJIEHHBIX U HEOOXOAUMOCTBIO B MEXaHUUECKON BEHTHIIALUU
n€rkux. [umepTeH3uBHBIE PACCTPONCTBA NP OEPEMEHHOCTH, BKIIIO-
qast MPE3KIIAMIICHIO U KIIAMIICHIO, TAK)Ke MMEIOT BIHMSHHUE HAa Pa3BH-
tue PH. Bponxonérounas nucruiasus cesizana ¢ passutueM PH, T.k.
MOfIpa3yMeBaeT ITHTEIHFHOE BO3JCHCTBHE BEICOKHX KOHIIEHTPAIMH
kuciaopona. Mmerorcs nannele, noarsepkaatomue cesazp PH ¢ ane-
MUEH HEeIOHOUIEHHBIX, HEKPOTU3UPYIOLIUM SHTEPOKOIUTOM 1 HEOHA-
TaJbHBIM cericucoM. KopmiieHre rpyJHBIM MOJIOKOM B JTF0OOM 00BE-
Me CHIDKaeT 4acToTy pa3Butus PH, Bkimtodas e€ Tsokénbie Gpopmbl, 4To
00yCIIOBIICHO COAEpXKAHHEM HHO3MTONA, BUTaMuHa E 1 kapoTnHON-
JIOB B IPYTHOM MOJIOKE.

3axnouenue. Beinenenne Bexymux axropos prucka PH HeoOxo-
JIUMO JUIsl pa3pabOTKU MPOTHOCTHYECKUX MOJENEH, MOHUMaHUs T1a-
TO(U3NONOTHH COCYHMCTHIX IMMOPAKEHUH CeTYaTKu M Oone3Hel He-
JIOHOIICHHBIX JETeH, onpenesieHus OyIynmux HampaBiIeHUH e mpo-
(bunaxTHku.

9CCEHUMAINBbHAA TPOMBOLIUTEMUA,
OCIOXHEHHASA MPUOBPETEHHBLIM
CUHOPOMOM BUIINEBPAHOA

FpuropsH C.B., PoccuHckun [1.A., Kenoa A.A.
HayuHbI pykoBoauTenb:
K.M.H., goueHT J1.E. JllapuHa

Poccuincknin HaumoHanbHbIM NCcreaoBaTenbCKUii
MeauumnHckuin yHusepeuteT um. H.U. MNuporoea MuH3apasa
Poccun, Mocksa

Knouesnbie criosa: demu, mpomboyumemusi, QuazHocmuka

Axmyanvrnocme. Dccennmanbhas Tpomboruremust (OT) — xpo-
HHYECKOe MHENIONpoIr(epaTHBHOE 3a001eBaHue, TSI KOTOPOTO Xa-
PpaKTepHbI N30bITOYHAS TPONU(EPALNS KPYITHBIX ¥ THTAaHTCKUX Mera-
KapHOIUTOB B KOCTHOM MO3Te, TPOMOOLINTO3 B KpoBH (> 450 x 10°/1),
a TaKoke aCCOIMANUS C MOBBIIIEHHBIM PHCKOM TPOMOO030B H/HUIHU KPO-
BoredeHui. [TocienHre MOryT OBITH 00YCIIOBIEHBI MPUCOEIMHEHH-
eM ae(UnuTa BEICOKOMOJICKY/SIPHBIX OJIMroMepoB (hakTopa Bumie-
6panya. CBoeBpeMEHHasl IMArHOCTHKA M HAa3HAUCHHUE TePalUU Kak
3CCEHIUAIBHON TPOMOOIUTEMHH, TaK ¥ IPHOOPETEHHOTO CHHPOMA
BunneOpanna obecrieunBaroT MpOQUIaKTHKY Pa3BUTHS OCIOKHEHUI.

Onucanne KIMHIYECKOTo cay4qast. [leBouka, 14 yet, mocrymuia
B remaronormdeckoe ornenenne MAIKD 22.06.2022 ns npoBeneHus
rtanoBoi tepanuu DT. M3 aHaMHe3a U3BECTHO, YTO MOCIIE MEepeHe-
cEHHOI KnmeyHol nHdeKIwH B remorpamme ot 19.04.2022 ormeda-
JIOCh MOBBIIICHHE KOIMIECTBA TPOMOOIMTOB (2795 x 10°/71). AHanu3
obu1 moBToper B K/ M/IT'KD, moBbIeHHEe KOMUYECTBA TPOMOOIIH-
TOB MOATBEPAHIOCH (2487 x 10°/1). BBLIO pEKOMEHIOBAHO HCCIIEN0-
BaHue myTtauuu B reHax JAK2, MPL, CALR v Ha3Ha4YeHa MOCTOsIHHAS
aHTHAarperaHTHas Tepanus (aeTHICATHIIIoBas kuciaora 50 Mr/cyT).
B pesynbrare renerudeckoro nccnenosanust ot 03.06.2022 6b11a BbI-
siBieHa MyTauus B reHe CALR, onucaHHas Kak naroreHHas npu OT.
[Ipu obbexTuBHOM 0OcnenoBanuu oT 22.06.2022: mpU3HAKOB TPOM-
603a MM KPOBOTEUEHMSI HE BBISIBIICHO, Cele3&HKa MaIbIINPOBAIACh 110
Kparo pédepHoii nyru. [Ipu oLieHKe cOCTOSHMS reMocTa3a ObLIO ycTa-

HOBJICHO CHIDKEHHE PUCTOMHUIIMH-KO(AKTOPHON aKTUBHOCTH (hakTo-
pa Bmutebpanna no 4,7%, 910 1210 OCHOBaHHE TIOCTABHUTH THArHO3
npuoOpeTéHHoro cunapoma Bumebpanna. beina Ha3HaueHa aHTHA-
rperaHTHas Tepanus (areTwicanunmioBas kuciora 150 mr/cyt no
06.07.2022), ractporporexropHas Tepamnus. 08.07.2022 6pu1a npose-
JIeHa TPEeNaHOOMOIICHsI KOCTHOTO MO3Ta, 110 pe3y/bTaTaM KOTOpOH Au-
arHo3 DT Obu1 monTBepkAEH. [loBTOpHAs rocmranu3anus 18.07.2022
C LIEJTbIO MIPOBE/ICHHS CIIeH(DIYECKOI IMTOPEIyKTHBHOMN TepanuH (Tu-
npoxcukapbamun 1000 mr/cyT B Teuenue 10 queit). Ha done npoBoau-
MOii Tepanuu KOJIMYeCTBO TPOMOOIIMTOB CHU3HIOCH 10 1226 % 10°/11.

3akmouenue. DT MOXKET OCIOXKHHUTECS KaKk TPOMOO30M, Tak H
KPOBOTEUEHUEM, UTO HEOOXOIMMO YUUTHIBATh IIPU NWHIUBUIYaTEHOM
nondope Tepanuy ¥ COCTABICHUH PEKOMEHAAIMI o aMOyIaTopHO-
My HabIroneHnIo y reMarosora. [Ipn nepBrnaHOM 0OHApyKEHHH Y T1a-
muenTa JT gaxe 0e3 KIMHUYECKUX NPOsBIEHUN TpeOyeTcst Ha3Have-
HHE NaTOreHeTHYECKOTO JICUCHHMS C IebI0 MPO(UIAKTHKY HapyIIe-
HUs OanaHca reMocTasa.

TAXENOE TEYEHUE BOJIE3HU BUITbCOHA-
KOHOBANOBA, NOTPEBOBABLLUEE NPOBEAOEHUA
TPAHCNNAHTALUWUN NEYEHU

Mpunac O.10., OoHuuk E.UN., AmOynartoBa E.M.
Hay4yHbIn pykoBoguTenb:
K.M.H., poueHT J1.E. JlapuHa

Poccuickui HaumoHanbHbIM nccnegoBaTenbCKum
MeauuMHCKMA yHnsepcuteT um. H. U. NMuporosa MuHagpasa
Poccun, Mockea

Krniroyeenble crioga: 0emu, 6orne3Hb BurnbcoHa, rnevyeHue

Axmyanvuocms. bonesnp Bunscona—Konosanosa (BBK) — Ha-
CIIE/ICTBEHHOE MYJIBTUCHCTEMHOE 3a00JIeBaHKE, MPOSIBIIIOIIECECS Pa3-
JUYHBIMH HEBPOJIOTHYECKUMH, IIEIEHOUHBIMH, ICHXUATPUICCKIMH,
KOCTHO-MBIIIEYHBIMH HAPYIICHUSIMH BCIEACTBUE YPE3MEPHOTO OTIIO-
JKEHHSI MeJTH B opraHax ¥ Tkausix. BBK — tpynHo nuarHoctupyemoe
3aboneBaHNe B CBA3M C ATUTEIBHBIM JIATCHTHBIM TEYEHHEM H OOJTb-
LIAM TOTUMOP(U3MOM KIMHUYECKOW CUMITOMATHKH; BO3PAcT MaHH-
(ecraumu — ot 3 1o 74 nert, cpeqanit — 13 mer.

Onucanue KJIMHUYECKOro ciayuasi. [Tanuentka A., 16 ser,
03.05.2022 moctymnmia ¢ )kanodaMu Ha KeNTYIIHOCTh CKIIep, 00K B
JKHUBOTE, c1abocTh. AHaMHe3 6omne3nu: 12.04.2022 npuexana u3z Mop-
JIOBHH, TJI€ IMJIA KOJIOZE3HY 0 Boay. 15.04.2022 — BbIchIIaHNs HA IPy-
1, 19.04.2022 — uxTepudHOCTH cKiep, 25.04.2022 — BICHIIAHUS
Ha ToJIOBE, CITMHE; OCMOTPEHa IeNaTpOM — JUarHOCTHPOBAaHA Be-
TpsaHas ocna. 25.04.2022 — uxrepuyHOCTh KOKH, 30.04.2022 — 1éM-
Hasi MO4Ya U aXOJIMYHOCTb CTYyJ1a, OTEYHOCTD HIDKHEH MOTOBHUHBI TyJIO-
puma. 03.05.2022 nepesenena B MII'KD ¢ HanpaBistomum AUar€o-
30M: BUPYCHBIII/TOKCHYECKUH TernaTtuT. [Ipyu moCcTyIIeHnu: COCTOSTHIE
CpeIHeH TSHKECTH, HKTEPUIHOCTB CKIIEp, KOXKH; BBICHIIIAHMS Ha BOJIO-
CHCTOH YacCTH TOJIOBBI, BEpXHEIl 4aCTH TPY/IH, CIIUHEI 10 KOPOUKAMH,
9KXHUMO3bI B MECTaX MHBEKIMI, OTEUHBIE CTOIIBI, TOJIEHHU, ACLIUT; IIe-
YEHb BBICTyHAeT +2 ¢M; Mo4a TEMHO-KOPUYHEBas, CTyJ CBeTIbId. Jla-
6oparopHO: KymOc-HeratupHas reMoJIUTHUECKast aHEMUS 2 CTETICHH,
JIEHKOUTO3, TPOMOOLIUTONICHYSI, TOBBIIICHNE aKTUBHOCTH JIAKTaT/e-
THIPOTeHA3bl, acCIIapTaTaMUHOTpaHCPepasbl, PeppUTHHA, 00erX Ppak-
i 6nnpy6uHa, C-peakTHBHOTO OejiKa, THIONPOTEHHEMHS, THITO-
xoarymsanus. [Ipn xommbloTepHON ToMoOrpaduu opraHoB OprONIHON
MOJIOCTH: TEeTIaTHUT, XOJIeHUCTHT, acuT. [Ipu Y3 opraHoB OprourHoit
TIOJIOCTH: TeTaToMeTatis, I Qy3HbIe N3MCHEHNS TAPEHXUMBI Iede-
HU, aciuT. Tepamnus: nH}Y3Hs KOHIEHTpaTa IPOTPOMOMHOBOTO KOM-
IUIeKCa, SPUTPOLUTAPHON B3BecH, MeHaaroHa HaTpus OUCYIbOUT,
MOYETOHHAS! M aHTHOAKTepHAIbHAasl TePaITHs, yPCOAEe30KCHXOIHEBast
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KUCJIOTa, OPHUTHH. VICKIII0OUEeHBI BUPYCHBIE TeMaTUThI, TOKCHYECKOE
BO3/IeiicTBHE Ha TIeYeHb, chHApPOM banna—Kuapu, mucrepnos (mpuém
Kosozie3Hoi Boxsl B Mopnosun). 05.05.2022 nuarnocrupoBana bBK:
oOHapy»keHO TIOBBIIICHHE KOINIECTBAa MEAN B Moue, Konblia Kaiize-
pa—Dneitmnepa, AErKUA THPaMHUTHBIA AeDUINAT. YUUTHIBas TSHKENOE
cocTosIHHE (BTOpUYHAs Koaryionarus Ha oHe ocTpoi neu€HoqHoN
HEJOCTaTOYHOCTH), AeOI0T 3a00I€BaHNS, IPUHATO PEIICHHE O TPaHC-
TUIAaHTALUH [ICYCHH.

3aknouenue. BBK — mporpeccupyiomee 3aboneBanue. Bax-
HO OTMETHTB, YTO Y AETEH yalle AnarHocTupyercs neuéHouHas Ghop-
Ma 00JIe3HH, CIEN0BaTEIbHO, HEOOXOAUMO IPOBOIUTL 00CIEI0BA-
Hue Ha bBK Bcex manueHToB ¢ marojoruei neuyeHu HeyTOUHEHHOU
STHUOJOTHH.

k 3k ok

BOJE3Hb KABACAKU

Fpunn M.P."; UcaaksiH I0.A."
HayuHbIn pykoBoguTtensb: E.O. CtenaHoBa?

"MepBbIi MOCKOBCKUIA rOCYAapCTBEHHBIN MEOULIMHCKUN
yHuepcuteT um. .M. CeyeHoBa MuH3gpasa Poccuu
(CeyveHoBckumn YHusepcutet), Mockea;

Mepsbli CaHkT-MNeTepbyprckmin rocyaapcTBEHHbIN
MEOULUMHCKUI yHUBepCcuTeT M. akagemuka .M. MNaenosa,
CaHkTt-lNeTepbypr

Knrouesnie criosa: demu, cucmeMHbil 8acKynum,
duazHocmuka

AxTtyanasHocThb. bonesns KaBacaku (BK) — 310 cucremuslii Ba-
CKYJIHT, KOTOPBIH MOXET MOpakaTh JIFOOBIE OPTaHbl B TEJE YSOBEKA.
N3BectHO, uTo BK npeumyIecTBeHHO nopakaeT MIaAEHIIEB U AeTel
panHero Bo3pacta. HeBponorudeckne 0CIOKHEHUS OUCHBb PA3HSTCS
M0 KIMHUYECKOH KapTUHE U MOTYT BO3HUKATh JIMIIIb B TPETH CITyda-
eB. [Tockoneky ciayuan BK, conpoBosknaroniuecs: HeBpOJIOTHIECKH-
MH OTKJIOHEHHSIMH, HEOOBIUHBI, 8 KIMHUIECKHE CHMITOMBI HECTICI]-
WU(UYHBI, IMATHO3 SIBISETCS CIOKHBIM.

Onucanne KIMHHYECKOro ciay4as. Mansuuk, 9 Mec, mocTynun
C JIMXOpaJKOi IPOAOIDKUTENBHOCTBIO 8 AHEH. bputa Ha3HaueHa aHTH-
OakTepHabHasl Tepanys, HO JINXOpaKa COXpaHsIIack. 3a JeHb JI0 110-
CTYIUICHHMS Y TIAIIMEHTa PA3BUIICS JBYCTOPOHHMI Mapaany JIULEBOTO
Hepsa. J[Bycroponnuii cumntoMm babunckoro. JlaGoparopHoe o0cie-
JIOBaHKE BBIBIIIO JiekonuTo3 (14,42 x 10°/1), CHIDKEHHE yPOBHS Te-
Morto6uHa (91 /1), yMeHbIIIEHHE YPOBHS CBIBOPOTOYHOTO ab0yMUHa
(29 r/n), noseimenue yposus C-peaktuBHOrO Oenka (76,8 Mr/i), yBe-
JIMYEHHYIO CKOPOCTh ocenanust s3putpountos (104 mm/q). [Tpu anamu-
3€ CIIMHHOMO3TOBOH JKMKOCTH YCTQHOBJICHO ITOBBIIIEHHOE KOJIUYe-
CTBO JIeHKOIHTOB (47 % 10°/1) MPU NPOLIEHTHOM COIEPKAHUH MOHO-
UTOB 96%. MarHUTHO-pE30HAHCHAS TOMOTPa(dus TOJIOBHOTO MO3Ta
HE BBISBIJIA OTKJIOHEHHH. [Ipy ocTymeHnu ObUT TOCTaBICH AUAarHO3
GakrepranbHOl HHOEKIUH, U TALUeHTY Ha3HAYMIIM JIeueHue uedrpu-
AKCOHOM, MaHHHTOJIOM U TIIIOKOKOPTHKOMJIAMHU, YTOOBI YMEHBIIHUTH
TIOTEHLMANBHBIN OTEK HEPBHOM cucTembl. Yepes 7 qHel aeueHus He
HaOJIF0IAJI0Ch CUMIITOMATHYECKUX MM J1A00PATOPHBIX YITyYIICHHUH.
Bria mpoBezieHa sxokapAnoTpadus, KOTopas IToKa3ana paciIupeHne
JIBYCTOPOHHHMX KOPOHApHBIX apTepUil U aHEBPU3MbI KOPOHAPHBIX ap-
Tepuid. 13 aHamMHe3a TakyKe CTajJo M3BECTHO, YTO y IaIlMeHTa OblIa
N€rKasi HBEKIUS B KOHBIOHKTUBY, HO OHa CIIOHTaHHO PETrpeccHpo-
Bajna. bei1 nocrasnen quarHo3 bK. Ilanuenra neunan BHyTPUBEH-
HBIM BBEICHHEM ramMMa-TioOyianHa (2 T/Kr BHYTPUBEHHO KalelbHO
B TEUEHUE 5 AHEH) U nepopaabHbIM NPUEMOM acnupuHa (4 103kl 110
30 mr/kr/cyt). JInxopaaka yMEHBIIWIACh Ha CIEAYIOUINH ICHB.
Yepes 3 nHs no3a acnupuHa Oblia CHIDKeHa A0 3—5 MI/KI/CyT.
[Tate mHel crycts Bee 1abopaTopHble oKa3aTenn ObUIN B IIpesenax
HOpMBIL. [IpaBOCTOpOHHMI Napanuy JULEBOr0 HEPBA MPOILEN Yepes

4 nen nocie neyenus. [loxyronoBoe HabIIOIEHHE TTOKA3aII0, YTO Mpa-
BOCTOPOHHHM#T Mapaind JIMIIEBOr0 HepBa COXPAHSJICS, U COCTOSIHHE Ta-
LIUEHTA OCTABAJIOCh CTAOMIIBHBIM.

3axmouenue. JJanHOe COOOLIEHUE OITUCHIBACT KIIMHUYECKUH CITy-
qaii BK. 3a cuéTt MeTon0B HHCTpyMEHTANBHOH 1 Ta00paTOpHOi Auar-
HOCTHUKH yQJIOCh BEpU(PUIINPOBATH JUATrHO3 ¥ HA3HAYHUTH aKTyaJIbHOE
nederue. IIpoBei€HHBIC MEPOIPUSTHS TTO3BOJIMIIH POUTUTH JUTHTENIb-
HOCTb JXU3HHU NAaIUEHTA U YIYy4YLIUTh e€ KauecTBo.

COMATOTUIM N KOMNOHEHTHbIAN COCTAB TENA
OOLWKONbHUKOB

lN'ycapoBa C.B., BensieBa A.A.
HayuHbIn pykoBoauTensb:
A.M.H., npod. M.1O. ManakTnoHoBa

MckoBCkUI rocyaapCTBEHHbIN yHUBepcUTeT, [1ckoB
Knroyesble criosa: comamomur, 8emu, cocmas merna

Axmyanvnocmo. JI71s1 OEHKH (U3NYECKOTO pa3BUTHS JeTel Iie-
71ec000pa3HO MPUMEHEHNE HHANBHUILYaIbHO-THIIOIOTHYECKOTO TOJI-
X071a C OIIEHKOH KOMIIOHEHTOB Macchl Tena: kocTHoro (KK), mbrmey-
Horo (MK) u xuposoro (2KK).

I]env: aHamM3 OTHOCUTEIBHOTO COZEPKAHHS B OPTAHU3ME MBI-
IIEYHOMH, KOCTHOH U )KUPOBOH TKaHU B 3aBUCHMOCTH OT COMaTOTHIIA.

Mamepuanet u memoowr. O6cnenoBano 1547 nereit (817 manbuu-
koB 1 730 meBoYek) B Bo3pacte 3—7 JIET, MOCEIIAONINX AETCKHE 00-
pazoBarenbHble yupexxaenus I. [Ickosa, r. Benukue Jlyku u . IHo.
Omnpenenenue comarorumna nposegeHo no merony P.H. Jlopoxosa u
N.U. Baxpax B Mmomudukanun N.M. Bopormosa (2005). Comarorumn
OTIPEIEIISUTN 110 CYMME HOMEPOB «KOPUAOPOBY IIEHTUIIBHOM HIKANbL,
HOJIy9YEHHBIX JUISl JUTMHBI, MACCHI Tella, OKPY>KHOCTH TPYIHOH KIIETKH.

Peszynemamei: netn ObLIN IOAPA3IETECHBI HA TPU OCHOBHBIX CO-
MAaTHUYEeCKUX THMa: MUKpocoMHbI (MuC), mezocomuslii (MeC) u ma-
kpocomubIii (MaC). [To hopmynam Mareiiku moACYUTHIBAIHA a0COMIOT-
HYI0 Maccy KOCTHOM, MBIIIEYHOM U )KUPOBOW TKAHHU U OIIPENEIISUIN UX
OTHOIICHUE K Macce Tena. AHaIN3 COCTaBa Tejla MOKa3all, 9To y Mallb-
ynkoB nokazarenu KK Beime, gyem y nesouek (p < 0,001). YV neBouex
¢ MuC otnocurensHoe conepkanne KK camoe Bricokoe (19,049 +
0,123%; p < 0,05 ), cpenHue mokaszarenu y gomkonbHun ¢ MeC
(18,724 + 0,084%); camoe HU3KOE COJEep)KAHUE KOCTHOW TKaAHH —
y neBouek ¢ MaC (18,256 + 0,210%; p < 0,05). Y MaIpurKoB OTMeUe-
Ha aHaJOTHYHas 3aBUCHMOCTb IpoIieHTHOTO cofepxkanus KK ot co-
Marorumna aereit (19,953 + 0,076; 19,849 + 0,152; 19,660 + 0,189%
cootBeTcTBeHHO). [IponienTHOE comepxanne MK y nesouex ¢ MuC
(40,776 £ 0,190%) u MeC (42,109 £ 0,125%) BbILIE, YEM Yy MAJTBUH-
KOB JaHHBIX comaroTumoB (40,006 + 0,215%; p < 0,01 u 40,914 +
0,169%; p < 0,001 cooTBeTcTBEHHO); y Aeteif ¢ MaC pa3muumii B 3a-
BHUCHMOCTH OT I0JIa He BEIIBIEHO. BHyTpUrpynoBoit anamms mokasai,
YTO caMOe BBICOKOE COAEP)KaHUE MBIIICYHOH TKaHU y aeteil ¢ MaC,
camoe HHU3Koe — y nomkoiabHUKoB ¢ MuC (p < 0,001). AHanu3 naH-
HBIX COAEPKaHMS KUPOBOH TKaHN y 00CIETOBAHHBIX JOIIKOIEHUKOB
nokasai, yto y nesouek ¢ MeC (18,201 + 0,162%) u MaC (22,752 +
0,540%) conepxanne XK Boime, ueM y ManpankoB (17,594 + 0,114%;
p<0,01 120,98 +0,433%; p < 0,05 cooTBeTCTBEHHO); Yy Aeteit ¢ MuC
3aBHCHMOCTH OT I10JIa He BEIIBIIEHO. CaMoe BBICOKOE MPOLIEHTHOE CO-
nepxanue KK — y gomkonsHukoB ¢ MaC, camoe HU3Koe — Y Je-
tert ¢ MuC (15,875 +0,200% y manpurikoB u 16,183 £0,192% y ne-
Bouek; p < 0,001).

3akniouenue: KOMIIOHEHTHBIN COCTaB TeJa JOIIKOJIbHUKOB UMe-
€T 3aBHCHMOCTD OT ITOJIOBOIf ¥ KOHCTHTYIIMOHAIBHOI IPHHAUICKHO-
cTH peOEHKa. Y eBOYEK OOJIbIIee OTHOCUTEIFHOE CONEPKAHUE MBI-
IICYHOH 1 )KUPOBOH TKaHU; y MAIEYHKOB OOJIee BHIPAKEHO Pa3BUTHE
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KOCTHOTO KOMITOHEHTA, YTO omnpezessieT GopMupoBanue 6oiee Kper-
KOTO KOCTHOTO CKeJIeTa y»e B IOIIKOJILHOM Bo3pacte. Y nereit ¢ ma-
KPOCOMAaTOTHUIIOM HPEUMYIECTBEHHO Pa3BUTHI MBIIIEUHAs! U KHPO-
Basi TKaHb, y JIONMIKOJHHUKOB C MUKPOCOMATOTHIIOM 0oJiee BhIpaKeH
KOCTHBIM KOMITOHEHT.

®AKTOPbI PUCKA PA3BUTUA MOYEKAMEHHOW
BONE3HU

lN'ycea A.H., Npuropaw O.C.
Hay4HbIn pykoBoguTensb: K.M.H. E.E. NMpocoBa

CapaTtoBckuin rocygapCcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
mm. B.W. PasymoBckoro MuHsgpaea Poccum, CapaToB

Knouesnbie criosa: demu, MoyekaMeHHas 60/1e3Hb,
OuasHocmuka

Axmyanornocms. ModexkamenHas 6os1e3ubp (MKB) — xponuue-
cKoe 3a00JIeBaHHe, XapaKTepHu3yoleecss 00pa3oBaHHEM B MOYEBOIl
crcTeMe KOHKPEMEHTOB (YpOJINTHA3) U3 CONEBBIX M OPraHNYECKUX
COeJMHEHMI MOYH, BOSHHKAIOIIUX Ha ()OHE OOMEHHBIX HapyLIEHHMIT
B OpraHM3Me /MM MoueBoi cucreme. CapaTroBckast o0sacTh SIBIIS-
etcs sHAeMuuHOH 1o pa3sutuio MKb. 3a nocnennue 10 et ormeua-
eTcs yBennuenue 3adoneBaemoct MKbB Gosee yem Ha 15% u Ten-
JIEHIWA K paHHel MaHudecTamy 3a001eBaHNs, B TOM YHCIIE CIIy9an
MKGB peructpupoBanucs y neTei 10 roga.

Lenv: onpenenuts pakTops! prucka popmuposanust MKB y nereii.

Mamepuansl u memooul. I'pynity HaOMIOIEHUS COCTaBUIN 35 ne-
Teii B Bo3pacte 3—16 ner ¢ MKB. IIpoBoaunock kinHnueckoe Hadmo-
neHne OOJBbHBIX, U3y4eHHe JaHHbIX 0 HUX 1o ¢popme Ne 003/y «Menu-
IIMHCKasl KapTa CTallMOHAPHOTO OOJNIBHOTOY» C BBIACIICHUEM KPUTEPUEB
reHeaJorMIeckoro aHaMHe3a, JJaAbOPaTOPHBIX M MHCTPYMEHTAIBHBIX
JIaHHBIX 00cne0Banus ¢ (pHKcanuel o crennaan3upoBaHHON aHKeTe.

Pezynomamer. AHaNMN3 MOTYYEHHBIX JAHHBIX BBISBIII CIIEIYIO-
mue 3akoHoMepHocTH: y 40% nereit ¢ MKB umeercs nacinencTeH-
Hasl IpePacloiioKeHHOCTh, HAJIMYMe B aHaMHe3e y OnmKaiimx pos-
CTBEHHHKOB (haKTOPOB pUCKa pa3BHUTHs ypornurtrasa. [Ipu stom y 50%
OOJIBHBIX ONPEeICHBl PA3IMYHbIC IIepUHATaIbHbIE (HAKTOPBI, KOTO-
Ppble MOIIIH OBITh (paKTOpaMH PHCKa MO (hOPMUPOBAHUIO KOHKPEMEHTOB
MOYH: TOKCUKO3 O€PEMEHHBIX, BUPYCOHOCHTENBCTBO, TPHEM HEKOTO-
PBIX JIEKapCTBEHHBIX IIPENaparoB, a TAK)XKE BPEIHbBIC IPUBBIYKA POJIH-
Tenel (KypeHue, ankorons). [1o naHHeIM TabopaTtopHOTO 00CIen0Ba-
Hus y 70% 6onbabix MKDB BeIsiBIIeHA 3HaunMas okcanypust. [Ipuém
JIEKapCTBEHHBIX MPENapaToB, CHOCOOHBIX CTUMYIHPOBATh KaMHeoOpa-
30BaHue, BbisiBieH y 1/3 nanuentoB ¢ MKB, npuuém y 33% GoapHbIX
MKGB BrIsBIeHA HHMEKIUS MOUEBOH CUCTEMBI. TsDKENbIe CHCTEMHEIE
3aboneBanus, korga MKB BXoauT B cTpyKTYpy OCHOBHOH MaTOIOTHH,
ObUTH BBIABIICHBI Y 10% meTeid.

3axnrouenue. 3Ha9MMBIME (pakTOpaMu pucka GOPMHUPOBAHUS
MKSB y gereii sBIsiIOTCS HACIEICTBEHHAs MPEIPACIIONOKEHHOCTb,
IaToJIorusl OepeMEHHOCTH, HepallMOHAIBHOE HCIIOIB30BaHHUE JIEKap-
CTBEHHBIX MPENapaToB. DTH (aKTOPHI CIEAYET yIUTHIBAT IIPH COCTAB-
JICHUH TIPOTrpaMMBbI IPO(DHIIAKTHKH | JICUSHUS yPOIIUTHA3A Y IETeH.

NMPUMEHEHUE AHATIOTA TOHAOONMUBEPUHA
Y PEBEHKA C NPEXXOEBPEMEHHbIM NONOBbLIM
PA3BUTUEM

lN'ycenHoBa J1.P.
Hay4HbI pykoBoguUTeNb: K.M.H.,
poueHT T.H. UBaHOBCKas

Poccuincknin HaumMoHanbHbI MEAULMHCKUIA YHUBEPCUTET
um. H.WU. MNMuporosa Munsgpasa Poccun, Mocksa

Knouesnie criosa: demu, nonogoe passumue, rie4HeHue

Axmyanvrocms. IpexaeBpemenHoe moaoBoe paszputue (I1I1P)
LEHTPAJILHOTO T'eHe3a — penkasi (popMa MaToJIO0THH, BIBIIEMas C
gactoToit 1-5 cirygaes Ha 10 ThIC. meTeil. OcBeTOMIEHHOCTh Bpaveit
0 JaHHOU OONIe3HH U €€ paHHSSA IUArHOCTHKA UTPAIOT BaXKHYIO POJIb
B 3 PEKTUBHOCTH JICUCHHS.

Onucanue KJIHHHYeCKOro ciayd4asi. [Tarmentka B. Opima mpo-
KOHCYJIBTUPOBaHa F'MHEKoI0roM B Mapte 2022 1. B 8 JIeT B CBA3U C TEM,
9TO ¢ 7 JIeT OBUIH OTMEYEHB! yBEINICHNE MOJIOYHBIX JKEIIE3, TOI0BOE
OBOJIOCEHEHHE, a Takxe MeHapxe. Poct pedénka coctasinsin 148 cwM,
Bec 54 kT, mHAEKC Macchl Tena 25,1. JleBouka ObLIa TOCIUTATU3UPO-
BaHa B Mapte 3Toro xe roxa B P/IKb ans manpHeiimero obcnenosa-
HUSI U TIOCTAHOBKH AxarHo3a. [1py aHaimmu3e ropMoHaiIbHOTO mpodu-
7151 OBIJTO BBISIBIICHO 3HAYUTENHFHOE YBEIMUCHUE COACPKAHUS B KPOBH
JIOTeNHU3Upytomero ropmona (4,23 ME/x), Gomnukynoctumymupyto-
mero ropmona (6,3 ME/m), acrpanuona (324,43 nmons/n). Ilo nan-
HbIM Y3U opraHoB Masnoro taza — Marka U SIMYHUKH COOTBETCTBYIOT
pa3Mepam mmyGepratHoro neproza. [1pu npoBeneHny peHTreHorpadun
KHCTH — KOcTHBIHA Bo3pacT 11 net. Ha Y3U MonouHbIX xené3 — Ha-
yano ux popmuposanus. [1o qanasiM MPT roj0BHOr0 MO3ra BbISIB-
JieHa MUKpoaneHoMma runodusa. [TonoBoe pazsutue coorBerctyer 111
craguu 1o Tannepy (Ma3.P2.A2x.Me). IlocTaBieH quarHos: npex-
JIEBPEMEHHOE TI0JIOBOE Pa3BUTHE LEHTPAIBLHOTO NIPOUCXOXKACHUS.
Bbina Ha3HaueHa Tepamnus aHaJloroM TOHAJ0IMOepHHA TPUMTOPENH-
HoM (mudepenun) B 1o3e 3,75 Mxr 1 pa3 B 28 nHel cpokoM He MeHee
18-24 mec. Yepes monroaa manueHTKa MOCTYIHIA B THHEKOJIOTHYE-
CKO€ OTJeJICHHE JUIsl TPOBE/ICHNST KOHTPOJILHOTO 00cieoBanus. boi-
JIM OTMEYEHBI OTCYTCTBHE IIPOTPECCHPOBAHMUS TIOJIOBOTO PA3BUTHS H
KOCTHOT'O BO3pAcTa I10 IJaHHbIM PEHTreHOrpaduu KucTel pyk. Pazme-
PBI MaTKH ¥ SMYHUKOB 3HAYUTENIFHO YMEHBIIMINCE. [ OpMOHAIBHBII
poGUIb COOTBETCTBYET AOMyOEPTATHBIM 3HAYEHUSAM: COJCPKAHHE B
KPOBH JIIOTenHM3upYroiiero ropmona — 0,27ME/n, pomukynoctu-
Mynmupytorero ropmona —1,74 ME/n, actpagrona — 36,74 MoJIb/11.

3aknouenue. YUuTbiBas perpecc 3a00jeBaHus, HYKHO OTMe-
TUTH 3()PEKTUBHOCTD JICUCHHS NPEKIAEBPEMEHHOTO II0JIOBOTO pa3-
BUTHS TuepenHoM.

COYETAHHASA ®OPMA NMPOKCUMAIIbHON
rmnocnAaumn

HOaeneTtwuHa NWU., Kynyosa A1.0.
HayuHbIV pykoBogUTENb: K.M.H.,
poueHT A.K. 3akupoB

KasaHckui rocygapcTBeHHbIN MEOULMHCKUIA YHUBEPCUTET
MwuH3sgpasa Poccuun, KaszaHb

Knrouesnbie criosa: 0emu, aurnocrnadusi, duazHocmuka

Axmyanvrocme. I'nmocniagust — 3To AeEKT 3aKPBITHS YPETPHI
MOJIOBOTO 4JIeHa, KOTOPBIN BeTpedaercs mpumepHo y 1/150 manbuu-
KOB. 3a mocienHee JIecATHIIeTHE YacToTa THIOCHaIUy 3HAYUTEIhb-
Ho Bo3pocia. 1o 30% ciydaeB rUmocnaguy MOTYT ObITh CBSI3aHBI CO
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cre(pUICCKUMU TeHHBIMU MYyTaIMAMH (T€H PEenTopa aHIpOreHa),
ocrtaibHbie 70% citydaeB — HEU3BECTHOH dTHONOTHH. YacTo BeTpe-
yaeTcs JUcTalbHas runocnanus (mpumepHo B 70% ciyyae). IIpox-
CHUMaJIbHAs THIIOCTIA NS MHOTUMH XUPYPraMHU PacCMaTpUBacTCsl Kak
Tsokénas Gopma — Ha Heé npuxoauTcs okono 10% ciydaes. ['umo-
CIIaJIMIO B COYETAHUH C JPYTUMHU BPOXKAEHHBIMU aHOMAIMSIMH MOYe-
TIOJIOBO CUCTEMBI (KPHIITOPXH3M, PACHICIUIEHHAS MOIIIOHKA) MOYXKHO
061)6}1]/]HPIT]> B CUMIITOM Hel'lO.]'lHOﬁ MaCKyJ'lI/lHPI3aL[I/II/I.

Onucanue KIMHUYeCcKOro ciayudas. [Tanuent A., 4 roga, no-
CTYIHJ B YPOJIOTHYECKOE OT/ENICHHE C jkao0aMH Ha MOYEHUCITyCKa-
HUE U3 OTBEPCTHs B 00JIaCTH MOIIOHKH. 113 aHaMHe3a H3BECTHO, YTO
pe6&HoK oT 3-if GepeMEeHHOCTH, MPOTEKAaBIICH Ha (JOHE THIIOTHPEO-
3a y Marepu, 3-X poloB. B poajome BbICTaBIeH AMArHO3: THIIOCTIA-
JTIVst, MOILIOHOYHAs (hopMa, TBYCTOPOHHMI KpUNTOPXH3M. B Bo3pacte
3 Mec KOHCYIBTUPOBAH YPOJIOTOM M SHIOKPHUHOJIOIOM, OblLIa PEKOMEH-
JIOBaHa KOHCYJIBTAIIHs TCHETHKA C OTPEICIICHIEM KapHoTHIa PeOEH-
Ka. [1o3xe peOEHOK KOHCYIBTHPOBAH TEHETHKOM C IIEJIbI0 YTOUHEHUS
MOJIOBOM NpUHAMIIEKHOCTH: Kapuotun 46,XY, myxckoid. [To cemeii-
HBIM O0CTOSATENIECTBAM IIEPBOE XUPYPIUIECKOE BMEIIATEIBCTBO OBI-
710 IpoBezieHo B Bo3pacTte 3 rona. [loouepénHo ¢ uHTEpBaIOoM 6 Mec
OBLTH BBITIONHEHBI ONIEPAaTUBHBIC BMEIIATEIBCTRA 0 [TOBOIY OpIOII-
HOMW peTEeHIIMHU SUYEK CIIPaBa U cjieBa ¢ (pUKcaIieil uX B aXOBOU 00-
nactu. Yepes 6 Mec 1ocie ornepariBHOTO BMEIIATENILCTBA BBITIOIHE-
HO Y3MU simdex, rae BBIBICHO PacONoKeHHE SIMIEK B TAXOBBIX KaHa-
Jax ¢ IByX CTOpoH. Ha BTOpoM 3Tare BBINOIHEHBI MOCIEI0BaTeIbHBIC
opxurnekcun 1o COKOJIOBY ¢ 00€UX CTOPOH ¢ (hUKcarueld B MOIIIOHKE.
Jlns ymydiieHust pe3ynbTaToB IPOBOAMIACH TOPMOHAJIbHAS Tepanus
XOPUOHUYCCKUM TOHAJIOTPOITHHOM YEJIOBEKA MEKITY OTIEPATHBHBIMU
BMEIIATEIbCTBAMY 10 TTOBOAY KpUOTOpXH3Ma. B HacTosmee Bpems
peOEHKY HauaTa KOPPEKLUsI TMIOCIAINY — BBIIOJHEHO BBINIPIMIIE-
HHEM TOJIOBOTO WICHA.

3aknouenue. CylmecTByeT METOANKH, TO3BOJISIONINE BBITOJ-
HATH JICYCHHE OPIONIHOTO KPHUIITOPXU3MA U MPOKCHMAIBHBIX GopM
THIIOCTIAZINY C XOPOLINMH PE3yIbTaTaMH U C MEHBIINM YHCIIOM 3Ta-
noB. OJJHaKO OTCYTCTBHE €MHOTO MOAXOAA B JIEUESHUH THUITOCTIAIUH
B HEKOTOPBIX CITy4asix YIJIUHAET Jedenue. Heobxoanmo mpociaeauts
KaTaMHe3 JaHHOTO MAalUeHTa st ONpe/IeJIeHHs ONTUMAaIEHOCTH BbI-
OpaHHOI TAKTUKHU U PE3yJIBTATOB JICUCHHS.

* ok ok

CUHAPOM MYKO3NMUTENUANBLHOW OUCNINA3UU
Y NAUMEHTA PAHHEIO BO3PACTA

OenoBa WU.P., JlutBnH H.A., AxaxuHa A.A.,
LLlameHkoBa A.A.

Hayu4HbIN pykoBOogUTENb: K.M.H.,

poueHT O.U. N'ymeHoK

CapaTtoBCKuii rocyAapCTBEHHbIN MEAULIMHCKUIN YHUBEPCUTET
um. B.W. PasymoBckoro Munagpasa Poccun, CapatoB

Knrouesnie criosa: demu, MyKoanumenuarnbHas Oucrnnasus,
OuazHocmuka

Axmyanvrnocms. HacnencTBeHHas! MyKO3ITUTETHANbHAS TUCILIA-
3ug (HM/I) — peaxuii ayToCOMHO-TOMMHAHTHBII T'€HOIEpPMATO3, Xa-
PaKTepPHU3YIOIUICS NeOI0TOM B MIIaJeHYECTBE TaHATHTENINAIBHOTO Jie-
(bexTa, MOPaXKAIOIIETO CIM3UCTBIE 00OIOUKH IOJIOCTH PTa, HOCA, KOHB-
IOHKTHBBI, IPOMEXKHOCTH, YPETPbI K MOYEBOTO Iy3bIpst. Y Mal[eHTOB
pa3BHBAIOTCS KaTapakTa, CIENOTa, HepyOI[oBas aJoNenys, ICopHa-
30110/100HbIE TOPAXKEHHS TPOMEXHOCTH M (OJUTMKYIISIPHBIH KepaTo3.
CuHIIpoM accolMMpoBaH ¢ MyTauusiMu B rene SREBF1. Ha cerognsi-
HUI IeHb onucanbl 20 ceMeHbIX WK criopannyeckux crygyaeB HM/I.

Onucanue KIMHUYeCKOro cay4vast. [Tarwent U., 2 roxa. Poaui-
sl HeJOHOIIEHHBIM Ha 29-i1 Henene rerammu (Amrap 5/6/6), macca Te-

na 1320 1, yinHa Tena 36 ¢M), OT 2-i NaToJOTrHYeCKH MPOTEKaBIICH
OepeMeHHOCTH JBOifHEH (Ha GoHEe yrpo3sl MPephIBaHUs, KPOBOTEUE-
Hus ¢ 11-i mo 19-10 Hexenro, BTopoit mioa 3amepiuuii). C poxaeHus
Habronaicst ¢ OpOHXOIErOYHON HCIUIa3Kel, YaCTHIMU THEBMOHUS-
MU, MHO)KECTBEHHBIMH TeMaHTHOMaMH. PeOEHOK coCcTOUT Ha yuére y
HEBPOJIOTa ¢ NOCIEACTBUSIMHU [IEPUHATAIIEHOTO TUIIOKCUYECKOTO MO~
paxenus [THC u y Hedpoora — ¢ 1eBOCTOPOHHEH MUEII0IKTAZUCH.
[Ipu ocMoTpe obparuaior Ha cedst BHUMaHue Anddy3Has agonerws,
JUTMHHBIE BBIOIINECS PECHHUIBI, OTTOIIBIPEHHBIE YIIIN, BOPOHKOOOpPa3-
Has TpyAHas KJIETKa, CIab0CTh MyMOYHOTO KOJbLA, JIUHHBIE Mallb-
Il CTOIIB, TPe3yOell, YbHapHas MONTUIAKTHINS CIIeBa, TeMaHTHOMBI
JIEBOH JIOKTEBOH 00IAaCTH M MPaBOH STOAMLIBI, BaJbrycHast Aedopma-
s crorl. [Ipy MoIHOM CeKBEHHPOBAHUM BBISBIICH NTATOTCHHBIN Ba-
puanT rera SREBF 1 u iporpeccupytomniast occupuimpyomas Gpuopo-
nuctnasusg — rereposurora ACVRI. [lpu cexBenuposanuu o Cas-
repy MyTaiuu B reHe SREBF1 n ACVRI nonTBepXIeHBl y IpobaHIa
u ero otua. [IpoBoquIocs Xupyprudeckoe Je4eHne: HCCeUeHUE Te-
MaHTHOM U JJ0OABOYHOTO Hajblia (IaTOTMCTOIOTHYECKOE 3aKIIoye-
HHE: PParMeHT KOXKXH OOBITHOTO TUCTOJIOTHIECKOTO CTPOCHHUS). Y UH-
ThIBas OTATONMIEHHBIN TeHEATOrMIECKHii aHaMHe3 (1100aBOYHBIN Masiell
y Aezia 10 OTLOBCKOH JIMHUH, CITydad CMEPTH JIeTel B paHHEM Bo3pac-
T€), pe3y/IbTaThl TEHETHUECKOTO HCCIIEJOBAHNSA, HATMYKNE B aHAMHE3e
OPOHXONIETOYHOM TUCIIIA3HH, TNET0IKTA3HN, MHOXXECTBEHHBIX TeMaH-
THOM, KOJKHOTO JI0OBecKa, BbIcTaBieH auarHo3: HM/I. Yrpoxaem no
Pa3BUTHIO IPOTPECCHUPYIONIEH occudpumpyromeil GpuoponucIasum.

3aknioyenue. B TaHHOM KIMHIHYECKOM CITydae Y MaJIBIHKa JIHa-
THOCTHPOBAaHBI CHMITOMBI, XapaktepHsie 1t HM/I: nubdy3nas ano-
nenyst, OpOHXONEroYHas AUCIUIA3HS, PELHUBUPYIOIIIE THEBMOHUH.
Omnucanue KIMHAYECKUX CITydaeB JOMOIHIET NMEIONINECs CBEACHUS
0 PEIKUX TeHEeTHYECKHX CHHAPOMAX.

JIEYEHWE HEKPOTU3WUPYIOLLIEIO
SQHTEPOKOINUTA Y HEQOHOLUEHHOIO
HOBOPOXOEHHOIO C BPOXXOEHHbLIM MOPOKOM
CEPOLA

DembsiHeHko A.HO.
Hay4HbIn pykoBoguTenb:
K.M.H., goueHT B.C. LUymuxuH

Poccuincknin HaumoHanbHbIN UCCreaoBaTeNnbCKUn
MeauumuHCkuin yHusepeuteT um. H.W. MNMuporoea MuHsapasa
Poccun, Mockea

Kntoyesble crioga: HOBOPOXOEHHbIE demu,
HeKkpomu3upytowuti 3HMepoKoum, fieyeHue

Axmyanvnocme. [IpencraBies KIMHUUECKU CiTyyail TedeHus He-
kpotmsupytoero suTepokonuta (HOK) B cramuu I1IA Ha doHe T4-
ské€moro BpoxEHHOTO mopoka cepana (BIIC).

Onucanue KIMHNYecKoro ciayyas. [Tammentka T. B 1-e cyTku
MM3HU [IOCTYIIMJIA HA JICUCHUE B CBA3U C AHTEHATAIbHO BBISIBICHHBIM
BIIC. Ha Ox0oKI" auarHoCcTHpOBaHBI TPAHCIIO3HIIUS MaruCTPaIbHBIX
apTepHii, HEPECTPUKTUBHBIHN Ae(eKT MeKIpeICepIHOM EPErOpOIKU
U KPYIHBII 00IHit apTeprabHEIH MpoToK. Ha 3-u cyTku ®u3HH 10-
SIBUITHCH CPBITUBAHMSA, 3aCTOIHOE OTAENSEMOE 10 HA30racTPaIbHOMY
30H/Y, MOJAB3YThIN )kUBOT. KitHuvyecku u no nanueiM Y3U nocras-
nen quarao3: HOK 1Ib crapun. M3-3a pa3BuTHS KIMHUKO-PEHTTEHO-
JIOTHYECKON KapTHHBI MEXaHUYCCKON KHIIEYHON HENPOXOAUMOCTU
(cramus IITIA) nmpoBeneHO onepaTHBHOE BMEMIATENBECTBO, BO BpeMs
KOTOPOT'O BBITOTHEHbI PE3EKIMUS yJaCTKa KUIIKH U BBIBEJCHHE pa3-
JIeJIbHOM ui1eocToMbl. Yepes 3 cyT nocie onepanyy B CBSI3H € TsKe-
CTBIO COCTOSTHHS ObLTa IIPOBe/eHa MamaTuBHas koppekmus BIIC —
BBINOJIHEHHE CUCTEMHO-JIETOYHOI0 aHaCTOMO3a U CYKeHHE JIETOUHOH
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apTepuu. B mocienyromnemM oTMe4anoch pacxoxaeHue Kpaés nocneo-
MIeparioHHON paHbI Ha NepegHell OPIOIIHOM CTeHKe, HECOCTOSTeIb-
HOCTh MJIEOCTOMBL. BhInonHeHa peBu3us OpIOIIHOI MOI0CTH, HAJlOo-
JKECHUE UIICO-TPAHCBEP30CTOMBI. [lalieHTKe IIaHUPOBAIOCH BBIIOJN-
HEHHE BTOPOTO 3Tara KOpPeKIUH MOpoKa CepAIia — apTepHantbHOTO
HepeKIoYeH s yepe3 1 Hex, ¥ ieBouKa OblIa BEIMCAHA M3 CTAallMOHA-
pa. Ha cnenyrommii 1eHb TTOCIIe BBIICKH COCTOSIHHE PeOEHKA yXyI-
IIUJIOCH U MTOTpeboBaslach IKCTPEHHAs TOBTOPHAS TOCIHUTAIH3ALHS.
YuuThIBas BEIpaXKECHHBIE ABJICHUS 3aCTOMHOMN CEpeUHON HEA0CTAaTO-
HOCTH, OblIa MpOBEAEHA paJuKanbHas KOPPEKIHs MOpoKa cep/ua B
JIeHb TocTyIuieHus. [I0CKOIbKy n3-3a TSXKEIOro COCTOSTHUS peOEHKa
HE MIPE/ICTABISUIOCH BOSMOJKHBIM 3aKPBITHE CTOM PaHbIIE, B BO3pac-
Te § MeC IIPOU3BEACHO HAJIOKEHUE IPSMOI0 MIIC0-CUTMOAHACTOMO3a.
Maccax T0 KUIIEYHHKY BOCCTAHOBHUIICS HA 4-€ CYTKH IIOCIIE OIepaIyy,
9HTEpaJbHOE KOpMJICHHE BO30OHOBIICHO Ha 6-¢ cyTKu. Uepes 2 Hen
ocJIe onepanuy peGEHOK B yIOBIETBOPUTEIHLHOM COCTOSHHH BBIITH-
caH ioMoii. B HacTosmee Bpemst peOEHOK HabMromaeTcsi aMOyIaToOpHO.

3axntouenue. Bpoxxi€HHBIE TIOPOKH CEPALA SIBIAIOTCS (HaKTOPOM
pucka pazsutus HOK y HoBopoxxnéHHbIX. VX Hanmmdue TpeOyer yuéra
IpH POBEACHHUH JIeUeOHO-TMarHOCTUUSCKUX MEPONPUSTHiA. Pe3yb-
Tat steueHuss HOK 3aBuCHUT Kak OT paHHEH TUArHOCTUKH, TaK U OT CO-
Iy TCTBYIOIIUX 3a00I€BaHUM.

NEPUHATAIbHbIE UCXO[Obl NPU TA30BbIX
NPEANEXAHUAX NMNOAA

EropoB E.A., Anekcangposa A.A., LLapadynuHa P.B.
HayuHbIn pykoBoguTENb: A.M.H.,
npodc. M.1O. NanakTnoHoBa

MckoBckuI rocyaapCTBEHHbIN yHUBEpcuTeT, [ckoB

Kniouesbie criosa: meyeHue bepemeHHocmu, rsiod, ma3osble
npednexaHusi

Axmyanvnocmy. B pereHHn BOIPOCOB CHIDKEHHS EpHHATATb-
HOI1 3a00J1€BaEMOCTH U CMEPTHOCTH 0C000€ 3HAYEHNE UMEIOT PaHHSIS
JTMaTHOCTHKA OCJIOKHEHHH I'eCTAallMOHHOTO IIpolecca, IPOrHO3UPOBa-
HHE ¥ BBIOOp pallMOHATIBHON TAaKTHKHU BEICHNS OEPEMEHHOCTH H PO-
JIOB Y JKSHILMH TPYIIIBI BEICOKOTO PUCKA.

L]env: onpenenuTb 0COOCHHOCTH TEUEHHUsI OEPEMEHHOCTH, PO-
JIOB U TI€PUHATATIBbHBIX UCXOJ0B IIPU TA30BBIX MPEIEkKAHUAX IIOAA.

Mamepuanet u memoour. IIpoBeI€H peTPOCTIEKTHBHEBIH aHAIN3
60 uctopmii pofoB U3 MEPUHATAIBHOTO HeHTpa. OCHOBHYIO TPYIITy
coctaBuwiu 30 nereit, poaUBIINXCS B Ta30BOM IpeUICKAHUM, TPYII-
my cpaBHeHUsT — 30 MiIafeHneB, POX/IEHHBIX B TOJOBHOM Mpejiie-
xanun. CraTucTuieckas 06paboTka MPOBOIMIACE IPH TTOMOIIH TIPO-
rpaMMmel «Statistica 6.0».

Pezynomamer. CpeqHuil Bo3pacT >KEHIIUH CYI[ECTBEHHO
He pasnuuaincs u cocraBun 28,4 + 1,5 rona, B rpynne cpaBHEHUs
27,1 + 1,05 roma (p > 0,05). bepemenHoCTh ObITa IEpBOI Y 40% >KeH-
LIMH OCHOBHOM rpynibl U 51% *eHIUH rPyIIbl CpaBHEHHs], TIOBTOP-
HOH — y 60 11 49% cootBeTcTBeHHO. [IpN M3ydeHNN aHAMHE3a KU3HH
CaMbIMH 4aCThIMHU OBLIH XaJI00BI HA 3200/1€BaHHS XKEITyI0YHO-KHILIEY-
HOTro TpakTa (6,6%), muonuro (13,3%), mueronedpur (6,6%). Axy-
mepckuit anamue3 y 33,3% >KeHIIMH OCHOBHOM IPYTITIEI ObLT OTSTOMIEH
apTidUIMATBEHBEIMU a0opTamH, y 26,6% — caMOIpPOU3BOILHBIMHU BbI-
kuppimamy. Onepanust kecapeBa cedeHns Oblia BhIToaHeHa y 93,3%
JKEHILMH OCHOBHOI Ipynnbl Uy 16,6% MalMeHTOK TPyl CPaBHEHUS
(» <0,01). B obenx rpymmax poxmiocs no 30 nereit. Cpennsist Mac-
ca Tena JieTel )KeHITMH OCHOBHOM Tpymsl coctaBmia 3110 +432 1, B
rpynne cpaBHeHus — 3430 + 411 1, cpennss aiuna Tena — 52,3 £2,8
1 52,9 £ 2.3 cM cOOTBETCTBEHHO. PoXk/IeHre KpYITHOTO IIII0/1a B OCHOB-
HOU rpymme Habmoaanock B 3 pasa pexe (3,3% npotus 10% B rpymme

cpaBHeHus). OcI0XKHEHUS] HEOHATaIbHOTO IIEPHUO/ia Yallle BBIBILUIUCH
y MIIQJICHIIEB JKSHIINH OCHOBHOU rpymmsl — 43,3% mpotus 23,3%
(p<0,05). Y 43,3% pereii >keHIIMH OCHOBHOM rpymisl U 16,7% rpyn-
IIBI CpPaBHEHHMS! TUarHOCTHPOBAJIH THIIOKCHYECKH-HIIEMHIYEeCKOe TTopa-
JKeHue rosioBHoro mosra (p < 0,05). 3agepkka pocra mioaa (3PII) B
2 pa3sa yarie ObUIa BbIsSIBIICHa B OCHOBHOM rpytne (20% npotus 10%),
npeBanuposai runorpoduaeckuii Bapuant 3PII (13,3%; p < 0,05). Ha
BTOPOH 3Tall BBIXQ)XKHUBaHUS NepeBeaeHb! 23,3% HOBOPOXKAEHHBIX OT
JKEHIIMH OCHOBHOU rpymnmsl U 10% — rpynnsl cpaBHEHHUS.
3axnouenue. TedeHne 6epeMEHHOCTH U POIOB Y KEHIIUH C Ta30-
BBIM IIpeJUICKaHUEM IUI0/Ia HOCST OCIOKHEHHBIN XapakTep, a poKAEH-
HBIE JIETH ABIIIOTCS TPYHIIOH BHICOKOTO PHCKA IO THITIOKCHYECKU-HIIIe-
MHYECKOMY MTOBPEXICHHUIO FOJIOBHOTO MO3Ta, IOATOMY HEOOXOIMMO
MIPOBOJUTH KOMILIEKC MPO(PUIAKTHIECKIX MEPOTIPHUATHIA ¢ OepeMeH-
HBIMH KEHIIWHAMH, POXKEHUI[AMU U HOBOPOXKIEHHBIMU JIETBMH TI0
NpopIITaKTHKE MOPaXKEHNH IEHTPaIbHOI HEpBHON CHCTEMBI peOEHKa.

ANOPDEPEHUMATNBHAA OUATHOCTUKA
OBbEMHbIX OBPA30OBAHMWA CEPALA

EropoBa A.W., Tynynosa C.A.
Hay4HbI pykoBoguUTenb:
K.M.H., poueHT J1.E. JlapuHa

Poccuricknin HaumoHanbHbIN ccrneaoBaTenbCKUi
MeauumHckun yHnsepeutet um. H.W. Nuporosa MunH3gpasa
Poccunmn, Mocksa

Knrouesnie cniosa: demu, 06bEMHbIE 0bpa3osaHus cepdya,
OuasHocmuka

Axmyanvuocms. O6bEMHBIE 00pa30BaHUs ceplla — 3TO OYarH,
3aHUMAIOLIME MPOCTPAHCTBO BHYTPU IOJIOCTEH cepalia Win Mpuie-
raromye k nepukapay. K Hum otHOCAT TPOMOEL, Beretanuu, 1oOpoka-
YECTBEHHbIE M 37I0KaUECTBEHHBIE OITyXOJIH, METacTa3bl. B GonbIIH-
CTBE CIIyJaeB ANArHOCTHKA OCHOBAaHA HA JJAHHBIX 3XOKapauorpadun
(Ox0KT'), mis OKOHYATENBHOTO AMAarHo3a HeoOxoauma OHOTICHS 00-
pa3oBaHus.

Onucanue KIMHAYECKOro ciaydas. Mamsauk B. 3 mec ¢ poxae-
HHS HaOMIOMaeTcs y KapJMoIora ¢ BpOXKAEHHBIM OPOKOM CepALia: JBa
MEXIpencepaHbIx coobmenns 3,8 u 1,7 MM ¢ JIeBO-IIpaBBIM COpo-
com. ['emognnamudeckas gpynkuus He Hapymena. C 27.08.2022 mo
02.09.2022 nepenéc COVID-19, Bupyc uneHTHGHINPOBAH, JINXO-
pamun 3 mas. OxoKI ot 15.09.2022: B mpoeKIuH OTHOH U3 CTBOPOK
JEroYHOro KiarnaHa oOHapy»XeHO MMIEePIXOreHHOE MAJIOO/BIKHOE
BKJIIOYEHHE OKPYIIoi Gopmbl pazmepoM 3,4 X 3,3 MM H OTKpBITOE
OBaJIbHOE OKHO 1,3 MM ¢ nieBo-mipaBbM cOpocoM. loctasnen B MJII'Kb
¢ nuarHozoM: OCTpHIi SHIOKapANT HeyTOUHEHHBIH. JlabopaTopHo:
0e3 BOCHaNUTENBHBIX H3MEHEHHUH, TIOCEBHI POCTa HE Jai, aidbda-de-
tornporend — 147,39 ME/mn. OKI': cunycosas taxukapaus (UCC
150 yn/mMuH), 3aMeUIeHne BHYTPUOXKEITYJOUYKOBOH ITPOBOJUMOCTH MO
npaBoii HoxKke my4ka ['nca. OxoKI': okpyriioe runepaIxoreHHoe obpa-
30BaHHE YMEPEHHO MOIBIKHOCTH B IPOESKINH (HOPO3HOTO KOJIbIa
MyIbMOHAIIBHOTO KJamaHa 03 3HaYMMBbIX HapymeHui QyHKIun Kia-
MaHa; OTKPBITOE OBAIBHOE OKHO, d = 2,5 MM C HE3HAUUTEJILHBIM JIe-
BO-TIpaBBIM cOpocoM. ['mneprpodun muokapna uet. Cucronnieckas
U JHACTOJIMYCCKas (byHKLII/II/I JIEBOI'O JKEJIyNO4YKa HE HAapyIICHBI. Pe-
OEHOK KOHCYJIBTHPOBAH I'eMaTOJIOTOM: IIOKa3aH!s K HA3HAUYCHUIO aH-
TUKOAryJIIHTHOM TE€PallMM HE BBIABIECHBI. B HacTOAIMI MOMEHT re-
He3 00pa3oBaHUs MyJIbMOHAIBHOTO KJlallaHA HEM3BECTEH. 3a BpeMs
HaOJTIONEHNs CaMOTyBCTBHE PeOEHKA HE CTPafano. Y UUTHIBAs OTCYT-
CTBHE TeMOJMHAMHYECKUX HapyIICHUH B X0/ie MPOBEIEHHOTO 00ce-
JIOBAaHMS B HACTOSIINI MOMEHT ITIOKa3aHUH K SKCTPEHHOMY OIIepaTHB-
HOMY BMeLIaTeNbCTBY HEeT. IH(QEKINOHHBIN 3HAOKapAUT UCKIIIOYEH,
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JIAHHBIX 32 KOAryJIONaTHIO He BBIIBICHO, peOEHOK BBIMMCAH MO Ha-
OMIOZIeHNE TI0 MECTY JKUTEIIbCTBA.

3axnouenue. B 1TaHHOM KIMHHYECKOM Clyyae OECCHMIITOMHOE
o0pa3oBaHHe JErOYHOro KJlaraHa OblIO AUarHOCTUPOBAHO Onarona-
ps OxoKI. Tpebyercs HaOmoneHne B KaTaMHE3€ U BepHUPHUKAILIIH
JIMarHo3a.

k %k k

CINYYA NYNEBOIO PAHEHWUS PEBEHKA —
WHOPOAHOE TEJIO NPABOIO JIEFKOIO

EnbkoBa 1.A.
Hay4HbIn pykoBoguTens: O.M.H., npod. H0.B. TeH

AnTanckuin rocygapcTBeHHbIN MEAULMHCKUA YHUBEPCUTET
MuHsgpasa Poccuun, BapHayn

Knrouesnie criosa: uHopodHoe mero, demu, Xupypau4eckoe
nedyeHue

Axmyanvnocmes. IlpencraBieH KIMHUYECKUH ciydail penko
BCTPEYAIOIIEr0oCs CPEAX MUPHOTO HACENEHHsI, 0COOCHHO y AeTeH,
MyJIEBOTO PAHEHHUS.

Onucanue KIMHUYECKOro ciaydas. JleBouka, 2 roga, nepese-
JieHa B XUPYPrU4ecKoe oTaeNneHue ¢ quarsosom: IIponukaromee my-
JIeBOE€ pPaHEHUE IUICBPAJIbHON IOJIOCTU CIIpaBa U3 HEBMAaTHYECKOTO
PyXbs. 3a 2 THS JO TOCIHUTANN3AIIHN B IEBOUKY CIIyIaHHO BBICTPEIIHIT
6pat. Ha koHTpoNbHBIX (u1i00porpaMMax — HHOPOJHOE TEJIO0 METa-
JMYECKOe B IUIEBPATIbHON MONOCTH cripaBa. VHQMIBTpanOHHEIX 13-
MeHeHUH B n€rkux HeT. Cunycel — cBoOoanble. Y3U rpynHoit kiet-
KH: TIPH TTOJIMITO3HUI[IOHHOM CKaHHPOBAHUH T'PYIHOMN KJIETKH ClieBa
BO3/YIIHOCTb JIETOUHON TKaHU coxpaHeHa. [Ipu ckaHupoBaHuu rpya-
HOH KJIETKM CIIpaBa 110 CPEAHEKIIOUNYHON JIMHUU Ha ypoBHe [V-V
Mekpebepbs CyOIuIeBpaIbHO JIOMUPYETCs] THIO3XOTCHHBIH Y9acTOK ¢
HEPOBHBIMH KOHTYpaMH TPEyroJIbHOU (GopMbl pazmepom 23 x 10 mm,
TIPY IIBETHOM JIOTIIIIEPOBCKOM KapTHPOBaHUHU 0€3 KpoBOTOKa — Ooiree
BEPOSTHO YYaCTOK T'MNOBEHTWIALMK? B mpaBoii u eBo# mieBpab-
HOH MOJIOCTSIX CBOOOIHOMN HUAKOCTH HET. [1o JaHHBIM KOMITBIOTEp-
HOM ToMorpaduu TpyaHoi kinetku: HOpomHOe Temno (Tysast) B cpea-
Hel J1oe npaBoro JErkoro (4 cermeHt). Beinonnena onepanust: Ju-
arHOCTHYECKast TOPAKOCKOIINS, ylaJICHUEe HHOPOJIHOTO TeJIa CpefHen
nonu npasoro Jérkoro. [lox Hapko3oM, B MONOKeHHH peOEHKa Iéxa
Ha CIIMHE, C TIOBOPOTOM Ha JIeBbIi 00k Ha 30°, yCTaHOBIEH TOpaKo-
mopt 5 MM B 4 Mexpebepbe 1Mo 3a{He-TIOAMBIIICYHOH JIMHUH CIIPABa.
JaBnenue 10 MM pT. CT., yCTaHOBJIEHA ONTHKA 5 MM C TOPIIEBBIM Cpe-
30M 30°, JOTIOTHUTEILHO — TPOaKapsl B 3 U 6 MeKpeOepbs 110 Cpe-
Hell noAMBblIIeYHOH auHuU 5 MM. IIpu peBu3un B muieBpasbHOM MO-
JIOCTH WHOPOAHOE TeJOo He 0OHapykeHo. PeBm3us n€rodHoit TKaHM:
00Hapy»KEHO YIUIOTHEHHE OKPYINIOi (hOPMBI, TIIOTHO-3IACTHIECKON
KOHCHCTEHIMHY B IIPOEKINH 4 CerMeHTa CpeHeil JOJIU MpaBoro Jér-
xoro. Ha Bepxytrke o0pa3oBaHHst KOHTYPHPYET 3IEMEHT, 110 dopme
HalOMMHAIOIINI nHOpoaHOe Teno (myist). Hax o6pasoBanuem ¢ mo-
MOIIBIO JIEKTPOKOATYJISIIUY BCKPBITA BUCIEpalbHAs IUIEBPa, MOOH-
JIM30BaHO, 3BaKyHPOBAHO MHOPOAHOE TeN0. MecTo BMEIaTeIbCTBO
00paboTaHO IEKTPOKOATYISIUEH C HEeNbI0 00eCcIIedeHns] TeMOoCTa-
3a. Uepes mpokoi B 6 Mexpedepbe HHOPOJHOE TEJI0 YAAJIEHO C IOp-
ToM. TpyOUarhlii JpeHax B MIIEBPAJILHYIO MOJIOCTh Yepe3 pa3pes B 3
Mexxpebdepse. 11IBbI Ha Mpokosel. AcenTrdeckas moBsi3ka. [locneo-
NepalMoHHBIN nepuos ctabmibHbIN. Ha 7-€ cyTku ¢ BBI3OpOBIIEHU-
€M BBITIIHCaHA JJOMOH.

3axniouenue. IlyneBble paHeHUs y OeTel HOCSAT Ka3yHCTHYe-
ckuii xapakrep. Topakockonus mo3BossieT 3 PpEeKTHBHO JIEUUTh HHO-
poaHbIE Tena JErKuX.

XUPYPIUsl YOBOEHUA MOYEK Y OETEN

EnbkoBa [1.A.
HayuHbIn pykoBoauTens: A.M.H., npod. l0.B. TeH

AnTanckuin rocyqapcTBeHHbIN MEAULNHCKUIA YHUBEPCUTET
MwuHsgpasa Poccum, BapHayn

Kntodeenle criosa: ydsoeHue no4ku, demu, Xupypauyeckoe
neyeHue

Axmyanornocme. IIpaBunpHas U CBOEBpeMEHHas IOCTAHOBKA M-
arHo3a yIBOGHHMS MOYKH II03BOJISICT BEIOpATh ONTUMAIBHYIO XHPYP-
TMYECKYI0 TAKTUKY, JOOUTHCS XOPOIINX PE3yIbTaToB JeUeHHUs, n30e-
JKaTh HePPIKTOMUH.

I]ens. onpenennTs 0COOEHHOCTH JIeYeOHON TaKTUKH IIPH YABOE-
HUU TOYEK y NETEH.

Mamepuaner u memoowt. [lponedeno 340 mereit ¢ ynBoeHHEM
noyek: 228 neBouek U 112 MaJbYMKOB; OJHOCTOPOHHEE YABOCHUE
HaOmonanock y 285 mereid, nByctopoHHee — y 55. Bo3spact nereid:
no 1 mec — 36; mo 1 roma — 66; 1-3 roga — 65; 3—7 get — 59;
7-12 ner — 64; 12—15 ner — 42; crapuie 15 ner — 8. YaBoenwue mo-
4eK B OOJNIBIIMHCTBE CIIy9aeB COYETAIOCH C APYTUMH ITOPOKaMH U 3a-
GoneBaHusAMU: yperepolene — 37; my3bIpHO-MOYETOYHHKOBBII ped-
mokc (IIMP) — 40 (u3 Hux 14 B 00a MOYECTOYHHUKA); ypETEPOIIETE C
[IMP — 19; runponedpos, ypereporunporedpos BepxHeil monoBu-
HBI OUKH — 39; ruapoHedpo3, ypereporuapoHedpo3 HIKHEH 1mo-
JIOBUHBI IOYKU — 9; MEXMOYETOUYHHUKOBBIH pedirrokc — 36; sKTonus
MoueTouHuKka — 18 (7 — BarunanpHasi, 5 — B IIeiiKy MOYEBOIO Imy-
3BIpst, 4 — ypeTpainbHasi, 2 — IMPOMEXKHOCTHAs) C HeAeP)KaHHEM MO-
yn; HeponToz — 16; MouekameHHass 00J€3Hb, KAMHH HOUEK — 7;
KHCTHI YJBOCHHOH MOYKH — 2; THAPOHE(DPO3, ypeTeporuaponedpos
00enx MoJOBUH MOYKH — 3.

Pesynomamul. Bun u 00bEM OMepaTHBHOTO BMEIIATEILCTBA 3a-
BHUCENH OT aHATOMO-(DyHKIIMOHAJILHOTO COCTOSHHS ITOYKH, TUIIA Ha-
PYILICHUS YPOJIMHAMHUKH, BO3pacTa peOEHKa, ero COCTOSHUS, COMYT-
CTBYIOIIUX ITOPOKOB Pa3BUTHS; COYETaHHOI! marosoruu. [IpoBeneHs!
CIIEYIOIINE BU/bI ONIEPATUBHBIX BMEUIATENILCTB: HE(DPIKTOMUS YABO-
€HHOMH IIOYKH ITPU OTCYTCTBUH €€ (DYHKIIMH; BEPXHSISI MM HIKHSIS Te-
MHHE(PYPETEepPIKTOMHUS; yPETEPOIHEIOHEOCTOMHUS; YPETEPOypPETEPO-
HEOCTOMHSI; YPETEPOLCTOHEOUMIUIAHTAIINS Pa3AeNbHasl U €ANHBIM
0JIOKOM, B TOM YHCIIE SHIOCKONIIECKAs; HCCEIEHNE YPETepoIIeNe ¢ aH-
TUpeUIIOKCHO# 3amnTOl U 6e3 He€; ypeTeponrenoniacTuka; Hepo-
MIHEIOIUTOTOMHS; Hedporekcus. Bo Bcex cirydasx JOCTHTHYTO ITOJI-
HOE€ BBI3[JOPOBJIEHHE MM CTOMKOE YTydIIeHHE COCTOSHHS OOTbHBIX.

3axnouenue. TouHasi TOCTAHOBKA UArHO3a YIBOCHUS MOYKH
CO BCEMH KJIMHUKO-aHaTOMHYECKUMH TIPOSIBIICHUSMH TT03BOJISIET BBI-
OpaTh ONTUMAJbHYIO XUPYPTHUECKYIO TAKTUKY U JOOUTHCS XOPOLIUX
PE3YIIBTaTOB JICUCHUSL.

S®AKTUYECKOE NMUTAHUE N PUINYECKOE
PA3BUTUE OETEW C ATOMUYECKUM
OEPMATUTOM U MULLEBOW ANNEPIMEN

EmenbsweHkoB E.E.
HayuHbIn pykoBoguTENb: A.M.H.,
npod. C.I. MakapoBa

HaumoHanbHbI MEOULNHCKMI UCCregoBaTernbCKUN LEHTP
300poBbs geten Munsgpasa Poccun, Mockea

Kniouesble crnosa: demu, nuwjesas annepausi, QuazHocmuka

Axmyanvrocme. CiepoBaHue HecOaNaHCHPOBAHHOMY pallMo-
HY TIPH SIMMHHAIUOHHON IUETe MOXKET OTPUIATENHHO MTOBIUATE Ha
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

HYTPUTHUBHBIN CTaTyCc peOSHKA M yTSHKEISTh TSUCHHE aTOMMYEeCKOTO
nepmaruta (At/l).

Lenv: onpenenuTs BIUSHUE PAllMOHA HAa (HU3UUECKOE PA3BUTHE
netei ¢ ToKkENnoi popmoit AT/l v nuieBoi aJutepruy.

Mamepuanvr u memoowvr. O6cnenoBano 118 nereit ¢ TsHkEMON
¢dbopmoit AT/l u nuieBoit anneprueii B Bo3pacte ot 0 1o 17 net
11 mec (meqmana 132 mec (98; 163). beum npoananu3upoBaHbl JaH-
HbIC aHAMHE3a, KIIMHUYCCKOTO O6CHeﬂOBaHI/Iﬂ, XHUMHUYECKUM COCTaB
panoHa u aHTPOIIOMeTpUIeCcKre rmokasarend (Anthro+).

Pe3zynomamui. Ilpn aHanu3se cocTaBa pallMOHOB BBISIBICHO HEZO-
CTaTOYHOE MOTpeOIeHIe OEKOB, )KUPOB Wi yrieBonoB y 102 (86,4%)
nieTelt, HeIOCTaTOYHOE MOTPEOICHNE OMHOBPEMEHHO 2 MaKpOHYTPH-
eHToB — y 85 (72%), HemoCcTaTOYHOE MOTPEOICHHE BCEX MAKPOHY-
TprueHToB — y 33 (28%). B cpenneM 00BEM MOTyIaeMBbIX MaKpOHY-
TpUEHTOB cocTaBisin 78% (67; 88) oT Bo3pacTHOI HOPMBI 17151 OETIKOB,
92% (83; 103) must xupoB u 63% (47; 78) nns yreBomnos. Jlocrarou-
HOE€ KOJIMYECTBO BOIBI B ieHb monydanu 112 (94,9%) nereir. O0bEM
MOJTy4aeMbIX OeJIKOB 3HAYUTENIBHO HIDKE y JleTel Ha 6e3MOIOYHOM -
ere — 72% (69; 74), ueM y neTeid, MOMy4YaBIINX MPOLYKTHI KOPOBbE-
ro mosoka, — 83% (81; 86) (p = 0,02). O6bEM mony4yaeMbIX yIiIeBo-
JIOB 3HAUUTENIHHO HIDKE y AeTel Ha 6e3momnouHoit nuere — 59% (53;
64), ueM y JeTelt, MoTyYaBIIHX MPOAYKTH KOPOBBETO Mosoka, — 71%
(68; 74) (p =0,03). Y 68 (57,6%) neteit 0OHAPYKEHO HEJOCTATOUHOE
nomydyenue ButamuHa C, y 81 (68,6%) — mo kpaiiHeii Mepe 0XHOTO
ButamuHa rpymmsl B, y 101 (85,6%) — Buramuna E, y 36 (30,5%) —
docdopa, y 28 (23,8%) — xenesa, y 93 (78,8%) — ¢dropa. ¥V 80
(67,8%) nereil yCTaHOBIEHO HEAOCTATOUYHOE MOJydEHHE KalbIMs C
paunonom. ITo nanusiM anTponomerpun y 37 (31,4%) manueHToB
BBISIBJICHA OETIKOBO-IHEPreTHYEeCKass HEAOCTATOYHOCTh JIErKOH, y 19
(16,1%) — cpenneii n y 6 (5,1%) — msoxénoit crenenu. [Ipu kimuHu-
geckoM obcnenoBanun y 32 (27,1%) manueHToB oOHapyXeHa HETO-
crarouHOCTh BUTaMuHa D, y 42 (35,6%) — ero neduuut. Boisasnena
HOJIOXKHUTEIbHAs Koppemsinust Mexry BAZ u yposrem Butamuna D (r =
0,32, p =0,02), monoxxutenpHas KOPPEALHs MEXITY KOTHIECTBOM I10-
Jy4aemoro ¢ parmoHoM kaibims 1 HAZ (r = 0,33, p = 0,05) u otpuria-
TeNbHast — MEXAy KOIHIecTBOM Kanblus u BAZ (»=0,27, p = 0,01)

3aknouenue. Ha3HaueHne SMMMUHAIIMOHHON THETHI COMpSIKe-
HO C PUCKOM JIe(HUITUTHOTO MOTPEeOIeHUs psiia HyTpHeHToB. Tpely-
€TCsl pETYISIPHBIA KOHTPOJIb CO CTOPOHBI CIEIHAIUCTOB ISl KOPPEK-
I[MM COCTaBa pallMoHa M0 Mepe B3pOCIeHUs peOEHKa U1 obecrede-
HUS TIOTPeOHOCTEH B MAaKpO- M MUKPOHYTPHEHTAX.

k sk ok

CWHOPOM OPBENW: CNTYYAN U3 NPAKTUKU

EpHunzoB P.A., U6paeBa J1.E.
Hay4HbIn pykoBoaguTenb:
K.M.H. goueHT C.T. KuszaroBa

MeauumHckuii yHuBepcuteT Kaparangpl, KaparaHaa,
Pecnybnuka KasaxcrtaH

Kritouesbie crioga: HOBOPOXOEHHbIE, XPOMOCOMHasI
abeppauus, cuHopom Opbenu

Axmyanvnocms. Cuaapom OpOen — 3T0 KOMIIIEKC aHOMaIIUii,
BO3HUKAIOIUM NIpU yTpaTe cerMeHToB 22-31 nimuuHoro rieya 13 xpo-
MOCOMBI. JIaHHBIH KITMHUYECKUH CITydail BBI3BIBACT OOJBIION WHTE-
pec, T.K. siBIsieTcsl KpaitHe perkol (JopMoii aToIoruy ¢ MHOXKECTBEH-
HBIM HOPa)KeHUEM CHCTEM M OPTaHOB, BCTPEUAIONIUICS C YaCTOTOH
1 : 100 TBIC. HOBOPOXKIEHHBIX.

Onucanue KIMHIYECKOro cayqas. Pe6EHok A., ot 1-if Gepemen-
HOCTH, 1-X cpo4HBIX ponoB Ha 37-if Hexene + 2 nus. [lepBas monoBu-
Ha OepeMEeHHOCTH MpoTeKana 6e3 ocoOGeHHOCTeH, 2-51 TOIOBUHA Oepe-
MEHHOCTH — Ha ()OHE aHEMHUH, 3aJIEPKKU BHYTPHYTPOOHOTO Pa3BUTHS

oA U MHOroBoausi. Macca tena npu poxaenuu 2134 1, yimHa tena
42 cM, OKpY>HOCTb TOJIOBBI 32 cM, OKpYyKHOCTB Ipynu 30 cM, oLeH-
Ka 1o mkane Anrap 6/8 6amnoB. OObEKTUBHBIE JaHHBIC: COCTOSIHUE
CpeIHel CTEEeHH TSDKECTH 3a CUET YMEPEHHBIX PECIIUPATOPHBIX Hapy-
LIeHUH, TUTIOKcHYeckoro nopaxkenust LIHC, MHOXeCTBEHHBIX BHYTPH-
yTpoOHBIX mopokoB pa3sutus (MBIIP), BpoxxaéHHOro nopoka cepi-
1a Ha oHe BHYTPpUYTPOOHOI rumorpoduu. C poxkICHUS HAXOAUIICS B
ayiaTe UHTCHCUBHOM TEpaIuy, BbIXa)KUBACTCA B YCIIOBUAX TEPMOKPO-
Baru. [ToncransiBai, apIman camoctostenbHO. CTHIMBI AU39MOpHoTre-
He3a: runeprenopusM masz, OD — mukpoodransmus. OS — koa060-
Ma paiy’)KKH, KoJo0oMa 3pHTEIFHOTO HepBa, IMHPOKas BEICTYIAIOIast
MIEPEHOCHUIIA «TPEUECKUH MPODHIEY, HU3KO PACIIOI0KEHHBIE U fedop-
MHpPOBaHHBIE YIIHBIE PAKOBHHBI, MUKPOTHATHs, KOPOTKasl IIIesi, Balb-
rycHas fedopmaryst 06enx CTOI, aTHIHYIHOE PACIIONIOKEHHE MTaJbIEB
CTOIIbI, KOCOJANOCTb. 1101KOXKHBIN XKUPOBOM CJIONH UCTOHYEH, pacipe-
JeIEH PAaBHOMEPHO, C POKIEHHUS BJIOJIb JIEBOTO Kpast TPYIUHBI BBICITY-
IIMBAETCS CUCTONNYECKUM 1IIyM CpeiHEH MHTEHCUBHOCTH. [ nnomnnasus
MOIIIOHKH, KPUIITOPXHU3M, THIIOILIa3Us I10JI0BOIO WiIEHA.

Koncynpranus reHetuka: auarHos: cuaapom Opb6emn. Kapno-
TUIHMPOBaHKE 3apETUCTPUPOBAIIO AETICLHUI0 JUIMHHOTO Mieya 13 xpo-
MocoMbI 46XY.

BricTaBneH KIMHUYECKUH JUAarHo3: XpOMOCOMHAs abepparusi.
Cunnpom Op6enu. I'mmokcnaeckoe nopakenue LIHC cpenueit cremne-
HU TSDKECTH, OCTPBIH IIEPUO, CHHAPOM BO30YXKICHUSL.

JloHomeHHbIH B 37 Hen., Manblid K cpoky recranuu. MBIIP:
T'epmadpomurusm. ['mnocmaans MomoHodHast popma. AreHe3ns Jie-
BOM MOUYKHU, BPOKIAEHHAS KOCOJIANIOCTh. BPOXKAEHHBIN MIOPOK CepALa.

[IpoBenénnoe edenye: aHTHOAKTEpHATbHAS TEPAHS, CHMIITO-
MaTH4ecKasl Teparusi, KPyriaoCyTOUYHBIHI MOHUTOPHHT BHTAIBHBIX
GbyHKUIMA.

3axntouenue: pocT U B3pocieHue mpyu cuaapome Opdenn ocIox-
HEHBI MHOXKECTBEHHBIMH (DM3UUECKUMH TIOPOKaMH U OJIUTO(pEeHHEH.
B MimaieHuecTBe BO3MOXKHBI 9acThle 00MOPOKH U cynopord. Tiarens-
Hoe HaOITI0[IeHNE 3a MALHEHTOM OCYIIECTBISIETCS, KAK MUHUMYM, JI0
8 net. Jletn ¢ TSOKENBIMYU TOPOKaMH PA3BUTHS M Pa3BEPHYTON KIIMHU-
YyeCcKOW KapTUHOU He ToXUBaroT 10 | roxa.

& ok %k

BbDKMBAEMOCTb HEAOHOLUEHHbIX
HOBOPOXAEHHbIX B YCNOBUSAX TPETBEIO
YPOBHSA NEPUHATAIIbHOM NMOMOLLU

EpHusszoB P.A., U6paeBa J1.E., XKenuc6am C.H.
Hay4HbIn pykoBoguTenb:
K.M.H. goueHT C.T. KusaTtoBa

MeanumHckuin yHusepcutet Kaparangbl, KaparaHaa,
Pecnybnvka KasaxctaH

Krnroyesbie criosa: HEOOHOWEHHbIE demu, HOBOPOXOEHHbIE,
8bIKUBAEMOCMb

Axmyanvrocms. CornacHo gaHHEIM BO3, B MUpe KaxIbIii 1011
OKOJIO 15 MJTH HOBOPOXKAEHHBIX MOSIBIISIIOTCS HA CBET HEAOHOUICHHBI-
MH, H 3TO 9HCII0 Bo3pacTaeT. Oxono 10% poxuBIIMXCSI HOBOPOXKIEH-
HBIX JIETEH COCTABIIAIOT HEJJOHOLIEHHbIE NeTH. ['ecTalMOHHbIN Bo3pacT
1 Macca Telia Py POXICHHUN SBILIIOTCS ONPeeNSIOIIME (aKTOpaMH
BBDKMBAEMOCTH HEIOHOIICHHBIX JIETEH, MOCKOJIBKY MX OpraHu3M 00-
Jiee ysI3BUM JUTs MHGEKIN U TIOABEPIKEH ISHCTBUIO Pa3INYHbIX He-
ONMaronpuATHEIX (PaKTOPOB.

L]ens: onpenenuTh 4acTOTY BCTPEYAEMOCTH IETEH, POXKIAEHHBIX
MIPEXAEBPEMEHHO, ¥ YCTAaHOBUTH (DAKTOPHI, BIUSIOINE HAa HX BBDKH-
BaeMOCTb, B 3aBUCHMOCTHU OT MAacChI T€Ja PU POKICHHN.

Mamepuanst u memoowr. IlpoBenén ananms 338 uctopuii pa3Bu-
TSI HEAOHOIIEHHBIX HOBOPOXIEHHBIX, MONyYaBIINX JICICHHE B OT-
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JeNICHUY peaHMMallMd ¥ UHTEHCHBHOW Teparnuy HOBOPOXKIEHHBIX
(OPUTH). letn Obln pactpeeneHbl Ha TPYIITEI B 3aBUCUMOCTH OT
MAacchl Tella IPH POXKISHUN U HE3ABUCHMO OT T€CTAI[HOHHOTO BO3-
pacra: ¢ SKCTpeMasIbHO HU3Koi Maccoii Tena (OHMT; 500-999 r) —
11% (n = 37), ¢ ouens Hu3KOH Maccoi Tera (OHMT; 1000-1499 1) —
24,5% (n = 83), ¢ Hu3koit maccoii Tena (HMT; 15002499 r) — 61,8%
(n =209), xpynHsle k cpoky recramuu (>2500 1) — 2,7% (n =9).

Pe3ynomamul. YcranoneHo, 4to B 2020 . BBDKMBAa€MOCTh HEJI0-
HOIIEHHBIX cocTaBisuia 92% (61,5% neteit ¢ OHMT, 91,6% ¢ OHMT,
98,8% ¢ HMT) u B 2021 r. — 91,4% (66,6% neteit c OHMT, 84,3%
¢ OHMT, 97,7% ¢ HMT). BrisiBiieHa TeHICHIIUS K YBETHUYCHUIO BBI-
xkuBaeMocTH aeteit ¢ OHMT, uTo HemoCpencTBEHHO CBA3AHO C YIyd-
IICHUEM KauecTBa OKa3aHUs HeoHaTalnbHOW nmomouny. OTpunareibHas
JIWHaMHKa BeDKkuBaeMocTH fereit ¢ OHMT onpenensiercst pakTopamu
TPaHCIOPTUPOBKH M OCJIOKHEHUSIMU, CBA3aHHBIMH C Hell. B cTpyk-
Type 3a00JIeBaeMOCTH CPEAN BCEX AeTel BeIyINM SBISIETCS CEIICUC,
Ha BTOPOM MECT€ — BHYTPHUYEPEITHbIE KPOBOU3NUSIHUS  HEKPOTH-
3UPYIOIIUN SHTEPOKOJIHT.

3axniouenue. BEDKABaGMOCTH HEZIOHOIICHHBIX HOBOPOXKIEHHBIX,
nonydasiux JedeHne B OPUTH 3a ananusupyemslii nepron Bpeme-
HU, COOTBETCTBYET PECITyOIMKAaHCKUM 3HAYEHUSIM M UMEET IOJIOKH-
TEeNbHYIO JTUHAMUKY. briarogapst ymydIineHuio akyIepckoi TaKTHKH 1
BHEJIPEHHIO HOBBIX TEXHOJIOTHII MHTEHCUBHOM Tepaluy HOBOPOXKIEH-
HBIX IMEETCSI TeHACHIUS K CHIDKCHHIO MIIaJIEHUYECKOH CMEPTHOCTH
Y YBEJINYCHUIO BEDKMBACMOCTH JCTEH, POXKIEHHBIX PaHbIIe CPOKA.

TPYOAHOCTU OUATHOCTUKKU
HEMPO®UEPOMATO3A 1-ro TUMA Y PEBEHKA

Epukuna MN.0.
HayuHbi pykoBogutens: U.B. MNMusHrop

PazaHckuii rocygapCTBEHHbIN MEOULMHCKUIA YHUBEPCUTET
um. akaa. W.MN. Maenosa MuH3gpaea Poccuu, Ps3aHb

Knouesnie criosa: demu, Helipoghubpomamos, duacHocmuka

Axmyanvuocms. Heitipodubpomarossr (HD) — rpymnma rerepo-
TeHHBIX PacCTPOICTB, XapaKTePU3YIOIIMXCSI Pa3BUTHEM OITyXOJIei ieH-
TpanbHOi 1 neprudepudeckoil HepBHOH cucTeMbl. CyIecTBYIOT TPH
tuna HO: H® 1-ro u 2-ro tunos u meanHomaro3. HO 1-ro tuma —
caMslif pactpocTpan€HHEIH (96% Bcex cirydae). [latomorust BcTpe-
YaeTcs B MOMymsaun ¢ yactotoit 1 : 2500-3000.

Onucanue KJINHAYECKOTO caydasi. Pe6&Hok ot 2-i GepemeH-
HOCTH, 1-X CpPOYHBIX, CAMOCTOSITEIFHBIX PoJjoB. Macca Tena mpH po-
skaenur — 3100 1, inHa Tena — 51 ¢M, OLIeHKa 1Mo 1iKaie Anrap —
8/9 6amnos. [lepenecénnsie 3aboneBanus — OPBU, BerpsiHas ocma.
Anneproioruueckuii anamHes He OoTAroméH. B Bospacte 3 net poau-
TEJM BIIEPBbIE 3aMETIIIN Ha Tejle peOEHKa MUTMEHTHBIE IISITHA [IBETa
«xoe ¢ Momokom». B Bo3pacte 5 s1eT ManbumK OBIT IPOOIIEPHPOBAH
10 MoBOAY (MOPOMEI 3aThIIIOYHOM 007acTh. B 7 jeT mosBUiIMCH Ka-
700l Ha IPUITYXJIOCTh B 00JIACTH MOAOOPO/IKa U 1IeH, peOEHOK OBLT
OCMOTPEH JIETCKMM OHKOJIOTOM M I'eHeTHUKOM. [Ipr 00beKTHBHOM OC-
MOTpe: B 00JIacTH HepeqHel MOBEPXHOCTH TeJa MSATHO I[BETa «KO-
(e ¢ MoTTOKOM» pazmMepoM 15 x 8 cM, MHOKECTBEHHbIC TUTMEHTHBIE
MATHA Ha Koke KoHeuHocTel. Ilpu Y3U MArkux TkaHel I1eu BbIAB-
JICHBI: B 00JIACTH TPYIUHBI U BEPXHE3aJHEH IOBEPXHOCTH IIIEH TTOJ-
KO)KHbIe 00pa30BaHus ¢ HEOTHOPOAHOM CcTpyKTypoit. [Ipu MPT msir-
KHX TKaHed men: MP-kapTuHa conuaHoro o6pa3oBaHus MOIKOKHOM
KHUPOBOH KJIeTUaTKH KPAaHHOBEPTEOPAIbHOH 00IaCTH M MSTKUX TKa-
Heit mew. [Tocrapnen nuarno3: HO® 1-ro tuna (?). B aBrycre 2020 1.
MaJIBYUKy OBLIO MPOBEICHO MONEKYJISPHO-TEHETHUECKOE UCCIENO-
BaHue: B reHe NF'/ B sk30He 47 oOHapyKeHa JeJenusl OJHOTO Hy-
kieoruaa c.7009delG B reTepO3UTOTHOM COCTOSIHUH, IPUBOSINAS

K CIIBUTY PaMKH CUHTHIBAHUS U (HOPMUPOBAHHUIO MPEKICBPEMEHHO-
ro crom-komoHa. [TocraBnen mquarno3: H® 1-ro tuma, rucTomorude-
cki BepuuuupoBaHHas miekcupopMHas HelipoduOpoma 3aTbLI0U-
HOU 00JacTH crpaBa.

B asrycte 2022 1. 66110 IPOBENEHO HCCIIEAOBaHNE OHOIOTHYE-
CKOTO Marepualia CeMbH: y peOEHKa U MaTepH BBISBIICHA TCTCPO3H-
roTHas aeneuus B 47 sxk3oue reHa NF1. PekomeH10BaHa IaTOT€HETH-
YecKast Teparnusi IpernapaTtoM Kocemiyro (CelTyMeTHHNO), KOTOPBIN HC-
HOJIB3YeTCs UL JiedeHnst HelpodubpoM y manuentoB ¢ HO 1-ro tuma.

3axnarouenue. JlaHHBIN KITMHUYECKUH CIy4ail IPOIEMOHCTPHPO-
Bas1, uto H® 1-ro Tuma umeeT BBICOKYIO CTEICHb BapHaOEIbHOCTH
KJIMHU4ecKol kapTuHbl. Tounslit quarno3 H® BaxkeH ans MHIUBHU-
JyaJlu3allud KIMHUYECKOH rnmomoly. Bpaun-neauarpsl UrparoT pe-
[IAIONIYIO POJIb B YIYUIICHHH TAArHOCTHKH JAHHOTO 3a00JICBaHHSI.

* %k %

TPYOHOCTU OUATHOCTUKU OCTPOIO
NUM®OBIACTHOIO JIEMKO3A

3arputaunHoBa A.WU., KasakoB C.O., LLlaBuHckan E.[.
Hayu4HbIn pykoBoAUTENb: K.M.H.,
poueHrT J1.E. JlapuHa

Poccuincknin HaumoHanbHbIA UCCrneqoBaTeNbCKU
MeauunHckMn yHusepcuteT um. H.W. NMuporosa MuHsgpasa
Poccun, Mockea

Kntoyesnie criosa: demu, felikos, duaeHocmuka

Axmyansnocmy. OcTpbiit muMpoOIacTHbIH eiiko3 (OJLI) — 310-
KaueCTBEHHOE 3a00JI€BaHUE CHCTEMbI KPOBH, XapaKTEPH3YIOIIEeCs He-
KOHTPOJIMPYEMOii postidepanueil OIryXoaeBbIX KICTOK, SBISTIOIIIX-
s IPeIIeCTBEHHUKAaMH KIIETOK TuM(OouIHOM trHun auddepeHnn-
POBKH. DTO CaMO€ YacTO BCTPEYarolieecs y AeTel OHKOJIOTHYECKOe
3a001eBaHue, MIPOSBILIOIEECS Y KKIOTO MAIMeHTA II0-Pa3HOMY, UTO
BBI3bIBAET TPYAHOCTH AUATHOCTUKH.

Onucanue KJIMHHUYECKOro cay4asa. Mansuuk A., 7 Jer,
12.04.2022 nepenéc BUPYCHYIO KHIICYHYIO MH(EKIUIO HEYTOUHEH-
Hy10, 3aTeM OPBU. 28.04.2022 nosBui0oCh HapyLUIEHUE IOXOJIKH.
29.04.2022 mocTaBieH Iuar€o3 SMu(U3eoIn3a JUCTATEHOTO MeTad-
nuu3a NaTepanbHoil JIOABDKKY CrIpaBa. PeKoMeH/10BaHbI TUIICOBa-
HHeE U Kypchl pusnorepanuu. [Tocie kpaTkoBpeMEeHHOH MOIOKUTEIb-
HOH TMHAMUKH cIa00CTh B KOHEYHOCTH BO3POCIIA, BOSHUKIIH aHAJIO0-
rUYHBIE CUMITTOMBI ciieBa. 22.05.2022 nepenéc OPBU. C 05.06.2022
Hocui opres. [IpoBeneHa TpexaHeBHas gusnorepanus. [locne kpar-
KOBPEMEHHOTO YIy4IISHUs] — IPOrpecCHpOBaHHE XPOMOTHI Ha Hpa-
Byt0 Hory. 22.06.2022 HampaBiieH B HEBPOJIOTHYECKHUIT CTAI[IOHAD C
MOAO3PEHUEM Ha OCTpbIi Bsuiblil mapanuy. 29.06.2022 TpaBmarosno-
rom HanpasieH B M/II'KD ¢ nogo3penuem Ha nonuseiiponaruto. Ha
KOMIBIOTEPHOH TOMOTpaMMe FOJIOBHOTO MO3T'a, SIIEKTPOMHOTpaMMe U
IIPY MyHKIMU CIIMHHOIO MO3ra IaTosiorui He BeiABIeHO. 30.06.2022
PpeOEHOK TOCTABJIEH B OTIENCHHE HEHPOXUpyprin. B obmem aHamm-
3¢ KpoBU — nanuuroneHus. Ha MPT no3BoHOYHMKA C KOHTPACTHPO-
BaaueM ot 02.07.2022 — maronornueckoe qudpy3Hoe yTOIIIEHHE 1
HaKOIUICHHE TIpenapara 000JI0YKaMU CIIMHHOTO MO3Ta, CTMHHOMO3-
TOBBIMHU KOpEIIKaMH H 3aJHell 3y panbHOil KileT4aTkol. 3arnomo-
3peHa BOCTAIUTEIbHAS IEMUEIHHU3NPYIOIAs ITOINPATUKYIIONA-
Tus. 04.07.2022 nepeBenéH B OTAENIEHHE OHKOJIOTHU U T'€MaTOJIOTUH.
05.07.2022 Ha MuenorpaMme JaHHBIE MOP(POIUTOXUMHYECKOTO HC-
cnenoBanus B noas3y OJUJI L2 Bapuant no FAB. B umMmmyHosnoruue-
CKOM HCCIIEJIOBAHHH KOCTHOTO MO3ra: IMMYHO(EHOTHIT OJIaCTHOI 110-
mymsiun cootBeTctByeT OJIJI, B-1I Bapuant ¢ koskenpeccueit CD56.
06.07.2022 nauara nolMxuMuoTepanus mno nporokory ALL-MB-2015
Juist Tpynisl A. [TpoTokoa HHAYKIMY TPOBEAEH B TIOTHOM 00BEME, 10-
CTUTHYTA KJIMHUKO-remMarosioruyeckas 1 MRD-HeratuBHas peMuccus.
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Ha naHHBII MOMEHT IPOXOJUT KypC KOHCOJIUIALNH 2 TTOCTIe HE/lelTb-
HOTO HepephIBa, CBSI3aHHOTO ¢ HHPEKIIMOHHBIM STTH30I0M.

3aknmiouenue. Y 10% GOIbHBIX MOXKET OBITh SIPKO BBIPAXKEHHAS
KIIMHUYECKasi CHMIITOMATHKA HEBPOIIATUH, IIPH 3TOM JIPYTUE CHMIITO-
Mmbl OJIJT MoryT He onpenensaTbes. Y TaHHOTO MalMeHTa KIMHIYECKas
KapTHHA 00yCIIOBJICHA MHQWIBTpaluel 0JacTHBIMU KJIETKaMH 000J10-
9YeK CIIMHHOTO MO3Ta. B CBs3H ¢ 3TMM BO3HUKIN TPyAHOCTH AUATHO-
CTHKH, YTO TIOATBEP)KIaeT HEOOXOAUMOCTh OHKOJIOTHYECKOH HAacTO-
PO’KEHHOCTH Bpadeil BCeX CIEIMaIbHOCTEH.

MONEKYNAPHO-TrEHETUMECKUE OCOBEHHOCTMU
PECTPUKTUBHON KAPAUOMWUONATUN Y OETEU

3apaouHa E.E.
HayuHbin pykoBoguTensb: A.6.H. K.B. CaBocTbsiHOB

HaumoHanbHbI MEOULNHCKUI UCCnenoBaTernbCKUM LEHTP
3n0poBbs aeten Munsgpasa Poccun, Mockea

Knouesnbie criosa: demu, kapOuomuonamuu, uazHocmuka

Axmyanenocme. PectpuktuBHas kapauomuonarus (PKMII) omnpe-
JIeTsIeTCsl KaK IaTOJIOTHUECKOe COCTOSHHE, XapaKTepu3ylomeecs pe-
CTPUKTUBHOHN (PU3HONOTHEH HKEeTyA0UKOB MTPU HATMYUH HOPMaJIbHO-
IO WM YMEHBIIEHHOTO ANACTOIMYECKOro 00béMa (0QHOT0 MiIn 000-
UX JKEITyI0YKOB), HOPMAJIBHOTO HIIM YMEHBIIEHHOTO CHCTOIHMYECKOTO
00BbEMa M HOPMAJIEHO TOJIIMHBI CTeHKH kxeaynouka. PKMIT — sto
penkas kapauomuomnarus (KMIT), mpu koTopoit HapymaeTcs paccia-
OIIeHue KeIyI0UKOB B JUACTOTY M HApacTaeT cepiedHast HeJoCTaTou-
HOCTh. EnMHCTBEHHBIM 3 (heKTHBHBIM CITIOCOOOM JIEUEHHUS SIBISETCS
TpaHcIulaHTanus cepaua y gereil. PKMII — monmatuonorunveckoe 3a-
OoneBaHKe, MPEUMYIIIECTBEHHO T€HETHIECKOIH IPHPOJIBI, YTO TPeOy-
€T paHHeH TeHeTHIeCKOH ANarHOCTUKH JUIS IIPOTHO3UPOBAHUS JIede-
HMS U TIOATOTOBKM peOEHKa K TpaHcIutaHTauuu cepaua. [Ipu PKMIT
Yalle BCEro BCTPEYalOTCs IATOT€HHBIE BApUAHTHI B TeHAX, KOTUPYIO-
[IMX CapKOMepHbIe U nuTockineTHsle 6enku: MYH7, ACTC, MYBPC3,
TNNI3 v TNNT2. B CHIA na nonto PKMIT u apyrux HeaunaranyoH-
HBIX wn runeprpodudecknx KMIT mpuxomqurest 1o 3% cpexnu Bcex
KMII y nereit (no 18 ner). B Poccuu B HacTosiiee BpeMsl TOUHBIX
naHHbIX 1o pacnpoctpanéaHoctu PKMII ne onucano.

Lens: onpenenuts gonu PKMII u KMII ¢ pecTpukTUBHBIM TH-
IIOM T€éMOIMHAMHKH CPEN BCEX CIy4aeB FeHETHUECKH 00yCIIOBIEH-
HbIX KMII 11 ycTaHOBUTH OTHOCHUTENBHBIE YaCTOTHI U CIIEKTP HYKJIEO-
TUHBIX BapUAHTOB F'eéHOMa y 00CIIeJOBaHHBIX JETEH.

Mamepuanvt u memoowr. Obcnenosano 619 nereit ¢ KMII. Beem
JIeTAM MPOBOJUIOCH MOJIEKYIIIPHO-TEHETHYECKOE UCCIIEI0BAHUE Tap-
reTHBIX o0nacteit 408 reHOB, OTBETCTBEHHBIX 32 PA3BHTHE PA3IIHIHBIX
KMII u xanajonatuii, METOIOM MacCOBOTO MapajjIebHOTO CEKBe-
HHUPOBAHUS.

Pesynvmamul. YcranoBieHo, uro y 30 nereit ¢ PKMII (cpen-
Hu# Bo3pacrt 8 yiet 3,5 Mec, Mmeauana Bo3pacrta 7 jiet 8 mec) B 19 pas-
JIMYHBIX TeHaX ObLIO BEIABIEHO 37 HYKICOTHIHBIX BapHAHTOB, 18 u3
KOTOPBIX OBUTH OMMCaHbl paHee Kak maroreHHele. Y 19 (63,3%) ne-
Tel ObUIN BEISIBIICHBI HyKJICOTHIHBIE BAPUAHTHI B TeHaX CapKOMEPOB,
TOTJa KaK HyKJIEOTHAHbIE BAPUAHTHI B IPYTHX T'€HAaX BCTPETUIINCH
y 11 (36,7%) nereii. HykneoTnaHbele BapuaHTHl B OJJHOM I'eHE OBI-
1 BeIABIEHBI Y 23 (76,7%) meteit, Torna Kak BApHaHTH B HECKOJb-
KUX TeHax ObutH oOHapyxeHsl Hamu y 7 (23,3%) nereit. Yawe npy-
THX BCTPEYaNCh BapHaHTHI B reHe 7NN/3. OHM ObUIH BBISIBICHEI Y
7 (23,3%) nereit ¢ PKMII 1 npencTaBiaeHsl MAThIO Pa3IUIHBIMU HY-
KJICOTHAHBIMYU BapHanTamu B rene TNNI3. ITo 4 BapnanTa oOHapyxe-
Ho B reHax TPMI u MYH?7, o 3 Bapuanta — B reHax FLNC u DES,
2 HYKJIEOTHHbIX BapuaHTa HaiieHsl B reHe 7TNNT2 1 110 OHOMY Hy-
KIICOTHIHOMY BapuaHty B reHax DSG2, FHLI, JUP, LMNA, LZTRI,

MYBPC3, MYL2, NEBL, PRKAG2, PTPNI1Il, RYR2, TBX20 u
VCL. JInmib 3 mytauuu — ¢.575G>A n ¢.509G>A B rene TNNI3 u
c.484G>A B rene MYL2 — ObIH BBIABICHBI HaMU JABaXKbI, TOTA
KaK OCTaJIbHBIC HYKJICOTHTHBIC BAPHAHTHI ObLTH YHUKAJIbHBIMHU, YTO
TOBOPHT O OOJBIION reHeTHYEeCKOM TeTeporeHHocTH aeteid ¢ PKMII.

3akmouenue. BriepBble B Poccuu orpenieNieHbl OTHOCUTENIBHBIE Ya-
CTOTBI U CIIEKTp MaTOreHHBIX BAPUAHTOB I'eHoMa B rpymre aerei ¢ PKMIL
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CnHAPOM KO®DPUHA-CUPUC VI TUNA

3akaBoBa M.A., XaHkuwmeBa 3.A., AnxasoB A.A.,
Aypo6ueBa K.C.

Hayu4HbI pykoBoAUTENDb: K.M.H., AOLEHT

O.U. T'ymeHIOK

CapaTtoBCKuii rocyAapCTBEHHBIN MEAULIMHCKUIN YHUBEPCUTET
um. B.W. PasymoBckoro MuHagpasa Poccun, CapatoB

Kniroyeesnle crioga: 0emu, eeHemudeckue 60e3HuU,
OuasHocmuka

Axmyansnocms. Cuagpom Kodduna—Cuprca — peaxas Hacmen-
CTBEHHAsI ITaTOJIOT U, XapaKTEPH3yIoIasics IrpyObIMU depTaMu JIHIIA,
MTOPOKAaMH Pa3BUTHSI OPTaHOB, THUIIOIUIA3UEH MIIM OTCYTCTBHEM HOT-
Tel 1 KOHIEBHIX (haJlaHT Ha MATHIX MaNbIIaX PyK U HOT, KOTHUTHBHBI-
MH HapyLIICHUSIMH.

Onucanne KIMHHYECKOTO cJy4asi. Manpuuk, 6 jeT, ot 3-if Oe-
PEMEHHOCTH, CPOYHBIX POJIOB, 2 CTApIIMX cecTphl 310poBel. C 1 Mec
JKM3HHM OTMeYaach MbIIIEYHas! THIIOTOHHS, BEIPKEHHOE OTCTaBaHUE
B IICUXOMOTOPHOM U PEY€BOM Pa3BUTHH. B cemeliHOM aHaMHe3€e Hau-
YHe CiTydasi MepTBOPOXKICHHUS y npababyniku npobaHia 1Mo MaTepHH-
CcKoii HNH, 3a00neBanus cepaua. [Ipu ocMotpe oOpamiatoT Ha celst
BHMMaHHE MHOKECTBEHHBIE CTHTMBI IU33MOpHOreHe3a: YeperrHo-JIH-
1eBble qruecMopduu (OONBIION Yepert, IMUPOKHH JI00, ITHPOKasi IepeHo-
CHIIa, TycTble OpOBH, OOMNBLION A3BIK, PEIKHE 3yObl, HU3KUH POCT BOJIOC
Ha TOJIOBE), THIIEPTPHX03 CIIMHEL, PYK, HOT, Tpe3yOel cTorl, c1adocTh
MyTIOYHOTO KOJbIIA; YBEINYEHHBI B 00BEME KHBOT, OTKPBITHIA POT,
PEe3Ko OrpaHHYEHHBII CI0BapHbIN 3arac. GU3NYecKoe pa3BUTHE HUKE
CpERHEero, rapMOHIYIHOE. B GHOXMMHUYECKOM aHAIM3e KPOBH OTMEYaeT-
csl yBenu4yeHue ypoBHs KpeatnHdochokuHassl 1o 534,6 EJl/n; nakrar-
neruzaporenass 1o 597,7 EJI/m; cHibkeHne ypoBHS menodHoit docda-
ta3bl 10 80,5 EJl/n. Y3U opranoB OprONIHO# MOIOCTH: FeHaToCILICHO-
Meranust. DXo-Kapauorpadus: BpoKAEHHBIH MOPOK cepya (OTKPIToe
OBaJIbHOE OKHO C JIEBO-TIPaBBIM COPOCOM, aCHMMETPHSI CTBOPOK a0p-
TaJIbHOTIO KJamnaHa). 31 ': IpU3HAKU YMEPEHHbBIX 00LIIEMO3IOBbIX H3Me-
HEHHI OMOPHTMHUKH TOJIOBHOTO MO3Ta, SMHIIIENTH(HOPMHAs aKTHBHOCTD
HE BbISIBIICHA. DeKTpoHeiipoMuorpadus CTUMYISILHOHHAS 7. tibialis:
TIaTOJIOTHH He BBIABIICHO. THMIIaHOTpaMMa: IPaBOCTOPOHHSIST KOHTYK-
THBHAs TYTOyXoCTb. KOHCYNbTaIMs OTOIapUHIONIOTa: THIIEPTPODHS
HEOHOM MuHIamuHbI 11 crenenu. [IpoBeneHO KapHOTUTIHPOBAHKE: Ka-
puotun 46, XY — HOPMAIIBHBIA MY>KCKOH KapHOTHUIL. VICKITIOUeHBI JTH-
30COMHBIE OoMe3Hn HakoruleHus (Myxomnonucaxapunoss! I, 1L, 11, IV,
VI, VII tumos, ansha-MaHHO31103, 6one3nn Kpadbe, [Tome, Tome,
Humana—IIuka), opraHuueckue aiuyaypyuH, aMUHOALMAIATHH, e(ek-
ThI MUTOXOHJIPHAIBHOTO OeTa-okucienus, runopocdarasus. [Ipose-
neHo nonHoe cekBeHnpoBanue JIHK. OOHapykeH naToreHHbIl BapH-
aHT B reTepO3UrOTHOM IeHe ARID2, npuBOIALIMIA K pa3BUTUIO CUHIPO-
Mma Kodduna—Cupuca. Juaraos: cuanpom Kopduna—Cupuca, tam VI

3axnrouenue. IlpenctaBneHHbI KITMHUYECKUH ciTydail xapakre-
pU3yeTcs HaIM4ueM y HalfeHTa CTHIM JU33MOpHoTeHesa, 3a1epK-
KOM MHTEIUIEKTYalbHOTO PAa3BUTHS, BPOXKIEHHBIM ITIOPOKOM CepAla,
OZHOCTOPOHHEH TYrOyXOCTbhIO, FellaTOMeraineH.

k %k 3k
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NEPBUYHbIV UMMYHOOE®ULUT Y PEBEHKA:
OT AMATHOCTUKU K ANATHO3Y

3axapoBa A.B.
HayuHbin pykoBogutens: U.B. MusHrop

PssaHckuin rocyaapCTBEHHbIN MEAULIMHCKUA YHUBEPCUTET
um. akagemumka W.T. Naenoesa MuH3gpasa Poccuu, PasaHb

Knroyesnie criosa: 0emu, nepeuyHbIe UMMYyHOOeguUUMHbIe
CcOoCMosiHUsI, OuagHoCmuKa

Axmyanvrnocme. TlepBHaHbIE IMMYHOIC(DUIIUTHBIC COCTOSHHS —
penkue TreHeTHIecKr 00yCIIOBJICHHBIE HapYIICHHsI CUCTEMbI HMMY-
HuTteta. [IpencraBieHHbIH KIMHUYECKUH cIydail CONepKUT 0COOeH-
HOCTH TeYeHHs JaHHOTO 3a0oieBaHus y peOEHKa 5 JIeT, a TakxkKe OT-
pakaeT aKTyaJIbHOCTH MIPOOIEMBI B IPO(ECCHOHANBHON IeATeTbHO-
CTH Ieguarpa.

Onucanue kjauHU4YecKoro ciayydas. Ilanuent H., 2017 roga
poxkaenust. Manbuuk ot 7-i 6epeMeHHOCTH, 5-X CPOUHBIX pooB. Mac-
ca tena npu poxaenuu 3300 r, amuHa Tena 54 cM, OIEHKa IO IIKa-
ne Anrap 9/10. B mapre 2019 1. B Bo3zpacte 2 j1eT MaIBYHK HAXOAWII-
cs1 Ha ieuenun B MOHUKU um. M.®. Bragumupckoro mo nooay
IpeHupoBaHus abcrecco medeHn. B mapre 2020 1. peGEHOK rocmm-
Tanu3upoBaH B BockpeceHckyto o6nacTHyI0 OoibHUIIAY C Kajaoba-
MH Ha (heOpHIBHYIO JINXOPAIKY, IPOAYKTHBHEIN Karenb. [lo man-
HBIM pEHTIeHOI'paMMbl opraHoB rpyaHoi kietkn (OI'K) ormeuanacs
NIPaBOCTOPOHHSS HUJKHE/I0JIEBAsk THEBMOHUS € THIPOTOPAKCOM CIIpa-
Ba. B ampesne 2020 r. MaIBYHK MOCTYNMI SKCTPEHHO C jkKanodamMu Ha
MaJIONPONYKTHBHBIH, YacTblii Kamens. Ha ¢oHe npoBomumMoii Tepa-
MUK COCTOSTHUE peG&HKa 0e3 MONOKHUTETbHON ANHAMIKH, B CBSI3H C
yem Manpuuk nepeseaéH B MOHUKU um. M.®. Bragumupckoro.
[Ipn uccnenoBanny cyomoOMyNAMY THM(OIUTOB HAOIIONATIOCH TI0-
Beimenue 3HadeHuii CD3*, CD3", CD8*, CD3*, CD16%, CD56". BrI-
CTaBJICH IMarHO3: IPUOKOBO-0aKTEepUaIbHBII cericHc. J[ByCTOpOHHSS
JeCTpyKTUBHAs MHeBMOHU. JKene3onepuiuTHas aHeMHs 2 CTerle-
Hu. [TepBuunblii uMmyHoneduimt? B urone 2020 r. malpeHT rocu-
tanuzuposad B HMUIL AT'OU um. JImutpus Porayesa. IIpu npsmom
CeKBeHHpOBaHUU 110 CeHrepy B 3k30He 9 00Hapy>keHa 3aMeHa OIHO-
ro nykieoruaa c.925G>T B reMU3uroTHoM coctosiHuu. [1o nanHbIM
Burst-test okucnuTenpHas akTUBHOCTb I'PaHYJIOIMTOB MOCTIE CTUMY-
JSIUU OTCYTCTBYeT. [Ipr maTtoMopdonornueckoM HCCIea0BaHUH JIET-
KOTO BBISIBIICHBI IPH3HAKH I'PaHyJIEMaTO3HOTO MTOPAKEHHUS JIETOTHOH
TKaHU. BpIcTaBneH OkOHUYaTeIbHbIN AUarHo3: IlepBuyHbIi UMMYHO-
nedunuT: XpoHNYecKas rpaHyaeMaro3Has 6ones3Hb. PekoMenoBano
MIPOJOKUTH aHTHOAKTEPHATBbHYIO TEPAITHIO U IPOBEAECHHE KOMITBIO-
TepHO ToMorpaduy opraHoB rpyaHoOH KJeTku 1 pa3 B 6 Mec 110 Me-
CTy >KHTeINIbCTBA. B HacTosmee BpeMs 3a peOEHKOM BeIeTCs] TMHAMH-
4yecKoe HabIrofeH eE.

3axnouenue. IIporao3 ganHOTro 3a00I€BaHHUS HEOIHO3HAUCH:
HECMOTPS Ha TO YTO YacCTh MAIMEHTOB MOIBEPraeTCsl 3HAYUTEIBHO-
MYy PUCKY HH(EKIUH, OOJIBIIHHCTBO JeTeil MMEeeT IIaHChI T0XKUTH JI0
CTapIIero BO3pacTa.

KINMUHUYECKWUI CNYYAU NEYEHUSA BONbHOIO
C XMMUYECKUM OXXOIrOM rMoTKW, MULEBOOA
W XXKENYOKA

3BoHapeBa A.B.
Hay4Hble pykoBoguTenu: A.Mm.H.,
npod. A.B. AnxacoB, k.M.H. E.N. KomuHa

HaunoHanbHbIN MegULMHCKUIA UCCrenoBaTenbCKUn LEHTP
3gopoBbs geten MuHsgpasa Poccnn, Mockea

Knouesnbie crioga: demu, XUMUYECKUE OX02U, fleYeHUe

Axmyansrnocms. XUMHUUECKHE 0XKOTH — CaMblii YaCThIN BUJI TPaB-
MaTH4eCKOro MOBPEXACHH MUIEBO/IA, XKETyIKa U TOPTaHOIJIOTKH Y
nerei. OXoru BO3HUKAIOT ITOCTIE MPOIIATHIBAHUS KOHIIEHTPHPOBAH-
HBIX paCTBOPOB ILENOUEH U KUCIIOT. HYacTo MOCTPaAaBIIMMHU SIBJISIIOT-
csl IeTU B Bo3pacTe ot 1 1o 3 ner.

Onwncanne KIMHAYECKOTO cirydast. Pe6énok J1., 7 net, moctynmn
B XUPYPrHYECKOe TOPAKAILHOE OT/ACIICHUE C jKaJI00aMH Ha HaJIMYHe
TPaXeoCTOMBI, TaCTPOCTOMBI, Anucaruro. VI3 aHaMHe3a H3BECTHO, UTO
24.08.2021 pe6EHOK MOMYYHIT XUMUIECKUH 0XOT MUIIEBOAA METOYBIO.
ITo TspKecTH cocTosIHUS ObLIA BHIIOIHEHA TPAXeOCTOMHS, TaCTPOCTO-
Mmus. Jnst nanpHeimero yedenus HanpasieH B HMUL 3nopoBes ae-
teit B cenTaope 2021 . [Ipn kopMieHHH yepe3 poT y pebEHKa oTMe-
Yanch PBOTHL [10 maHHBIM 00OCIe0BaHNUs y PeOEHKA HMEETCS 0XKOT
FOPTaHOIIOTKH, POTSHKEHHBIN CTEHO3 MUIIEBOIA M CTEHO3 BBIXOJHOIO
OT/IeNIa JKeTyaKa. [1epBBIM 9TaroM BBINOIHEHO OIIEpaTHBHOE JICUCHHE
B 00b&MeE Pe3eKIMH MUIOPUIECKOTO OT/AENA KETyAKa, HAIOKSHUSI Ta-
CTPOIYOAEHOAHACTOMO3a, Oy>KHPOBaHUS ITUIIEBO/IA IT0 CTPYHE-IIPOBO-
JTHUKY. B mocneoneparroHHOM neprosie IoCTENeHHO HadyaTo KopMite-
HHE, B TOM YHCIIE Yepe3 pOT, KOTOPOE yCBaUBaIOCh. B crabuiibHOM co-
CTOSTHHH BBIIMCAH JOMOH. B MeXrocnuTansHEIN EpHOR OTMETaINCh
NEPUOAUYECKUEC nonépanaHm[, CJIFOHOTCUYCHHUC. FochTannsnpOBaH
MOBTOPHO AJs AajibHeiuero gedenus yepes 3 mec. IIpu koHTpoIb-
HOM 00CJIeJOBAHIN COXPAHAIOTCS PyOLIOBBIif CTEHO3 INIOTKH H NPOTSI-
JKEHHBII CTEHO3 MUILEBO/A, 1ape3 FOJIOCOBBIX CBSI30K, TpaHyIéMa HaJl
TPaxeoCTOMUYECKOH TpyOKko#. IIpu 3ToM racTpomyoneHOaHaCTOMO3
CBOOO/IHO IPOXOJUM, TAMETp He MeHee | cM, 3BaKyalysl U3 JKely-
Ka He HapyIIeHa. BTopeIM 3TarmoM BEIMOMHEHA KOI0330(haromiacTika
¢ 3KcTupnanuen nuesoaa. [locneonepauoHHbIN NEpUO MPOTEKAI
raaxo. Ha 13-e cyTku nocrne onepanuy HauaTto KOpMIICHUE Yepe3 poT,
ycBauBaer, uctharun HeT. [Ipr KOHTPOIBHBIX HCCIISOBAHUSX Yepes3
3 Mec OTMEYeH XOPOLINii pe3ybTat, TPaHCIUIaHTaT CBOOOJHO IPOXO-
M. ITo maHHBIM OPOHXOCKOIIMH OIIPEeISIOTCSl yMEPEHHbIE pyOIIo-
BBIC M3MEHEHUS TOPTAHOIIIOTKH, HaJl TPAXEOCTOMUYECKOIl TPYOKOi
rpaHynéma, nepekpbiBaroas npocset Ha 85-90%. TpeTbum sTanoM
BBINOJIHEHA JIa3epHas BallopHU3alis ITpanynéMbl. PeOEHOK nexaHIonm-
posaH. [Ipu3HaKkoB JbIXaTeIbHON HEJOCTATOYHOCTHU HET.

3axnouenue. Ilpn XUMHUYECKNX OXKOTax MUIIEBOAA, KETyJKa,
TOPTaHOIJIOTKH TPeOyeTCsl 3TAIHOE BBIIOIHEHNE PEKOHCTPYKTHBHO
IUTACTHYECKHUX BMEIIATENbCTB, YTO JEMOHCTPUPYET Halle KIMHUYe-
ckoe HabmoneHue. Komossodaromnnactuka sBIseTcss ONTHMaIbHBIM
XUPYPruuecKUM METOJOM JIECUEHHsI IPU NMPOTKEHHBIX CTEHO3aX ITH-
IIE€BOJIA, TIO3BOJISIET BEPHYTh PeOEHKA K TOTHOLIEHHOH XU3HU 1 00e-
CIIEYMBACT COLUAIIBHYIO aJallTallUIO.
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BAKLUMHOMPO®UNAKTUKA COLMANBHO
3HAYUMbBbIX UHOEKL M MMA3AMU NOOPOCTKOB
M POOVUTENEN

3y6aunosa P.I., AnueB P.P., NMorocsiH A.C.
HayuHbI pykoBoaUTEnNb:
K.M.H., aoueHT T.K. Yynakosa

CapaToBCKMi1 rocyaapCTBEHHbI MEAULIMHCKUIA YHUBEPCUTET
mm. B.U. PazymoBckoro MunHagpasa Poccuu, CapaToB

Kniouesvie crosa: demu, ungexyuu, npogpunaxmuxa

Axmyansrnocms. BakunHonpodmiakTuka sBisieTcs G QeKTHB-
HBIM CPEACTBOM HPENOTBpaIIeHHs 3a007I€BaeMOCTH TeMOPHIBHON
nudexnueit (Hib), nueBMokokkoBoi nHpekuue (I11), rpumnmom n
HOBOI1 kKopoHaBupycHoi uapekueit (COVID-19).

Lenv: onpenenuts HHGOPMUPOBAHHOCTD U MPUBEPIKEHHOCTH K
BaknuHonpodurakTrke nporus Hib, TN, rpumma n COVID-19 y nox-
POCTKOB M POAMTENEH MAIIMEHTOB JETCKON MOIUKIMHHUKH.

Mamepuanvl u memooul. TIpon3BeieH aHAIN3 aHKETUPOBAHUS
MOAPOCTKOB B Bo3pacTe 15—17 net (30 4enoBex) u poautenei mamm-
enToB nonukianHukH (100 yenosex) B 2022 .

Peszynemamui. YcTaHOBIEHO, YTO HHOPMHUPOBAHHOCTH O BXOXK-
neHuu BakuuHbl npotuB Hib B HaunonansHbll KajeHaaps mpodu-
naktuaeckux npusnBok (HKIIIT) y poaureneit cocrasmna 33%,
y noapocTkoB — 6%. IIpu ananu3e AaHHBIX O 3a00/1€BaHUSIX, KOTOPBIE
MOXXET ITPeIOTBPAaTHTh BakIuHANWs npotuB Hib, nokaszarens nHdop-
MHPOBAHHOCTH y poauTeneii coctasui 29%, y moapocTkoB — 32%,
HoKa3arenu npusepxkeHHoctd — 39 u 3% coorBercTBeHHO. [lokaza-
Teb HHPOPMHUPOBAHHOCTHU O COCTOSHHUY ITHEBMOKOKKOBOH BaKIIMHEI B
HKIIIT y ponuteneit u noxpoctkos Ob1n 43% u 13% cooTBETCTBEH-
Ho. [Ipu aHanm3e 0TBETOB 0 3a00JIEBAHUSX, KOTOPHIE MOXKET IPEOT-
BPaTUTH BaknuHaIMs npoTuB 1M (THeBMOHMS, OPOHXUT, MEHHHTHUT,
OTHT, CHHYCHT), II0Ka3aTeln HHPOPMHUPOBAHHOCTH Y POAUTEIEH CO-
ctaBuH 32%, y noxpoctkoB — 34%. Cpenu 3a0oneBaHul, BBI3bIBa-
embix [11, HanGosnble nokasaresin HHGOPMUPOBAHHOCTU OTMEUCHBI
Juist THeBMOHUH (94 1 97% COOTBETCTBEHHO), 8 HAMMEHBIIIHE MOKa3a-
Tenu oTMedeHsl A1 MeHuHruTa (3 1 10%). [IpuBepkeHHOCTh BaKIU-
HONPO(MIAKTHKE IPOTUB THEBMOKOKKOBOH MH(EKIINHU y POIUTENeH
cocrasmia 52%, y mogpoctkoB — 40%. [Tokazarenn napOpMUpOBaH-
HOCTH O BXO)KJIeHUH Bak1MHbI poTuB rpumna B HKIIII y ponureneit
U ToApocTKOB ObLH HI3KUMHE (33 1 23%). [IpuBep)keHHOCTD K Bak-
LIMHONPO(UIAKTHKE IIPOTHB TPUIINA Y POUTENEH U MOIPOCTKOB CO-
craBuia 74 u 63% coorBeTcTBeHHO. IloKa3arens MPUBEPKEHHOCTH K
BakuuHonpodmraktuke nmpotuB COVID-19 y poautenei cocTaBmin
61%, y nogpoctkoB — 20%.

3axnrouenue. BOMBIINHCTBO PECTIOHEHTOB B UCCIIETYEMBIX IPYTI-
Max OTHOCHJIOCH MOJNIOXKUTETBHO K MIPOBEAECHUIO BAKIMHOMPODUIaK-
Tku. OTMedeHs! 6oee BHICOKHE MOKA3aTel! IPHUBEPKEHHOCTH K
BakuuHONpodunakruke npotus rpunmna, COVID-19 u 11 y poau-
TeJIel 10 CPaBHEHUIO C TOAPOCTKAMH. BEISBIEHBI HU3KHE TTOKa3aTe-
71 TH(OPMHUPOBAHHOCTH O BaKIIMHAX U 3a00I€BaHMUSX, BEI3BIBAEMBIX
Hib u 11, 4to TpeOyeT ycuiieHns] CAaHUTAPHO-TIPOCBETUTENILHON pa-
OOTEI Cpeiu HACENICHUS.

BOMPOCbLI BAKLIUHOMPO®UITAKTUKA MPUMNA
Y AETEW B NEPUOA NAHOEMUU COVID-19

3yb6aunosa P.I,, AnueB P.P,, MNorocsH A.C.
HayuHbI pykoBOaUTEnNb:
K.M.H., aoueHT T.K. YynakoBa

CapaToBCKuIN roCyAapCTBEHHbI MEAULMHCKUIA YHUBEPCUTET
um. B.W. PasymoBckoro MuHagpasa Poccuu, CapatoB

Kroyessle criosa: demu, 2punri, npoghunakmuka

Axmyanvuocme. I'puni octaeTcsi OMHONW U3 aKTyaJbHBIX MEAU-
UHCKHX Npo6ieM. Ce30HHBIe SHUIEMHH TPUIIIIA MPECTABISIOT CO-
0011 CyIIeCTBEHHYIO yTPO3y OOIIECTBEHHOMY 3IO0POBBIO, IPUBOIS K
3HAYUTEIBHOMY POCTY 3a00JI€BAEMOCTH M CMEPTHOCTU HACETEHHUS.
B nepuon nannemun COVID-19 Bo3MoxkHOE coueTaHe ABYX BUPY-
COB, TIOPAXKAIOMINX JbIXaTeIbHBIE MyTH, CIIOCOOCTBYET Oolee TSIKE-
JIOMY TE€YEHHIO U MOBBIIIACT PUCK OCIOKHEHUI.

Lens: onpenennTs cTeNeHb HHPOPMUPOBAHHOCTH U IIPUBEPIKEH-
HOCTH K BaKIIMHOMPO(MIAKTHKE IPOTUB TPUIIIA y Bpauei AETCKOH Io-
JUKJIMHUKY, CTYACHTOB CTApIIUX KypCOB, HOAPOCTKOB U POIUTENEH
MALUEHTOB JETCKON MOTUKIMHHUKH.

Mamepuanvt u memoout. I1pon3Ben€H aHaNu3 aHKETHPOBAHUS
CTYIACHTOB 5-X U 6-X KypcoB (1o 30 4emoBek COOTBETCTBEHHO), Bpa-
yel menuaTpoB U y3KUX CIEeLUaINCTOB NOMUKIMHUKY (30 yenoBek),
MOJPOCTKOB B Bozpacte 15—17 net (30 yenoBek) u poauTeneit mamm-
eHToB ferckoit monuknuHuky (100 yenosek) B pespane—mapre 2022 1.

Pesynomamul. YcTaHOBIEHO, 9TO TTOKA3aTeIb HHPOPMHUPOBAHHOCTH
0 BXOXK/ICHHH BAKIWHBI IPOTHB TpuMnma B HanmoHansHeI KaneHaaph
NPOQUIAKTHYECKUX PUBUBOK Poccuu cpenut Bpauel AETCKOH MOJH-
KIIMHHKY cocTaBwII 97%, y cTyneHToB 5-X 1 6-x KypcoB CITMY — 80
1 90% COOTBETCTBEHHO, MOKa3aTeNu HHGOPMUPOBAHHOCTH POJHTE-
JIeld ¥ TIOAPOCTKOB OBLIH 3HAYUTENHHO MeHbIe — 33 1 23% cooTBeT-
CTBEHHO. [IpuBEpKEHHOCTH K BaKIIMHONPO(DUIAKTHKE IPOTHB TPHIIIA
y Bpaueil nerckoil nonukinHuky cocrasuna 100%, y cTyneHToB 5-x u
6-x xypcoB — 100%, y pormureneii u moapoctkoB — 74 u 63% coot-
BETCTBEHHO. BakiHonpoduiakTika NpoTHB IPUINA B TOIUKINHUKE
TIPOBOAMIIACH BakIMHaMH «YisTpukc Ksaxpu» u «Courpummy. I1o-
Ka3aTellb BAKIMHONPO(UIAKTUKY IPOTUB TPUIIIA Y AETEH B MOIUKIN-
Huke B 2021 . cocraBui 65,2%, B TOM 4uClie y JIeTei B BO3pacTe OT
6 mec 10 3 et — 10,6%; y mereit B Bozpacte 3—6 et — 40,5%, cpe-
T IIKOJILHUKOB (B Bo3pacte 7—17 net) — 84,5%; y moapocTkos, 00y-
yatoruxcst B [ITY u rexankymax (B Bo3pacte 15-17 ner), — 12,4%.

3axmouenue. HecMoTpst Ha BBICOKHE MOKa3aTeIn HHPOPMHPO-
BaHHOCTH U NIPUBEPKEHHOCTH BAKIIMHOIPO(DHIAKTHKY IPOTUB IPHII-
na y Bpadeil AeTCKOil MOTUKINHUKY M CTYAEHTOB, OTMEUAIOTCS HU3-
KHe IoKa3ares THGOPMUPOBAHHOCTH M IPHBEPKEHHOCTH K BaKIHU-
HaIlU¥ NPOTHB TPHIIA CPEAN MOAPOCTKOB M poauteneid. B mepuox
nangemud COVID-19 a7s moBBIIICHUST 0XBaTa BaKIMHOMPO(DUIAK-
THKOH TPOTUB TPUIIIA JeTed HEOOXOANMO YCHINTh CAaHUTAPHO-TIPO-
CBETHTENbHYIO PaOOTy Cpeau MOAPOCTKOB U POAUTENEH.

HEWPOBJTIACTOMA Y N'PYOHOIO PEGEHKA

3s6noBa U.10., MenbHuk E.E., MbiwkuHa E.B.
Hay4HbIn pykoBoauTenb: K.M.H., aoueHT J1.E. IlapuHa

Poccuinckun HaumoHanbHbIN nccrneagoBaTenbCKum
MeauLUHCKuiA yHuBepcuTeT nmenn H.W. MNMuporosa
Munsgpasa Poccun, Mocksa

Knouesnie criosa: demu, Helipobrnacmoma, QuazHOCMUKa

Axmyanvrocms. Helipobinactoma — 3710Ka4ecTBEHHAs! SMOpHO-
HaJIbHAs OITyXOJIb CHMIIaTHYECKOH HepBHOI cuctembl. OmyXois da-



Russian pediatric journal (Russian journal). 2022; 25(6)

https://doi.org/10.46563/1560-9561-2022-25-6-381-450 409

«STUDENIKIN READINGS» (MOSCOW, DECEMBER 2, 2022)

IlIe BCTpeYaeTcs y AeTel paHHEero Bo3pacrta, 0COOCHHO B MIEPBBIH Tojt
KHU3HH.

Onucanue KJIMHNYECKOro ciay4yas. Mansuuk I, 3 mec. AHa-
MHe3 JXKU3HU 0e3 ocobenHocreil. [Toctynmmn B Mopo3osckyro AT'-
KB B cBsi3u BeIsBICHHEM TpomGoruTo3a 580 x 10/, oGbéMHOrO
0o0pa3oBaHus 3a0PIOIIMHHOIO MpocTpaHcTBa Ha Y3U mpu minaHo-
BOM OCMOTpe neanarpa. IIpu nansnanuu KuBoTa — 00bEMHOE 00-
pas3oBaHue B JIeBOM moapedepbe 10 5,1 cM, IIIOTHOE, He3HAYNTEb-
HO NOJBIKHOE, Oe30one3nenHoe. [leuens +2 cM, cenezénka +1 cm.
JlabopaTopHo: aHeMHUs, TPOMOOIIMTO3, THIIONPOTCHHEMHUS 32 CUET
Bcex (dpakmuii. MuenorpaMma: OmyxoJIeBbIX KJIETOK He oOHapy-
eHo. [loBeimenune Helipocnennduyeckoit eHonasel. [1o qaHHBIM
KT opraHoB OproIIHOH OIOCTH: 3a0PIOMIMHHO MapaBepTeOpatbHO
MSTKOTKaHHOE HEOTHOPOAHOE 00pazoBaHue Oe3 YETKUX KOHTYDOB,
52 x 50 x 65 MM, 00BEMOM 82 MII, OKpYy’Kalollee JEBYIO IIOUEUHYIO
aprepuio. ['mcromormyecku: Hu3KoqU(HepeHnrpoBaHHasT HEUPOO-
JacTOMa C TIPOMEXKYTOUHBIM HHAEKCOM MUTO3-KapHopekcuc. B nu-
HaMHKe NIPOrpeccupoBaHue Omyxoau 10 61 x 61 x 84 mm, 130 mu,
npoBeaéH Kypc nonuxumuorepanuu (I1XT). Pazsutie BrOpHyHOI
apTepuanbHoi runepreHsuu 10 175/98 mm pr. ct., YCC 170 ya/muH,
KyInUpoBaHa MeauKaMeHTo3Ho. B 5 mec no KT: npusnaku unBazuu
00pa3oBaHUs B HIXKHUH TOJIOC JIEBON MOYKH, B JIEBYIO HOXKKY M-
adparmsl, BHyTpuOpIomHas umdoaneHonatus. [10BTOpHEIH Kypc
IIXT 6e3 adpdexra. [IpoBoaunacek exxenHeBHAas HHPY3HU aTpbOyMHHA
B CBSI3U C TUIIONPOTEHHEMHUEH U3-3a BTOPHYHOI SKCCYNAaTUBHOM 2H-
Teponaruu. B 7 Mec OBUTO BEIITOTHEHO yalleHHe OmyXoiH (> 95%)
B HMUII AI'ON um. Amutpus PoraueBa. B nanpueliniem peObEHOK
HeofHOKpaTHo npoxoaun nedenue B MJII'KD, npoBoaunace koppek-
st runoansOymuHeMud. HecMOTpst Ha IpOBOAMMYIO TEpAIHUIo, OT-
MeYaJioCh MPOrpecCupoOBaHNUEe OCHOBHOTO 3200JI€BaHMSI — MaJIBYH-
Ky NIPUCBOEH NAJIMaTUBHBIN CTaTyC.

3axniouenue. HeitpobnacToma sIBISIETCS 4aCThIM 3JI0Ka4€CTBEH-
HBIM HOBOOOPa30BaHUEM, BCTPEHAIONIUMCS y IeTeH IPyIHOTO BO3pac-
Ta, ¥ CaMbIM BapuabeNbHBIM MO CBOMM MposiBleHusIM. B 80% cirydaes
3a0oNeBaHNe ANarHOCTUPYETCS CIyYaifHO MPU IPOBEICHUH MPodH-
JAKTHIECKOTO OCMOTpa MK 00cIeoBaHus 10 ApyToil mprunHe. He-
00X0iMMa OHKOHACTOPO)KEHHOCTh Bpauel MepBHYHOTO 3BEHA, CBOCB-
peMeHHast AUCTIAaHCepU3aLUsl AETeH ISl PAHHETO BEHISBICHHS U JIede-
HUSI HOBOOOpa30BaHUH.

MYIIbTUCUCTEMHbIA BOCNANUTENBbHbLIN
CUHOPOM KAK OCNOXXHEHUE
FrEHEPAJTTU30BAHHOW MHDEKLIUN

MBaHoBa M.J., MenbHukoBa M.A.
Hay4HbIn pykoBoguTenb: A.M.H.,
npod. J1.A. CTpo3eHko

AnTanckuii rocygapCcTBeHHbIN MeAULMHCKUIA YHUBEPCUTET
MwuH3sgpaBa Poccun, BapHayn

Krtoyeesle criosa: MynbmucucmeMHbIl eocnanumesibHbIl
CUHOPOM, ropaxeHue napeHxXumbl fE2Kux, nosuopaaHHasi
Hedocmamo4Hocmb

Axmyanvrnocms. MylnbTUCHCTEMHBIH BOCTIAIUTEIBHBIN CHHAPOM
BO3HHUKAET Yepe3 HECKOIbKO Henenb nociie COVID-19 y panee 3m0po-
BBIX JIETEil ¥ MOPOCTKOB, XapaKTePH3yeTCs KIMHUYECKUMH U Jlabopa-
TOPHBIMH JI0KA3aTeILCTBAMH HOJIIMOPTaHHOTO BOCIIAJICHUSL.

OnucaHue KIMHAYECKOTO ciyqast. Jleouka, 5 Mec, FOCIUTaIN-
3upoBaHa B HH(EKIMOHHY0 OonbHUIYy. CoCcTOsIHIE KpalHe Tshkénoe,
00yCJIOBIICHHOE NIEPeHECEHHBIM MH(EKIIMOHHO-TOKCHYECKIM LIOKOM,
HOCJICIIOKOBBIM periepdy3HOHHBIM CHHAPOMOM, JbIXaTEIbHON HEmo-
CTaTOYHOCTBIO 3 CTENCHH, BHIPAXKCHHBIMH METabOIMYECKUMHU Hapy-

HICHUSMH, HEBPOJIOTHYECKUM neduitom. Temmeparypa tena 36,5°C.
Co3HaHHE Ha YPOBHE MEINKAMEHTO3HOH cenarni. KoKHbIe TOKPOBEI
OJeIHO-MKTepUYHBIE, BIAXKHbIE, TEIUIbIE, SK3aHTeM HeT. [lepudepuye-
cKHe TnMpaTHIecKre y37Ibl He yBelmdeHbl. [ pyaHas KiIeTka mpaBuiTb-
HOH (opMmbl. [lepkyTopHO Haz JETKUMH JETOYHBINA 3BYK. AYCKYJbTa-
TUBHO JIbIXaHUE XKECTKOE (ammapaTHoe), OCIabIeHO ClieBa, OOJbIIIe
Ha BEpXYILKe JIETKOTO, BBICITyITHBAIOTCS IPOBOAHBIE XpHIIBHl. CHcTeMa
KpoBOOOpaIieHus: 00JacTh cepila He u3MeHeHa. TOHBI cepia npu-
nrynieHsl. [ledeHs BbICTymaeT Ha 3 ¢M M3-TIOX Kpast pEOepHOH IyTu.
B KIMHHYECKOM aHAIN3e KPOBH JICHKOIUTSHI 12,5 % 10°/11, reMorioOuu
102 r/n. B GHOXUMHYECKOM aHAIN3¢ KPOBU CHIKEHHE 00mIero oern-
ka 36,2 r/n, aktuHocTh AJIT 39,9 EJl/n, noBeiienue aktuBHOCTH ACT
1o 91,9 EJI/n, coneprxanue C-peaktrBHoro Oenmka 0,10 mr/i, miroko-
3a 0,34 Mmons/n, OuTpyOuH 00wt 63,1 MKMOJE/J1, OWITUPYOUH TIPsI-
Moii 17,1 MxMoIe/J1, GnmpyOuH HenpsiMoii 46,0 MKMOJIB/JI, KpeaTHHUH
59,6 MKMOIIB/TI. AHAJIM3 KOATyJIOrPaMMbl BEISIBIII THIIOKOATYIISLIHIO,
koHIeHTpaus D-mivepa > 2000 Hr/mi. YpoBeHb MPOKaIbLUTOHIHA
cocTaBisieT >2 Hr/MII. B KIMHUYECKOM aHaIn3e MOYM HMPOTEHHYPUSL.
[pu onpenenennun antuten Ha COVID-19 BeaBnenst IgM (1,32) u
IgG — pe3ynbTaT NONOXKUTENbHBIN. B neyennn nomyyana pecrnuparop-
HYIO NOJIEPKKY ITyTEM UCKYCCTBEHHOH BEHTWIISIIIUY JIETKUX, IPOBOIH-
J1ach aHTHOAKTepUaIbHas U HH(PY3UOHHAS TEpaIysl, SHTCPATbHOE KOPM-
JICHWE aJalITHPOBAHHON MOJIOYHOH CMECBI0, HHOTPOIHAS TIOAJIEPIKKA,
TOPMOHOTEpAIysl, TeapHHOTEPAITHs. 3a BpeMsi 00CIeJOBaHU U Jieue-
HUS B OT/CNCHUH PEaHUMalli U MHTCHCHBHOW TEepaluy OTMEYaIoch
YXYAIILICHHE COCTOSHUS, CBI3aHHOE C Pa3BUTHEM CHHIPOMA CHCTEMHO-
IO BOCHAJIMTENIBHOTO OTBETa 0€3 SIBHBIX 04aroB MHPEKLUH. Y UUTHIBAs
9TH JaHHbIE, IPOBEJEHa KOHCY/IbTalus co crenuanucramu PHUMY
um. H.W. ITuporosa, mocie KoTopoii ObLT BEICTABIICH IMATHO3 MYJBTH-
CHCTEMHOTO BOCIIJINTEIBHOrO CHHApOMa. [IJist TajbHEHIIero JeueH s
TIAIMCHTKA TIEPEBEICHA B PEBMATOJIOTHIECKOE OTACIICHHE.

3axniouenue. TIpu MyNBTHCHCTEMHOM BOCIAIUTEIIEHOM CHH-
IpOMe pa3BHBACTCS BapHaHT BUPYC-MHIYIHPOBAHHOTO BTOPHIHO-
ro reMo(aroUTapHOro CUHAPOMA, KOTOPBIM MPOSBISAETCS MacCU-
POBaHHON HEKOHTPOJIUPYEMOH aKTHUBalMEell UMMYHHOH CHCTEMBI,
YTO MOXKET MIPUBOIUTH K (POPMHPOBAHUIO OCTPOTO PECITUPATOPHOTO
JUCTpecC-CHHPOMa — OCTPO BO3HMKaOIero audy3Horo Bocmna-
JUTETHHOTO MTOPAKEHUS MAPEHXHUMBI JIETKUX, Pa3BHBAIOLIETOCS KaK
Hecreruduueckas peakiys Ha pa3IuIHbIe MOBpeKAatoIIne HaKTo-
PHI ¥ IPUBOASIIETO K POPMHPOBAHHIO OCTPOH JBIXaTeNbHON HEmo-
CTAaTOYHOCTHU (KaK KOMIIOHEHTA TOJIHOPTaHHON HEZOCTATOYHOCTH)
BCJICACTBUE HAPYIICHUs CTPYKTYPHI JETOYHON TKAaHH U yMEHbIIIe-
HHUS MaccChl a3pUPOBAaHHOM IErOYHOMN TKaHU.

&k ok

OnNbIT IEYEHUA OE®OPMALIMA
MO3BOHOYHUKA U TPYOHOW KNETKU
CNOXHbIMX OPTONEAUYECKUMU U3OENUAMU

Ucmaunosa K.A., MarapamoB A.M., AtaeB A.P.
HayuHbIn pykoBoguTenb: A.M.H., goueHT A.P. AtaeB

[arectaHckui rocyaapCTBEHHbI MEANLUHCKAA YHUBEPCUTET
MwuH3gpasa Poccun, Maxadkana

Kntoyesble criosa: deghopmayuu no3eoHoOYHUKa, 0emu,
ClIOXHble opmornedudeckue usdenus

AxmyanvHocme. JledopManiu rpyIHON KIETKH U II0O3BOHOYHH-
Ka SABJISIOTCS PacipOCTPaHEHHBIMU (POPMAMM MATOJIOTHH Y AETEH.

I]env: onpenenuTs BapHAHTHI TEUSHHUS HIMOMATHIECKOTO CKOJIH-
03a u aedopmManunii rpyaHON KIETKU (BOPOHKOOOPA3HOH U KUIJICBUI-
HOM) y fetell B Bo3pacte oT 8 10 16 jer.

Mamepuanvr u memoowr. O6cae0BaHO U mposnedeHo 153 mox-
pPOCTKa C MIMOMATUYECKUM CKOJIHO030M, 6 — C BOPOHKOOOPAa3HOIA
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U 2 — ¢ KWIeBHIHOU nedopmariyeii rpynHoit kieTku. KoHcepBaTuBs-
HOMY JISICHUIO (hyHKIMOHAIBHO-KOPPUTUPYIOIINM KOPCETOM ITOABEP-
IVIUCh MAIUMEHTHI € 2 U 3 CTENeHbI0 CKoNno3a. Jlis u3sMepeHust rpamy-
COB OTKJIOHEHHMSI T03BOHOYHMKA OT OCH HCTIOIb30BaICcst MeTox Ko6ba.

Peszynomamu. KoHcepBaTHBHOE JIEUEHHE MAIIMEHTOB 3aKII0Ya-
JIOCh B U3TOTOBJICHUH 110 3D-TEXHOJIOTMH ¥ MOZICITMPOBAHNH HINBH-
IIyaJbHOTO KopceTa ¢ y4€ToM (POpMBI ITATOIOTUH U CTeNeHH aedopma-
mu. B TeyeHue roga KopceThl KOPPEKTUPOBAIUCEH, HCXOS U3 U3Me-
HEHHUH aHTPOIOMETPHIECKHUX JAHHBIX MAI[EHTOB, ¥ B IOCIEAYIOEM
MOZIBEpPTaIuch 3aMeHe. B KoppekInio BXoquiIo 1o0aBIeHUe IET0TOB
JUISL YBEIIMYEHUsI KOPPUTUPYIOIIei Harpy3Ky Ha MOpaXEHHbBIH yda-
CTOK ITO3BOHOYHHKA JUIsl yCTpaHeHus Aedopmanud. [lanuenTs! ¢ ne-
(opmaryeii MO3BOHOYHNKA PETYSIPHO NMPOBOJMIM KOPPEKIHIO KOP-
cera llleHo 1 HOCHIIM €TO IO 3aBEPIICHHST POCTa CKEJIETa, JOCTHTast
tecta Puccepa V. 3a nocnennue 5 mec 0110 00ciie1oBaHo 6 ManyeH-
TOB C BOPOHKOOOPa3HOH 1 2 TIOPOCTKA C KIICBHAHON nedopmariueit
rpyaHoii kietku. Kunesugnas nedopmarms y 1 u3 2 60IbHBIX COMPO-
BoXkJanack GpopmupoBanueM 6onesnu lleliepmana—May — Hacnen-
CTBEHHOH IOPCOIATHH, OCHOBHBIM KIMHIYECKUM IIPOSBICHHEM KOTO-
POit ABISIETCS MATONIOTMYECKOe HCKPUBIICHUE TIO3BOHOYHHKA IO TUITY
Kkndo3a. DTOro MaryeHTa JICUHIN ¢ ToMOoIIbIo Kopcera deppe B kom-
IUIEKCE C KOPPEKTOPOM OCAHKHU U CIHEIMATH3UPOBAHHON TMMHACTHKOM
SEAS, xoTopast 0CHOBaHa Ha 0OyYEeHHH MOJIOKEHHIO CAMOKOPPEKIINH.
OTO MOJOXKEHNUE TYIOBHINA, IIPY KOTOPOM ITO3BOHOYHUK CTAHOBUTCS
Gosnee CTaOMIBHBIM, a CKOJHOTHYECKas JedopMarys MakCUMaJIbHO
YMEHBIIAETCS BO BCEX TPEX INIOCKOCTSIX. Y 6 MAIMEeHTOB C BOPOHKO-
o0Opa3Hoii nedopmareil rpyIHOM KIeTKH OblIa OTMEUeHa IOJI0XKHU-
TesbHas TMHaMuKa. [lociie ycTaHOBKM BaKyyMHOTO KOJIOKOJIA HA 30-
Hy JepopManun co31aBanoch MaKCHUMalIbHOE OTPHIATETBHOE JaBIIe-
HUE JUTS TOCTIDKEHHS TTOJIOKUTEIIBHOTO Pe3ybTaTa.

3axnoyenue. IlpuvMeHenne B KOHCEPBATUBHOM JIeUCHHUH (QYHKIHO-
HaJIbHO-KOPPHUTUPYIOIINX KOPCETOB YMEHBIIIAET BEPOSITHOCTD IPOTpec-
CHPOBAHMUS CKOJINO3a U 00eCIIeurBaeT yMEeHbIICHNE KITMHUIECKOH Jie-
(opmarun o3BoHOUHHKA. KoHcepBaTnBHOE edeHne aedopManuu
TPYAHOH KJIETKU JaéT MONOKUTENBHBIN 3Q(deKT npr cTaOHIEHOM HO-
IICHUH CTIOXKHBIX OPTONEANYECKUX W3/IENHH B TedeHne 18 1 B CyTKH.

& kK

3OPEKTUBHOCTb AHTUBAKTEPUANBHOW
TEPAMWUU MUENOHE®PUTA

Kanp6ekoBa K.A., Kanpusosa M.B., Benosa O.J1.,
LenexoBa T.B.

Hay4HbIn pykoBoguTEnb: K.M.H.,

poueHT O.J1. Benosa

CapaToBckuin rocygapCcTBEeHHbIN MEAULMHCKUIA YHUBEPCUTET
um. B.W. PasymoBckoro Muxsgpasa Poccun, CapatoB

Kntoyesnbie crnosa: nuenoHegpum, demu, ueghanocropuHbl

Axmyanvnocmys. Hecmotps Ha cHibkenne B 2021 r. 3a6oneBaemMo-
CTH JleTell U moapocTkoB B CapaToBckoi 00macTi HHOEKIHSIMU MO-
yeoii cuctembl (MMC), B oTIeneHNs HE(POIOTHH MOCTYMAIOT Ooee
5000 mereii B ron, u3 HuX 6oiee 40% — MAUEHTHI C OCTPHIM HIIH
XPOHHYECKHM ITHEIOHE(YPUTOM.

L]env: onpenenuTs BEIOOP M OLEHUTH G PEKTHBHOCTD aHTHOAK-
TepUANbHOU Tepanuy y AeTei, OOIbHBIX MUEIOHEYPUTOM.

Mamepuanvl u memooul. TIpoBenén ananu3s 50 uctopuii 0one3HU
B OTAeeHIH Hepponorun. Bo3pact 6onmbHEIX (38 neBouek u 12 manb-
YHKOB) BapbHpoBai oT 2 110 16 net. Bee maunenTs! ¢ nuenonedpu-
TOM OCTPOTO (XPOHHYECKOTO) TEUCHUs, aKTUBHOU a3kl Oe3 Hapy-
nreHus (WM ¢ HapyiieHuem) GyHkiun movek. Bee GonbHbBIE ObLIH
KOMIUIEKCHO 00CJIe0BaHbl: aHAIM3bl KPOBU U MOuH, MpoOs! Heunro-
PEHKO, 3UMHHMIIKOTO, T0 Anaucy—KakoBCKOMY, HCCIIEIOBAHHE MOYN

Ha CyTOYHbIE OENOK M COJH, T0OCEB MOYH HAa MUKPOOHOTY, YPOLIUTO-
rpamma. [IpoBeieHO yIbTpa3ByKOBOE HCCIIEIOBAHIE MOYEK H MOIEBO-
TO My3bIpsi. BEIMONHEHB! PAANOHYKINAHBIE UCCIEIOBAHMS MOUEK —
CTaTH4ecKast M AnHaMudeckas: HegpocruHTHrpadus. Breidbop antu-
OMOTHKA OCYIIECTBIISIICS HA OCHOBAaHWH BBISBICHHBIX KIMHHYIECKUX
CHMIITOMOB, JJaOOPAaTOPHBIX ¥ MUKPOOHOJIOTNUECKUX JAHHBIX B COOT-
BETCTBHU C JCHCTBYIOIMMI KIMHUIECKIMH peKoMeHarmsmu (2021).
[TareHTh! OBUIM pacrpe/eseHbl Ha 2 TPYIIbL: ¢ HETSDKEIBIM U Tsi-
XKETBIM TedeHHeM. J[eTH, COCTaBUBIIME TPYIIY C HETSHKENBIM Tede-
HUEM, NOoIydany neTpuakcoH, nedenum win uedporakcum. [etu ¢
Tsok€nbiM TedeHneM UM C nonydanu nedomnepasoH ¢ cyiapbakTaMmomM
win 1eoTakcuM ¢ cyabdakramoM. J[pyroit aHTUMHKPOOHOU Tepa-
UM HE Ha3Hadanoch. /l03bl aHTHOAKTEpUAIbHOW TEPaluu Paccyu-
THIBAJIICh HHAWBHUYAIBHO IS KQXKIOTO 60NbHOTO. JTHTENEHOCTD
Tepanuu coctaBuia 7—14 gHeil.

Pesynomamer. Bozoynurensimu IMC y nereit B 70-90% ciryda-
eB ABISIIOTCS E. coli, SHTEpOKOKKHU U cTadhMIOKOKKH. Jpyrue hopmbl
MHKPOOUOTHI 00HAPYKUBAIOTCS PEAKO, YTO COITIACYETCs C IOy 4eH-
HBIMH HaMH JaHHBEIMH. B 28% moceBax Moun Ha MUKpOOHOTY 00Ha-
pyxunu E. coli, B 2% — St. aureus. B 70% ciyuaeB 6akTepuypHIo He
BBEIIBIUIH. D (EKTUBHOCTh aHTHOAKTEPUATIBHOM Teparuy OLeHUBAIIH
110 HOPMAJIU3aLUK TEMIIEPaTy bl TeNla, YMEHBIIEHHIO IPU3HAKOB HH-
TOKCHKAIIMH, CHIDKEHHIO TTO3BIBOB K MOYEUCIYCKaHHIO. JTHTEEHOCTD
aHTUOAKTEPUAIIFHOM Tepalliy COCTaBHJIA Y ETEH C HETSHKENBIM Tede-
HHEeM 7 JHeH, B rpymnie OOJIbHBIX C TSDKEIBIM TeueHneM — 12 JTHeH.

3axnouenue. Hedanocropunst [1-11I moxonenns sBasroTCS mpe-
napaTtaMy BEIOOpa B CBA3U CO CHIXKEHHOH 4yBCTBUTEIBHOCTBIO E. coli
K aMOKCHIWJUIMHY + KJIaByJIaHOBOH KncioTe. JTNTeIbHOCTE aHTHOAK-
TepUaAILHOHN TepalHy cocTaBuia He Oosee 14 nHEH, IepeHOCHMOCTh
nedanocrnoprHOB y BCeX JeTel Xxopoluasi, BCe BBITUCAHBI B YIOBIE-
TBOPUTENHEHOM COCTOSHHUH JUIS JaJbHEHIIero HaOIIOASHH)S, YTO CBU-
JeTeNbCTBYeT 00 3((PEKTHBHOCTH U GE30MaCHOCTH MCIIOIb30BAHHS
nedanocnopunos 11 moxonenus npu nevennn UMC y nereit.

SKCTPOPUA MOYEBOIO NMY3bIPA
Y HOBOPOXOEHHOIO

KHasbkuHa H.T.
Hay4HbIn pykoBoguTenb: K.M.H., goueHT J.K. ApsH

MepBbIt MockoBckuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuBepcutet uMm. .M. CeueHoBa MuH3sgpasa Poccun
(CeueHoBckuii YHusepcuteT), Mocksa

Kroyeensle criosa: 0emu, aIKCMPOGhUsi MOYE8020 My3bipS,
nieyeHue

Axmyanvnocms. DxcTpodus ModeBoro my3bips (OMIT) —
TKEIBIA TIOPOK Pa3BUTHUsA, NPOSABISIOIIUICS OTCYTCTBHEM IIEpe-
HeH CTEHKH MOYEBOTO ITy3bIPsl U COOTBETCTBYIOIETO yYacTKa Mepes-
Hell OpIONIHOW CTEHKH. AHOPEKTaJIbHBIE TIOPOKU Pa3BHTHS BKIIOYA-
FOT IIUPOKUH CIIEKTP O0Ie3HEH, MOPaXKAIOUINX MPAMYIO KUIIKY U 3a-
JTHETPOXO/IHBIN KaHaI.

Onucanue KIMHAYECKOro ciay4yas. Majibuuk, HOBOPOXKIEH-
HbIi. [Ipn poxxaennn ObuIM moctaBieHs! quarHo3sl: OMII, anopek-
TaJIbHAs MaJb(opMaIys, peKTo-Be3NKaIbHbIH cBHUII. [lo0oBEIe Opra-
HBI OIIPEIENSIOTCS ¢ TpyAoM. Hampasnen B xupyprudeckoe OTAeneHne
Iu1st 00ciieoBaHus U jedeHus. [Ipy ocMOTpe yCTaHOBJIEH HA30-ra-
CTpaJIbHBIA 30H, OTAEIsIeMOe CIH3HUCTOe, Oe3 maTonoruu. AHyC B
JOJDKEHCTBYIOIIEM MecTe He onpezensercs. Ha nepenneii OpronHoit
crenke OMII ¢ BeHTpasIbHOU IpbDXKEl, HAJIOKEHA BIIaXKHAs acelTU-
yeckast nossizka. [1onoBbie opransl onpenesnstoTes ¢ TpyaoM. Moude-
HCITyCKaHHe MPY OCMOTpPE U3 YCTheB MOUeTOUHHKa. [lanee ObUI0 Ipo-
BezeHO Y3U opraHoB OpIOIIHOMN MOIOCTH: dX0rpaduuecKue Ipru3Ha-
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KU JIMJIaTalMy KUIIEYHBIX TeTenb. [Ipu koMnbroTepHOl ToMorpahun
OpraHOB OPIONIHOW MOJOCTH OBUT BHISBJICH IHACTa3 JIOHHBIX KOCTEH
40 mM. Pe6EHOK onepupoBaH Ha 2-€ CyTKH KHM3HH, BBIIIOJIHEHA TyOy-
JSIpU3alIysl MOYeBOTO Iy3bIpsi. [lepeBsizka peKTo-Be3NKaIbHOTO CBHU-
mia. [Inactuka nepenueit OpromHoON cTeHKH. OPXUAONEKCHS C ABYX
cropoH. Konocromusi. B xone onepanuu ciiea Gbuia onpeneneHa 30-
Ha peKTo-Be3ukanpHoro caumia 0,2 cM. Bekpeita mapueransHas Opro-
IIMHA CJIeBa, TOJICTAsl KMIIIKA PACIIMPEHa, 3al0IHEHAa MEKOHHEM, MO-
Omnm3upoBaHa 10 30HBI cBHIA. CBUII JIMTHPOBAH U nepeceuéH. Pe-
3€KIHUS TUCTATBHOTO PACIIMPEHHOTO YUacTKa KUIIKU 5 M, MCKOHUH
BSI3KHH, TYCTOU. B ieBoM Me3oracTpuu chopMupoBaHa KOHIIEBas KO-
noctoma. C IBYX CTOPOH BU3yaJIH3HPOBAaHbI SMUKA 1,5 X 1,0 cM, BBI-
HOJTHEHa opxuaonekcus. [1py BBIMUCKe MOCIeoNnepalioHHas paHa Ha
repeiHel OPIONTHOM CTEHKE COCTOSTENbHA, 3a)KUBIICHHE TIEPBUYHBIM
HaTsDKEHHEM, TIPU3HAKOB BocnaneHus HeT. COCTOSHUE C MONOXKUTENb-
HOI IMHAMUKOH, MallUEHT BBIMKUCAH JOMOMW JUIs aJlbHEUIIEero dTarl-
HOTO ONEPaTUBHOTO JICUCHHSL.

3aknouenue. OOIIas HACTOPOKEHHOCTh U OCBEOMIIEHHOCTD B
BOIIPOCE MAIMEHTOB C aHOPEKTAJIBHBIMU MalbpopMarmsiMu 1 DMIT
Cpeay aKyIIepOB-THHEKOJIOTOB 1 HEOHATOIOTOB — KITIOY K CBOEBpE-
MEHHOMY OOHApy>XEHHIO U JICUCHUIO JaHHOU ITaTOIOTHH.

k 3k 3k

CUMHAPOM KAPTAIEHEPA Y NALMEHTA
C OBPATHbIM PACINONOXEHUEM OPFAHOB

Komunosa B.U.
HayuHbin pykoBoguTtenb: C.U. MenbHuk

CeBepo-3anaaHbii rocyaapCTBEHHbI MEOULNHCKUN
yHuBepcutet um. .. MeuHnkosa MuHsgpasa Poccuu,
CaHkT-lNeTepbypr

Knouesnie criosa: demu, rnepeu4YHas yurnuapHas OUCKUHe3Us,
o6pamHoe pacriosioxxeHue opeaHos

Axmyanvuocme. llepBuuHas nunmuapsas auckuaesus (ITLI) —
penKoe FeHeTHYEeCKH JIeTepMUHUPOBaHHOE 3abosieBanne. YacTora
Berpedaemoctr 1 Ha 2265—40 000 Hacenenus. B ero ocHoBe jexar
BPOXKJEHHBIE A€(QEKThI CTPOCHHS PECHUYEK MEPLATEIILHOTO SIUTEIUS
JIBIXaTeIbHBIX MyTel, MPUBO/SIINE K HApYIICHNIO UX ABUTATEILHOM
aktuBHOCTH. CunapoMm Kaprarenepa — ofuH U3 BApUAHTOB MPOSIBIIE-
wuii [T/, xapakTepusyronuiics 00paTHbIM PacloOKEHUEM OPTraHoOB,
OpOHXO09KTa3aMH, CHHYCHTOM. [IpOrHO3 3aBUCHT OT 00BEMA 1 Xapak-
Tepa Mopa)xeHust JErKUX ¥ CBOEBPEMEHHOCTH IIOCTAHOBKH JIMarHo3a.

Onucanue KiInHUYeckoro ciaydas. Mamsuuk @., 10 ner. Hdo-
HOIIEHHBIH, IIOTHOBECHBIH peOEHOK 0e3 OTATOIEHHON HACIEACTBEeH-
HOCTH 110 OpoHX0NEroyHeIM 3a0oneBanusaM. C 3 j1eT oTMeyaroTcs 3a-
0oeBaHNs HIDKHHUX IBIXAaTEIbHBIX ITyTeH, TPaKTyeMble KaKk ITHEBMO-
HUsI, OJIHAKO PEHTI'€HOrpaMMa OPraHOB I'PYIHON KJIETKH BIEpPBBIC
BEITIONTHEHA B Bo3pacTe 8 neT. Xoxpba Ha paccrosuaue 300 M BBI3BI-
BAeT Kallesb. 3aTsHKHbIE PUHUTBI, CHHYCHTBI, OTUTHI paHee OTpHIla-
eT. B Bo3pacrte 7 net Gbuta mpoBeieHa KOMITBIOTEpHAsT TOMOTpadus
(KT) opranoB rpynHOHi KJIETKH, IO JaHHBIM KOTOPOH BIIEpBbIE OBLTH
oIycaHbl OPOHXOIKTA3BI C JBYX CTOPOH M 00paTHOE PacIoioKeHHe
opranos. [Ipn ocMmotpe obpamany Ha ce0st BHUMaHUE aCTEHIIECKOe
TEJIOCIIOKEHHE, CePblii OTTCHOK KOXKHBIX IIOKPOBOB, YMEPEHHOE KO-
JMYECTBO BIAXHBIX CPEJIHE- M KPYITHOITy3bIPUaThIX XPHIIOB C 00enX
CTOPOH, MO3aHYHBIN OTTEHOK MEPKYTOPHOTO TOHA. B KinHUYecKoM 1
OMOXMMHYECKOM aHAIIN3aX KPOBH, OOIIEM aHaIN3e MOYH MaTOJIOTHU
He BbLBIeHO. [To manHpM KT 00HapyXeHBI IIITMHAPUIECKUE U M-
motyateie OpoHx03kTasbl S5, S8—S10 cnpasa, S1-3, S7 cneBa; nan-
cunrycut. [Ipn GpudpoOpOHXOCKOHY ONpeaeiEéH IBYCTOPOHHUH qud-
(y3HBIiT THOWMHBINA SHIOOPOHXHUT. B IPOMBIBHBIX BOJ OPOHXOB pocT St.
aureus 10°, St. species 10°, St. pneumonia 10°. TIpu natorucToIoOry-

YECKOM HCCJICIOBAHUM IIPOMBIBHBIX BO/| 6p0HXOB YCTaHOBJICHO, YTO
IIJIMAPHBIA anmapar B GONBIIHHCTBE KIETOK CHIIBHO pa3pexeH WK
ciymieH. JIBIKeHHs peCHUUEK Ha BCEX KJIETKaX OTCYTCTBYIOT. IIpu
SNIEKTPOHHOI MHKPOCKOITUH HAOMIONAaeTCs OTCYTCTBUE BHYTPEHHUX
JMHEHHOBBIX Py4eK MEXAy NeprpepudecKiIMy TyOneTaMu MEKPOTpY-
6ouex B cocTaBe pecHHUKH. [1o JaHHBIM KOMIIEKCHOTO UCCIICI0BaHUS
(YHKIUY BHEITHETO JBIXaHMS: PU3HAKH CMEIIAHHOTO YMEPEHHOTO
HapyLICHUs IPOXOJUMOCTH NMepu(epuuecKuX AbIXaTeIbHbIX MyTeH,
CMEIIaHHBIH BapHaHT HapyIICHUH MEXaHWKHU IbIXaHUs, YMEPEHHOE
CHI)KEHUE )KU3HEHHOH MKOCTH JIETKUX B COUYETAHUHU C PE3KUM II0-
BBIIIEHHEM OCTaTOYHOTO 00beMa JIErkuX. [10 COBOKYITHOCTH KITHHU-
4eCKIX, (YHKIHOHAIBHBIX U PEHTTCHOBCKHUX JAHHBIX, MUKPOCKOIINH
pecHUTUYATOro anmnapara ObUI yCTaHOBJICH AMArHo3: cuuapom Kapra-
TeHepa, 00paTHOE PACIOIOKEHHE OPTaHOB, OPOHXOIKTA3bl, CHHYCHT.

3axntouenue. IlpencraBneHHbIi cirydail JeMOHCTPUPYET OIpe-
JIETICHHYIO CJIOKHOCTH AUArHOCTHUKY NEPBUYHON NMIIMAPHON JICKHU-
He3un. Cuaapom Kaprarenepa ObLT yCTaHOBIICH JIUIIB CIYCTA 2 TOfia
C MOMEHTA BU3yaJIM3al[i 0OPAaTHOTO PACIIOIOKEHHUSI OPTaHOB U BBI-
SIBIICHHsI OPOHXOIKTA30B.

OCOBEHHOCTU PAHHEIO HEOHATAJIbHOIO
NMEPUOOA Y OETEN OT MATEPEW C CAXAPHbIM
OVWABETOM

KoHap6aeBa B.E., AaraHoBa C.H., TonereH A.
Hayu4HbIn pykoBoAgUTENb: K.M.H.,
poueHT C.T. KusartoBa

MeaouumHckmin yHuBepeuteT Kaparangpl, Kaparanga,
Pecnybnuka KaszaxctaH

Knroyesble criosa: HO8opoxXOEHHbIe, caxapHbili duabem,
rnepuHamaribHble Ucxo0bl

Axmyansnocme. Hammane caxapaoro nuabera (CJI) y 6epemen-
HOH >KEHIIUHBI MPOSIBIAETCSA HapYIICHUSIMU BHYTPHYTPOOHOIO pas-
BUTHS IUIOIA, & TAKXKE B EPHOJ paHHEH HeOHaTaJbHOW ajalTaluw,
YTO MOXKET aCCOLMUPOBATECS C HOPMUPOBAHUEM THAOETHIECKOM IM-
Oproderonaruy, BpOXKIEHHBIX TOPOKOB Pa3BUTHS, 3a/I€PIKKOIT BHY-
TpuyTpoOHOTO passutHs. [Ipu mozaaem CJI y moma peructpupyercs
KJIMHHUKO-T1a00paTopHBIil CHMITOMOKOMILIEKC THabeTHIeCKoit (eTo-
HaTHH: THIIEPCOMUSL, TIOJIMIIUTEMHUS, THIIOTIIMKEMHUS 1 JIP.

Onucanye KJIMHHYECKOro ciayyasi. Pe6EHOK oT 1-X omepaTHBHBIX
pomoB Ha cpoke 38 Hen + 4 THS, OT MaMbl C CaXapHbIM THa0ETOM 2-T0
THIIa, BIICPBHIE BEIABICHHBIM. J[€BOUKaA C MacCOif Tenna MpH POXKACHUH
5180 1, nnmHa Tena 62 cM, OKPYKHOCTB T'OJIOBBI 37 €M, OKPYXHOCTb Ipy-
1 41 cm, omreHka o tkane Arnrap 7/8 6amioB. COCTosSHUE YIOBIETBO-
putensHOe. B oneparronHoM O510ke npuiiokeHa K rpyau yepes 30 MuH,
cocaJa akTHBHO, ycBauBasia. [ 10KoXKHBIH )KHUPOBOH CIIOH pa3BUT N30BI-
TOYHO, pacnpeenéH paBHoMepHO. DeHoTUIYeCKre TPU3HAKU qrade-
THYECKOH (peTonaTHy: TUCIUIACTHYECKOe OXKUPEHHE, TyHOOOpa3HOe JIH-
110, KOPOTKas IIlesl, TaCTO3HOCTh, AUCIIPONOPIIMOHATFHOCTD TeNa (BBI-
pa)KeHHblﬁ TJIEYEBOM osAC, JIMHHOE TYJIOBUIIE, KOPOTKUE KOHEUYHOCTH
Y OTHOCHUTEJIBHO Maiasi rosioBa). [IpeBapuTeIbHbI THarHo3: CHHIPOM
HOBOPOXKAEHHOTO OT MaTepu C caXxapHbIM quabeToM. JlnabeTHyeckas
(eromnarus. Pe6EHOK noHOIICHHBIH B 38 Hel, OONBINON K CPOKY recTa-
Y. YPOBEHb caxapa B KPOBH y AEBOUKH depes3 1 1 Imocie pogoB CHU-
xeH (2,2 MMoItb/in). [171s KOppeKIUK HEOHATAIFHOW TUIIOITUKEMUH per
os Oblta HazHaueHa 10% nToko3a 5 M1, KOHTPOJIb caxapa KPOBH B JTH-
HamuKke 4yepe3 3 4. B 1-e cyTKH y IeBOYKH OTMEUaIOCh CHIDKEHHE Ca-
Xapa B KPOBH, IPOBO/IMIIACH KOppeKIs. B nuHamunke ypoBeHs caxapa
KpPOBH Y HOBOPOXKIEHHON HOpMasin3oBajcs. [ pyabp marepu cocaina ak-
tuBHO. [Ipu HelipocoHorpaduy y HOBOPOXKIEHHOM OBUIO BBISIBICHO I'H-
MOKCHYECKOE TTOBPEXKACHHUE [IEHTPAIbHOH HEPBHOH CHCTEMEI, CyO3TIeH-
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JMMaJIbHOE KPOBOM3JIMSHUE CIIEBa B CTAANK YaCTUIHOTO JIU3KCA U KH-
crooOpazoBans. KIMHUYECKHIA IMarHo3: THIIOKCHYECKOE IIOBPEKICHHE
IMHC nérkoii crenexu, OCTpbIii epuos, CyOaneHMMalIbHOE KPOBOU3-
JIMSTHUE CJIeBa B CTaJUH YACTHIHOTO JIM3Kca U KucTooOpasoBanyst. CHH-
JIPOM HOBOPOXKIEHHOTO OT MaTepH C caxapHbIM auaderoM. Jnabetu-
yeckas (eronarus. HeonaranpHasi runorinkemMust. JJOHOIICHHBIN B
38 Hen, GonpIIol K cpoKy recrarmu. OnpenesieHa HCTHHHAS THIIEPCO-
MUSI C TIPEBBIIIICHIEM BCEX TIOKa3aTesei (GU3MIecKoro pa3BuTHs (Mac-
CHI TeJIa, POCTa, OKPY>KHOCTEH TOJIOBBI M TPY/IH, MacCO-pPOCTOBOTO KO-
s dummenra) Boime 75 nepueHTH . Beinrcana JoMoi Ha 6-€ CyTKH
¢ Maccoli Tera 4986 .

3axarouenue. 3HAYNMBIM META0OTMYECKUM OCIIOKHEHHEM Y HO-
BOPOXKIEHHBIX OT MaTepei ¢ caxapHbIM AUa0eTOM SBIISIETCS IOCTHA-
TanpHas runonkemMus. CBOeBpeMeHHas IMarHoCTHKa U paHHee Ha-
4aJIo JICYCHUI UMEIOT Pellialoliiee 3HaYeHHe B UcX0/ie 3a00IIeBaHus.

NEPUHATAINBbHbIE UCXO[ObI
Y HOBOPOXJAEHHbIX OT MATEPEVIH
C NOATBEPXXAEHHOW WHOEKLIMEN SARS-CoV-2

Konap6aeBa B.E., AaraHoBa C.H., TonereH A.
HayuHbI pykoBOoaguTENb:
K.M.H., goueHT C.T. Kusatosa

MeauumHckuii yHuBepcuteT KaparaHgpl, KaparaHaa,
Pecnybnuka KasaxcTtaH

Knouesbie criosa: HOBOPOXOEHHbIE, UHekyusi SARS-CoV-2,
riepuHamarsbHble UCX00b!

Axmyansnocms. BcemupHas opraHu3sanus 34paBOOXpaHEHHUs
11.03.2020 o0bsiBuna o manaemuu o uadekpn SARS-CoV-2. Yera-
HOBJICHO, YTO JETHU MOABEPraloTCs BO3ACHCTBHIO 3TOH MHEKIHN
MeHbIIle, 4eM B3pocible. [1o Mepe pocTa 3a001eBaeMOCTH yBEINYH-
JIOCh YHCIIO HOBOPOXKACHHBIX 0T Matepeit ¢ COVID-19. [Ipu atom
HOBOPOXKAEHHBIE U JeTH 110 | rona Gonee ysa3BUMBI U1l HHPEKINH
SARS-CoV-2 ¢ 6onee BEICOKOI BEPOSITHOCTBIO TSDKEIOTO TEUCHUS 3a-
GoneBaHMs 110 CPABHEHHUIO C IETbMH CTapIIIETO BO3pacTa.

L]env: IpoBeCTH aHANN3 TIEPUHATAIBHBIX UCXOIOB U COCTOSTHHUS
37I0pOBbSl HOBOPOXKAEHHBIX OT POAMIIBHUIL C TTOATBEPKAEHHOI SARS-
CoV-2 B KaparanauHckoii 0071acTH.

Mamepuanet u memooOu:. IIpoBeieH peTPOCTIEKTUBHEBIA aHAIN3
MEIUIMHCKOM TOKyMEHTauuu poxeHun u poruwisHun ¢ COVID-19,
a TaK)Ke aHaJIM3 COCTOSIHYUS HOBOPOXEHHBIX, POJUBIINXCS OT Mare-
peit SARS-CoV-2 B Kaparanauackoii 061acTit BO BTOPOM TTOTYTOIHN
2021 r. Beero npoananuszuposano 120 ciyuaeB poJoB.

Pezynomamut. Yeranosneno, uro y 120 (28,1%) poxenun u po-
IIbHUL onTBepamics aHaiau3 Ha COVID-19. Cpeau Bcex mocTynuB-
IINX JUarHOCTHPOBaHa MHeBMOHHUS y 18 (20,9%) xenmuH. B xoropre
15 (17,4%) nmenu npexaeBpeMeHHbIE poabl 1 42% TepeHecnn Keca-
peBo cedenue. Hu omH peOGEHOK mociie pokaeHus He ToTpedoBa oKa-
3aHMs PeaHNMAI[OHHBIX MepornpuaTrii. Hamu 0110 BBIABIICHO, YTO B
8 (6,6%) cimydasx y HOBOPOXKIEHHBIX pe3ysbTaThl aHanu3a Ha SARS-
CoV-2 6611 NoNnoXUTeNbHBIMA. 40% HOBOPOXKIEHHBIX COCTABUIIH HE-
JoHOIeHHbIe AeTH (32—36 Hen rectanum). Y OJHOTO HOBOPOXKIEHHOTO
n3 8 HaOroaIack KOpoHaBHPYCHAs! HH(EKIWS TSHKENOH CTEIeHH TshKe-
ctu. B 7 cygasx ormeueHo 6eccnmvnromHoe Tederne SARS-CoV-2. [o
JTAHHBIM HaILIeTo aHaIn3a, Bce NHMHIMPOBAHHbIE IETH HAXOIMINCh Ha
HCKYCCTBEHHOM BCKAapMIIMBAHUH JI0 BBIUCKH U3 CTAIIMOHAPA, CPEIHSIS
HPOJODKUTEIBHOCTD NIPeObIBaHUS B CTAallMOHApe cocTaBmia 10 qHEH.
Bce Obum BEIMIECAHBI JOMOH 10T HaOMIOIeHHE TTeuaTpa. JleTarbHbIX
HCXOZI0B CPEIM MaTepeil U UX HOBOPOXKAEHHBIX AETEH HET.

3axnouenue. HoBOpOX IEHHBIE, POAMBIIMXCS OT MaTepei ¢ moj-
TBepkaéHHON nHpeknueit SARS-CoV-2, B 93,4% ciywaes 6butH 3710~

poBsl. [locTHaTambHOE MHPUIIPOBAHHE HOBOPOKAEHHBIX IPOTEKa-
JI0 CYIIECTBEHHO Yalle B JIETKOI opme Ha GoHe chopMHUPOBABIINX-
Csl a/IaNTAlOHHBIX BO3MOXKHOCTEH, HOBOPOXKAEHHBIE OCTaBAINCh Ha
CIIOHTaHHOM JBIXaHUH M MMeITH OJIaroNpusTHBIN IPOTHO3.

KINMMHWYECKOE HABINMIOOEHUE
MYKOMOIMUCAXAPUAOO3A Il TUMNA

Kpayc T.A., KapneHko A.H.
Hay4HbI pykoBoAguUTENb: K.M.H.,
poueHT O.M. Manrora

AnTanckuii rocygapCTBEHHbIN MEOULIMHCKUIA YHUBEPCUTET
MwuH3agpasa Poccun, BapHayn

Knrouesnie criosa: demu, mykononucaxapudos, QuazHoCmuKa

Axmyansrnocms. Myxononucaxapunos (MIIC) Il Tuna (cuaapom
XaHTepa) — reHeTHdecKoe 3a0oseBanne ¢ X-CIeTICHHBIM PeIieCcCHB-
HBIM THIIOM HacJEOBaHMs BCIECACTBHE MyTallUH B TeHE HAYpPOHAT-2
cynbdarassl, JUIsl KOTOPOro pa3paboTaHa GepMEHTO3aMECTUTEIIbHAS
tepanus (O3T). B Anraiickom kpae HaOmonarores 8 mereir ¢ MIIC
II tuna. [IprBoAMM OnMcaHUe KIMHUYECKOTO HaOroneHus peOéHka
¢ Hanboree THKENBIM TeIeHHEM 3a00JIeBaHHSI.

Onucanne KJIMHAYECKOT0 ciay4asi: Mansiuk, 2 rofia, ¢ 3aJ1epx-
KOI pe4eBOro pa3BHTHS, CHIKCHHEM CIIyXa, TUIIEPaKTHBHOCTBIO, Ya-
CTBIMU PUHHUTAMH. TerTocnoKeHre HeMPOIOPIMOHAIBHOE, yBEITMICHHUE
JKMBOTA, Y3KHE IUIeYH, HOTH X-00pa3Hble, IM30CTO3bI TOJICHOCTOMHBIX
CyCTaBOB, IIMPOKast IEPEHOCHIIA U B3IEPHYTHIH HOC, HU3KO MOCAXKEH-
HBIE YIIM, OpaxXUIaKTUINS U KIMHOAAKTHUIMSA ManbleB KUCTEH, Ko-
JKa cyxas W IIOTHas, TYTOIOABM)XHOCTD CyCTaBOB. Y JIBOIOPOJHOM
TéTH npobaHAa ChIH ¢ MOXOOHBIMU cuMnToMaMu. [IpoBeneHo obcme-
JOBaHHE: aKTHBHOCTh UJIypOHATCYIIb(aTa3sl B IUIa3Me PE3KO CHIDKE-
Ha; 110 pe3ynbTraTaM OJHOMEPHOTO 3JeKTpodopesa TITMKO3aMHHOIIIHN-
KaHOB: MOBBIIICHA KCKPELHsl rerapancyibgara 1 AepMarancybdara
¢ Mo4oii. BricraBnen quaraos: MIIC II tumna (cuaapom Xantepa). Ha-
yara ©3T npenaparom unypcyibdasza. Ha 5-if mpuém npemnapara pas-
BIJICA aHA(MIAKTHIECKHI IIOK, TPON30IILIA OCTAHOBKA JbIXaHusi. OT
nanbHeimel @3T marb oTkazanack. B muHamMuke cocTosHIE yXyama-
JIOCh: HApYIICHUs MOBEJCHHS, SMOLIOHANIbHAS HEYCTOHUMBOCTD; MO-
Tepst IPHOOPETEHHBIX HABBIKOB; ITAXOBO-MOIIIOHOYHBIE TPEDKU. Uepes
4 rofa MOSIBUIIMCH 3MM30/IBI CYJIOPOT, EPECTAN XOIUTh, CUIETh, TOBO-
PHTB, OTpaHnYeHIEe 00bEMA aKTHBHBIX JBIDKEHUH BO BCEX TPYIIIIAX Cy-
craBoB. B Bo3pacte 10 1eT ohopMIiieH mamInaTuBHBIN CTaTyC, IepeHEC
BHEOOJILHIYHYIO JIBYCTOPOHHIOIO ITHEBMOHHIO, ObLIA ITPOM3BE/IEHA TPa-
xeoctomusi. Ha maHHBIH MOMeHT peGEHKY 13 Jet, cocTosHIe cTalOwIb-
HO TSDKENOE, HOCUTEIIb TPaXeOCTOMBI, CAMOCTOSITEIEHO HE JIBILINT, TO-
JIOBY HE JAEP>KUT, He IePEBOPAUNBACTCS, HE CHAUT, HE XOINT, PEUH HET,
Ha o0paruéHnyto peub He pearupyeT. Ha MPT ronoBHoro mo3sra: atpo-
¢wus BemecTBa OOJBIINX NOTyIIapui Mosra. D00 srmmenTrdopmHast
aKTHUBHOCTH B IIEHTPAIbHO-3aTBLUIOYHON 00IACTH JIEBOTO IOTyIIAPHS,
NpU3HAKHN (YHKIMOHAIBHOM Jie30praHu3anuu kopsl. Obmee 3amen-
JICHUE U 3ajiepkka (opMupoBaHus KopkoBol putmuku. Ha Y3U BHy-
TPEHHHUX OPraHOB IeNaTo- U CITIEHOMETausl, MMeNOKaIUKO3KTa3 s ciIe-
Ba. MyJbTUCIIHPATbHAsT KOMIIBIOTEpHAs TOMOTpadus: IByCTOPOHHIE
TIOCTBOCHAJIHUTEbHBIC H3MEHEHUS JIErKuX. PyOIIOBbIi CTEHO3 TpaXeu.

3axnouenue. Myxononucaxapuno3 Il Tuna — peakoe, TsxKeno
poTekaroliee 3adoneBanue, st Koroporo pazpadorana O3T. OnnHa-
KO TIPH NPOBEJICHUH JIAHHOM Tepanuy BO3MOXKHBI OO0YHBIE 3D hek-
Tl. B orcyrctBHe D3T cocTosiHUE IPOrpeCcCUBHO yXyALIAETCS, HC-
X011 3a00J1eBaHNs HeOIaronpusTHbIN.

k %k ok
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MACCA TENA U MCUXO3MOLMOHANBHOE
HAMPSAXXEHUE NOOPOCTKOB C APTEPUATNbHOW
TMNEPTEH3UEN

KynesnéBa E.A., CBeTuoBa E.B.
HayuHbI pykoBOAUTENb: A.M.H.,
npodc. M.KO. NanakTnoHoBa

[MckoBCKMI rocyaapCTBEHHbIN YHUBEPCUTET, [1cKoB

Knroyeenie crioga: apmepuaribHas aunepmeH3us,
u3bbimoy4Hasi Macca merna, I'IO0,00CIT)KU

Axmyanvrnocms. ApTtepuanbHas runepreHsus (Al') sBisercs
MHOTro(akTopHbIM 3aboneBanreM. 13 pakropos pucka Al B necst-
Ky NIPUOPUTETHBIX BXOIAT M30bITOUHAs Macca Tena (M) u nenxos-
MouuoHansHoe HanpspkeHue (ITH).

L]env: onpenenuts nuzmeHenus yposseil ITH y nogpoctkos, cTpa-
Jaomux Al B 3aBUCHMOCTH OT BEIMYMHBI OTHOCUTEIBHOI MacChI Te-
na — unzaekca Kerne (UK).

Mamepuanvt u memoowvt. O6cnenoBano 50 TOIPOCTKOB B BO3pac-
te 15-17 ner (65,4% nesouek, 34,6% manpuukoB). B 3aBucumoctu
ot 3Ha4yenus MK Bce netn Oblmn pacnpe/eneHs! Ha IPYIIBL: ¢ AehH-
nutoM Maccel Tena (M) — UK < 20, ¢ HopmanbHO# Maccoit Tena —
>20 UK <25, c UM — > 20 UK < 29, noapocTku ¢ 0XKUPEeHueM —
UK > 29. Kpurepun Al ompeneneHs! cortacHO pekoMeHaasm BO3/
MOALT (1999). Yposens ITH onpenensnu mo mkajie NCUXO3MOLIUO-
HabHOTO cTpecca L. Reeder.

Pezynomamui. B rpynmy auiy ¢ oxupenuem Boruiu 39,9% neso-
gek u 33,2% manpunkoB ¢ UM 27,4 u 31,8% cooTtBeTcTBeHHO. Pac-
npoctpanénHocts Al' coctaBuna 4,6% cpean ManpaukoB u 35,7%
cpenu nesouek. [Ipu ysenudyenun UK cpenu roHouIel oTMeueH pocT
ATl B 2,5 paza — ot 23,1% cpenun mun ¢ IM, no 41,1% cpenu i ¢
UM u 64,9% — npu oxupenuu. Cpeau aeBodek ¢ oxupenueMm Al
Obu1a BBIIE B 15 pas, vem npu M (50,2% npotus 3,2% cooTBeT-
CTBEHHO), PN HOpMalbHOI Macce Tena Al BeisiBieHa y 13,9%, mpu
UM —y 42,3%. Bricokuii yposens ITH umenu 14% neBouek ¢ oxu-
penuewm, 15,9% npu UM, 10,2% npu HopmanbsHON Macce Tena. Bui-
cokuii ypoess I1H BorsiBieH y 14,5% MaJIB4MKOB ¢ OKUPEHHEM, Cpe-
1 st ¢ UM —y 7,1%, B rpymiie ¢ HOpMaJlbHOM Maccoif Tena — y
8,1%, ¢ AM —y 7,7%. Boicokuit yposens ITH cpean nmoapocTkoB ¢
AT cocraBun 16,5% cpenu nesouek u 12,1% cpenu roHome. Brico-
xuit yposens [1H y nui ¢ AI' 1 HOpManbHOM Maccoit Tena ornpene-
néH cpenu 26,3% nesouek u B 1,2 pasa vaie (33,3%) — cpenu manb-
gnkoB. Cpenu mun ¢ AI' u UM Bricokmii ypoBens [TH BeTpeuancs y
Ka)<10ro BToporo obcnenoBanHoro — 51,7% neouek u 50% maiib-
YHKOB, Cpeau JHI] ¢ oxuperueM u Al” 6sutn 51,3% nesouex u 70,6%
MaJIBYUKOB-TIOAPOCTKOB.

3axmouenue. Cpeny FOHOLIEH OBLTO OTMEUEHO OOJIBIIIee PacIpOCT-
panenne AT (44,6% nporus 35,7% cpean qeBOYEK), 9TO B MEHBIICH
CTENEHHU CBSI3aHO C PacnpoCTpaHEHHOCThIO BhICOKOro yposHs ITH
(12,1% npotus 16,5%). Beicoxwuit yposens I1H BeIsiBICH IIpH pocTe
3HaueHuil UM 1 MakcUMaJIbHO BBIPAKEH CPEM JIUL C OXKUPEHUEM
(¢ 33,3% mo 70,6% coorBercTBeHHO). Cpenn aeBouek ¢ Al B
AHAJOTMYHBIX TpyNnax yAedbHBbIM Bec BbICOKOro ypoBHs [TH
cocrasiseT 95%.

COCTOSIHUE MUKPOBMUOTbI
OPO®APUHIEATIbHOW 30HbI Y AETEN

C PEKYPPEHTHbIMU PECMUPATOPHbIMM
WHPEKLMAMU

KypatokoBa T.U.
HayuHbIn pykoBoauTenb:
O.M.H., npod. O.H. KpacHopyukas

BopoHexckuin rocynapCcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
um. H.H. Bypaerko Munaagpasa Poccun, BopoHex

Knrovesbie criosa: Mukpobuoma, pecriupamopHsle
UHgbekyuu, demu

Axmyansrocme. JleTi ¢ peKyppeHTHBIMHI PECITUPATOPHBIMU WH-
¢exmuamu (PPU) cocrasisitor okomno 65% 330108 HHEKIHIT BepX-
HUX JIbIxatensHeIx myTed (B/II1). Hopmansaast MukpoOuoTra ciam3ucThIx
000J104eK 00ecreunBacT HIMMYHOMOIYJIHPYIONIYIO (DYHKIHIO ITyTEM
KOHKYPEHTHOTO MCKJIFOYEHHUS TTaTOTCHOB, YCHUICHHS BPOXKAEHHBIX pe-
AKIUH KIIETOYHOTO M I'yMOPaJIbHOTO HIMMYHHTETa. B cBsI3M ¢ 3THM aHa-
3 coctostHust MukpoouoTel BJIT y nereii ¢ PPU u onpenenenue na-
TOTEHETHYECKHUX CBSI3EH MEXIy 4YacTol 3a0011€BaeMOCThIO JIETEH U CO-
CTaBOM PECTIPATOPHOH MIUKPOOHOTHI IIPEICTABISIIOTCS aKTya bHBIMIL.

L]env: onpenenuTs COCTaB ¥ 0COOEHHOCTH MUKPOOHOTHI Opoda-
pUHreanbHOM 30HbI y nereil B natorenese PPU B/III.

Mamepuanet u memoowi. Obcnenosano 90 mereit B Bozpacte 1-6 net:
Manpduku — 51% (n = 46), neBouku — 49% (n = 44); ocHOBHYIO
TPYIITy COCTAaBHJIM 75 JeTel — MaIMeHTHl ¢ KPaTHOCTHIO AIIN30/I0B
PPU Gonee 8 3a xaneHIapHBIA Tol, B KOHTPOJIbHYIO TPYIILy BOLLIH
15 ycnoBHO 310poBBIX jeTel (¢ yacToToit smu3onos PPU no 3 cmy-
4aeB 3a rofl). Y Bcex 00CIECIOBaHHBIX JIeTel KONNYECTBCHHBIN U Ka-
YECTBEHHBII COCTaB MHKPOOUOTHI OpodhapHHTea bHOI 30HBI OIpeie-
JISUTH METOZIOM T'€HETHYECKOTO CeKBEHHPOBAHHS pernoHa V3—V4 re-
Ha /6S pubocomansHoit PHK.

Pezynomamut. loMAHUPYIOIINMH SHTEPOTHIIAMH Y A€TEil OCHOB-
HOH TPYNITBI SIBJSUIHCH Firmicutes M Bacteroidota. Y netei KOHTPOIb-
HO¥ TpyMNIbl KOHLIEHTpauuu Firmicutes ObIIA 3HAYUTEIHEHO MOBBIIIE-
HBI 110 CPAaBHEHUIO C YPOBHIMH Y AeTeit ocHoBHOH rpymmsl (30,01 u
19,24% cOOTBETCTBEHHO), a KOMMYECTBO Proteobacteria (acCOUUPO-
BaHEI C BOCIIAIIUTENBEHBIMU 3a00JI€BAaHUSIMH, CIIOCOOHOCTEIO HPOMY-
IUPOBATH HAOTOKCHHBI, IMEIOT MOTEHIIMAI IS YPE3MEPHOTO POCTa
Ha (oHEe aHTHOMOTUKOTEPAIINH) UMEJI0 00paTHYIO IMHAMHUKY: y IeTeH
KOHTPOJIBHOM TPYNIIBI OBLIO YMEHBIIEHO B 3,4 pasa Mo CpaBHEHHIO C
YpOBHEM y AeTei ocHOBHOM rpynisl (2,08 u 7,12% cOOTBETCTBEHHO;
p < 0,001). onynsamun Actinobacteriota cCOCTaBUIN y ETeH KOH-
TponbsHOH rpymmsl 1,74%, a y neteit ocHoBHOI rpymnmnel — 0,91%. bak-
tepuu Lactobacillis y neteit KOHTpobHOM rpyms! coctasmim 0,76%,
ay nereit ocHoBHOM rpynmsl — 0,29% (p < 0,001). OTn manHbBIE H3Me-
HEeHHH MUKpoOroMa opodapyHreanbHoit 30861 y neteid ¢ PPU ykasbl-
BAIOT CHIDKEHHE MUKPOOHOTO Oropa3sHooOpasust. [Ipu 3ToM BBIsSBIIE-
HbI 3HAYUMBIC PasjInius B KOJIMYECTBECHHOM COACPKaHUU MaTOr¢HHOM
U yCIIOBHO-TIATOT€HHON MHUKPOOUOTEL: Y IeTel KOHTPOJILHON IPYIIITBI
ypoBHU Haemophilus 6einu camkeHsI (0,201%) o cpaBHEHHIO ¢ JaH-
HBIMH Yy JieTell ocHOBHO# rpymis (0,703%); conepxanue Neisseria y
YCIIOBHO 37I0pOBBIX AeTeit Ob110 ymenseHo (0,243%) mo cpaBHEHHUIO
¢ ypoBHeM y aereit ocHoBHO# rpymisl (0,518%). Ipu aToMm conepixa-
HHUe Ruminococcus y neTeit KOHTPOIBHOH TPYTIIBI OBLIO CYIIECTBEHHO
noBsIteHo (1,113%) mo cpaBHEHHIO C yPOBHAMH y J€Tel OCHOBHOM
rpymmsl (0,153%). 3smenenus conepskanus Faecalibacterium, xoTo-
pBI€ yYacTBYIOT B CHHTE3€ IPOTHBOBOCIIATUTENBHBIX META00IHUTOB,
xapakrepusoBayuch nosbiieHueM (0,656%) 6onee yem B 3,5 pasza B
COCTaBEe MUKPOOHOTHI YCIIOBHO 30POBBIX AETEH, UeM y AeTeil OCHOB-
Ho# rpynmnsl — 0,189% (p < 0,001).

3axnouenue. bakrepuanbHbIN pecIMPaTOPHEIA OHOTON y 1e-
Tel ¢ pa3nuyHoi yactotoil PPU B rog mmeer 3HaunMble pa3auyus:
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pocT 4acToThl 3nu30108 PPU mpuBoauT K CMELIEHUIO KOJIOHU3AIUN
BJII B cTopoHy GakTepwuii, aCCOMMMPOBAHHBIX C BOCHATUTEIHHBIMU
3a00JIEBaHUSIMH, YTO, B CBOIO OUEPE/Ib, MOXKET MPUBECTH K HapyIlle-
HHIO IMMYHHOTO TOMEOCTa3a ¥ Pe3UCTEHTHOCTH CIM3UCTOH 0007104-
ku BTl y nereil.

YOANEHUE OUBEPTUKYNA MOYEBOIO MY3bIPA
C PEUMMITAHTALMEN MOYETOYHUKA
NMHEBMOBE3NKOCKOMUYECKM AOCTYNOM

Kapumos U.A., Becnantok O.U., KapnaueB C.A,,
FanysunHckasa A.T.

Hay4HbIn pykoBoguTenb: A.M.H.,

npod. C.H. 3opkuH

HaunoHanbHbIN MEQULIMHCKUIA UCCRen0oBaTENbCKUA LIEHTP
3nopoBbs aeten Munsgpasa Poccun, Mocksa

Knouessie criosa: demu, 6U69meKyfl Mo4Yee0ec0 Mny3biIpA,
Jie4eHue

Axmyansrnocms. HacToTa BEIABIEHHS HCTHHHOTO JUBEPTHKYIA
MoueBoro my3sipst (MJIMII) npu o6cnenoBanny aereii ¢ nHGeKuuen
MOUEBBIX ITyTeH 1 HApyIICHUSIMU MOYEUCITYCKaHHs cocTaBisieT 1,7%.
Jluarnos noATBep)KaaeTCs KIMHUYECKU, JaHHBIME Y 31 MoueBoro my-
3BIpsI, MEKITHOHHOH IUCTOrpaduy, KOMIBIOTEPHOH ToMOrpadun op-
raHOB MOUYEBOW CHCTEMBI C BHYTPHBEHHBIM KOHTpacTHpoBaHueM. [ u-
TFaHTCKUH JTUBEPTUKYJI MOYEBOTO Iy3bIps, CIABJIMBAIOIIUN KHUILIEU-
HHK, MOXKET BBI3BIBATh XPOHUUECKHE 3aIIOPHI, BIUIOTH 10 KAIICUHOH
HETIPOXOAUMOCTH. Bo BpE€MsI MUKIIUH HE IIPOUCXOAUT ITOJIHOTO OIIO-
PO’KHEHHST MOYEBOTO ITy3BIps, OTMEJaeTCs OOIbIION 00BEM ocTaTod-
HOH MouH. [1o TaHHBIM TUTEpaTyphl, KIMHUYECKH TPOSIBIAIOMINNA ceOst
NAMII noanexxut onepatuBHOMY ynanenuto. [Ipumenenue nanapo-
CKOIIMYECKOTO JOCTYTA MIMPOKO HCHONB3YETCS B IETCKOH ypOIOTHH,
B TOM YHCJI€ IPU JUBEPTUKYI3KTOMUHU. [IpeanoxeHo ucnoabp3oBaHue
ITHEBMOBE3HNKOCKOITIYECKOTO JTOCTYTIA, KOTOPBII MOXKET CTaTh «30J10-
TBIM CTaHAAPTOM) JIUEHUs] JaHHON MaTOIOTHH.

Onucanve KINHUYECKOTO ciay4yas. Manbuuk, 7 JeT, ¢ xaJo-
6aMH B TEUEHHUE TOJ[a HA UyBCTBO HEIIOIHOTO ONMOPOKHEHUS] MOUe-
BOTO ITy3BIPsl, I3MEHEHHUSI B aHAIN3aX MOYH, SITU30/16I 0OIE3HEHHOTO
1 3aTpyaHEHHOTO Mouencnyckanus. [lo pesymbratam Y3U moueBo-
IO Iy3bIPsl 1 MUKIIMOHHOW IUCTOrpaduu: CrpaBa 3a MOYEBBIM ITy3bI-
peM oIpenenseTcs: BEIITIMBAHUE CTEHKH MOUYEBOTO IMy3bIps pa3Me-
pom 79 x 60 MM, 00BEM ocTaTouHOM MouK cocTaBisgeT 80 mit. PeGEHKyY
BBINOJIHEHA THEBMOBe3uckonus. MHTpaonepanoHHo: BU3yaIu3Uupo-
BaH HCTHHHBIN JUBEPTUKYI MOYEBOTO ITy3bIPsS THTAHTCKHUX Pa3MepoB
Ha MeCTe JOJKEHCTBYIOLIETO PAcIONIOKEHUS YCThs IPAaBOr0 Mode-
TOYHHKA, IMUPHHA COOOIIECHHS ¢ MOYEBBIM ITy3BIPEM 5 MM, YCThE MO-
YETOUHMKA OTKPBIBAETCS Ha MEJHANbHOI CTEHKE TUBEPTHKYNA. BbI-
MOJTHEHA JUBEPTUKYIPKTOMUS M OTHOMOMEHTHASI TPAHCTPUTOHAIbHAS
peUMITIaHTaIs MOdeTouHHKa. [locneonepaMoHHbIA Tepuoa mpo-
TeKal miaaKo. [Ipy kaTaMHeCTHYeCKOM 00CIIeI0OBaHUN depe3 6 Mec:
Ha KOHTPOJILHOM IUCTOrpaduy TUBEPTHKYIA MOIEBOTO ITy3bIPS HET,
Iy3BIPHO-MOYETOYHUKOBBIH peduiiokc He onpenensercs. [Ipu nabdo-
paTopHOM KOHTpOJIE MOKa3aTelIH B IpeAeiax HOPMBI, 00JIeBON CHH-
JIPOM OTCYTCTBOBAII.

3aknrouenue. Vcnionb30BaHue THEBMOBE3UKOCKOIIMUECKOIO J10-
CTyTIa IPY JUBEPTUKYIIKTOMUH MOYEBOTO ITy3bIpS SBISIETCS aKTyallb-
HOU M MaJIOMHBa3HBHOW METOMUKOM. JIaHHBII METOI MOXKET OBITh pe-
KOMEH/IOBaH K IIPUMEHCHUIO B IETCKOH ypPOJIOTHHL.

&k ok

OUATHOCTUKA HEAHKOI’OJJbHOI?I YXUPOBOM
BOJIE3HW NMEYEHWU Y OETEW C OXKUPEHUEM

INeGepea A.M.
HayuHbI pykoBOaUTENb:
A.M.H., npod. PAH T.B. CtpokoBa

depeparnbHbIi UCCneqoBaTENbCKUA LEHTP NMUTaHUS,
OnoTtexHonorun n 6esonacHocTu nuwm, Mockea

Kritoueabie crioga: demu, OXUpeHUe, Heanko20/bHasi
JKupoeasi 6onesHb neveHu

Axmyanonocme. HeankoronpHasi )HpoBasi O0Ne3Hb HMeUCHH
(HAXBII) — pacnpoctpanéHHOe 3a00I€BaHUE IIEUSHH, KOTOPOE SIB-
JSIeTCsl OHOW M3 MPUYUH TporpeccupoBanus Gpubposa. 3abonesa-
HUE 9acTO Pa3BUBAETCS NMPU M30BITOYHON Macce Tesla U OKUPEHUH y
B3POCIIBIX | JIETEH, ITO TpeOyeT MPHUCTANBHOTO BHUMAHHUS C HEIBI0
YTOUYHEHUSI IPUYHMH U ONPEISTICHUS TAKTUKH JICUCHUSL.

Llenv: onpenenuts n3meHenus nedenu y aereit ¢ HAXKBII mpu no-
MOIIH JIJAOOPATOPHBIX 1 HHCTPYMEHTAIBHBIX METOIOB HCCIIEIOBAHMSI.

Mamepuanust u memoowi. IIpoBen€H aHammu3 1a00paTOPHEIX (Map-
Kepbl IIUTONN3a) M HHCTpyMeHTaNnbHBIX (Y3U opraHoB OpromIHO# mo-
noctu («Philips EPIQ 7»), dbubpoanacrorpadus Ha annapare «Fibro-
Scan 502 TOUCH») pe3ynsraToB oOcienoBanus y 39 nereit B Bo3-
pacte 4-17 net (Mmeauana 12 [10; 13] net) ¢ u30bITOYHON Maccoi
Tea U OXHPEHHUEM.

Pe3ynomamui. YnpTpa3ByKoBbIe IPU3HAKK CTEATO3a MEUEHU OBI-
JM BBISIBIIEHBI y 26 (66,6%) neteli, B TOM 4YHCiIe Y BCEX MAI[EHTOB
¢ cuHapoMoM uronusa. Y 25 (64,1%) nereit onpenensnachk MEIKO-
ouaroBasi qu(Qy3Hast HEOTHOPOTHOCT HAPEHXHUMBI, €€ THIIePIXOreH-
HOCTh — Yy 25 (64,1%) manuenTos, auddys3Has HEOTHOPOTHOCTD —
y 1, momnnomeHue yasTpa3ByKOBOH BOJIHBI B JUCTATIBHBIX OTAENA Op-
rana — Yy 4. Ilo nanaeM ¢pubposnacrorpadun Gpudpos 1 crenenu mo
mkane METAVIR onpenemnsincs y 4 nereit. Creato3 S1 BBISBIEH Y
5 netelt, S2 —y 5, S3 — y 14, crearo3 no AaHHBIM UOpOITACTOrpa-
¢un He onpenernsuics y 15 nereit. [1o naHHBIM aHAN3a TaOOPATOPHBIX
THOKa3areseil, CHHAPOM IIMTOIN3a ObLI BEIABICH Y 9 eTel, ypoBeHb
aMuHOTpacdepas He MpeBbIIal 5 HopM. Menuana akTHBHOCTH ajla-
HuHaMuHOTpaHcdepaszsl — 59 EJl/n [51; 66], acmapraTaMuHOTpaHC-
(depasst — 49 EJI/n [51; 80]. Mi3aMeHeHuMiT MHBIX OHOXUMHYIECKHX O~
Kazarenel (IMmuaorpamMmMa, pOTEHHOTPaMMa) He 3apETUCTPHUPOBAHO.

3axnrouenue. IIpoBeEHHOE HCCIEN0BAHNE OKA3alI0, UTO y G0Mb-
IIMHCTBA JIeTeH ¢ OKHPEHUEM UMEIOTCS YIIbTPa3BYKOBBIE TIPH3HAKH
HAJXBIL, y 9 nereit cuHApOM LUTOIN3a TO3BOJIMII JUArHOCTHPOBATh
CTaJMI0 HEAJIKOTOJIBHOTO cTearorenarura. HeoOXoquMo KoMIuIeKce-
Hoe 00ceI0BaHuEe JeTel ¢ 0XKUPEHNEM AT CBOCBPEMEHHOT'O BBISB-
nenus HAXGBII u quHamMuyeckoro KOHTposisd OMOXMMUYECKUX U UH-
CTPYMEHTANIBHBIX ITOKa3aTelel ¢ MPoBeAeHHEM MEIUKaMEHTO3HO! 1
JIUETUYECKON KOPPEKIIUH.

OLIEHKA KAYECTBA XXWU3HU OETEWN,
NEPEHECLUMX KOPOHABWUPYCHYIO MUH®EKLIUIO

JNywHukosa H.A.
HayuHbi pykoBoguTtens: K.M.H. E.E. NpocoBa

CapaToBCKUI FoCyAapCTBEHHDBI MEAULIMHCKUIA YHUBEPCUTET
um. B.W. PasymoBckoro MuHagpasa Poccumn, CapatoB

Kriroueabie crioga: demu, Ka4ecmeo XU3HU, KOPOHasupycHasi
UHgbekyus

Axmyanvrnocme. Ilannemus napexuun SARS-CoV-2 u BeI3bIBa-
emoe nM 3aboneBanne COVID-19 npuBoasT K MHOTOYHCIICHHBIM CO-
MaTHYECKHM PacCTPOHCTBAM, CHIYKAIOIIMM KaueCTBO KU3HH MalUeH-
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ToB. Cpea MHOXKECTBA MaTOJI0THUYECKUX CUMIITOMOB JJOCTaTOYHO Ya-
CTBIMH SIBIISTIOTCS IIPOSIBIICHUS aCTEHNIECKOTO CHHIPOMA.

L]ens: onpenenuTh KaueCTBO )KU3HU I€TEH MOCIe NEPEHECEHHON
HOBOH KOPOHABUPYCHOH HH(EKIIIH.

Mamepuanei u memoowi. IIpoBeneHo oOcne10BaHNE U TECTUPO-
BaHUE MAIMEHTOB MPY aMOyJIaTOPHOM HaONIONCHNH B PEKHME eKe-
JHEBHOTO HaOJIONEHHs MOMHKINHHYIECKOTo Bpada. OOCIen0BaHbI
40 nereit B Bo3pacte 2—13 sieT, mpOXOAMBILIKX aMOYIaTOPHOE JICUCHHUE
¢ quarxo3om: U07.1 — Koponasupycras napexuust COVID-19, Bu-
pyc unentuduippoBaH (n€rroe Teyenue), a tarke 20 xereit c OPBU
HEYTOYHEHHOM 3THOJIOTUU JErKOH cTeneHy. TecTUpOBaHUE C UCIIONb-
30BaHUEM aJalTHPOBaHHOTO onpocHuKa «Pediatric Quality of life In-
ventory», Bepcus 4.0. mpoBezieHO yepe3 1 Mec moce BbI3IOPOBICHUS.
OnpocHHK HMeeT BEpCHH, MPe/lyCMaTPHBAIOIIIE HX UCTIONB30BAHNE B
Pa3IMYHBIX BO3PACTHBIX IPYINaX, U BKIIOUAET OIIEHKY MOKa3aTenei
(M3HIECKOTO, COIMANEHOTO, SMOIIMOHATIBHOTO ()YHKIMOHHPOBAHHSI.

Pezynomamul. B pasnene «pusnueckoe QyHKIHOHUPOBAHHE»
NPaKTUYECKH BCe JeTH nocie nepenecénHoit nudeknun COVID-19
OTMEYaITH HapyIISHN TI0 BCEM IIKajaM, B YaCTHOCTH y 55% neteit oT-
MeueHa MMOBBIIIEHHAs yCTalloCTh. B pa3aerne «amMonnoHaibHOe GyHK-
IMOHUPOBAHME» Y 3THUX K& MAllIEHTOB HAPYIICHUS CHA OTMEUCHBI y
MIOJIOBUHEI JieTeil, B TO BpeMs Kak y maiuenToB nocie OPBU mono6-
HBIE HapyIIeHUs OTCYTCTBOBaIH. B cdepe «conmambHOE QyHKINO-
HupoBanue» y 40% nereit nocie COVID-19 BBIIBICHBI TPyAHOCTH
B OOIICHUH B KOJUIEKTHBE, IIPOOJIEMBI C YCBOCHUEM IIKOJIBHOM MPO-
rpammsl; y 60% neTeit 3Toi rpynisl OTME4eHa HEBHUMATEIbHOCTD,
3a6b1BuMBOCTh. [Ipu pacuére MHTErpambHOTO MOKa3aTeNs KauecTBa
JKU3HH BBISIBIICHO, 9TO Y Beex Aereit mocie COVID-19 on 6bit 3Ha-
ynTenbHO M3MeHEH. [Ipu 3ToM nanHbIH okasarens y 40% nereit mo-
ciie OPBH omnuancs oT HOpMaibHBIX 3HAaUCHUH.

3axnrouenue. Y Bcex HIeTell mocie nepeHecéHHON WHPEKINU
COVID-19 BbisiBIEHbI HAPYLICHHs] KAaUECTBA )KU3HN U MAaHU(ECTHBIE
TIPOSIBIICHUSI aCTEHHYECKOTO CHHpoMa. B cBs3u ¢ aTHM nenecoobpa-
3€H y4ET BBIIBICHHBIX H3MEHEHHUH NIPU COCTABIEHUHU IIPOTPaMM pea-
OWIIUTAIMY MAIMEHTOB JIETCKOTo Bo3pacra, nepenécmmx COVID-19,
Kak B paMKaxX MEJHKaMEHTO3HOH KOPPEKINH, TaK ¥ IPH IIAaHUPOBa-
HHUM IICUXOJIOTMYECKONH KOPPEKLIUH.

CUCTEMHOE NMOPAXEHWE COEQUHUTENBHOW
TKAHW, OCINOXHEHHOE BTOPUYHbIM
FrEEMO®AIOLUMTAPHBIM CUHOPOMOM

MakcrotoBa E.P., UBaHoBa A.A.
HayuHbI pykoBOoAUTENb: K.M.H., AOLEHT
J1.E. NNapuHa

Poccunincknm HaumMoHanbHbINM NCcneaoBaTenbCKUm
MeauLUHCKUA yHusepceuTeT nmenn H.A. MNMuporosa
Mwun3sgpasa Poccumn, Mockea

Knrouesnie criosa: demu, 8mopuyHbIl 2emoghazoyumapHbIl
CUHOpoOM, duasHOCMUKa

Axmyanvnocms. BTopudHBIH TeModaronuTapHslii CHHIAPOM
(BI'dC) — xu3HEyTrpoXkKaromiee 0CI0KHEHNE, BCTpeYaromeecs y
10% naryeHToB ¢ CHCTEMHBIM I0BEHHIIBHBIM HIMOIATHYECKUM apTpH-
oM (ctOHA). BT ®C MoxeT mpoBOIMpOBaThCS aKTHBHOCTHIO OCHOB-
HOTO 3200JI€BaHMs M/WIH ISUCTBIEM TPUITEPOB, HAITPUMED, BUPYCOM
Onmrreitna-bapp (35B). Croxuocts auarnoctuku BI'®C cocrour
B KJIMHUYECKU HecTelM(pUYHBIX TPOSBICHUSX: IMXOPa/IKa, [enaToc-
IUIEHOMeTaIIHsL, JTMMQaaeHonaTHs, KoaryJonarus 1 ObICTpoe pa3Bu-
THE TOINOPraHHOM HepocTaToqHOCTH. CrienuduiHbie 1a00paTopHbIe
kputepun (cHmxkeHne NK-KkieTouHO# akTHBHOCTH, MTOBBIIICHUE Pac-
TBOpUMBIX SCD25 1 sCD163 B KpoBH) TPYIHOAOCTYITHBL.

Onucanne KJIMHUYECKOro cayuas. JleBouka, 10 yet, rocnu-
tanusuposana 08.04.2022 Ha 4-it neHp Oone3nu. XKamoObl: yTpeH-
HsIsl CKOBAHHOCTb, O0JIE3HEHHOCTh IPH ABIKEHHH B JTy4e3alsACTHBIX,
JIEBOM KOJIEHHOM, TOJICHOCTOITHBIX, JIEBOM Ta300€peHHOM CyCTa-
BaxX; CKJIEPHUT, yPTUKAPHASI CHIIb C 3y/IOM 110 BCEMY TEITy, THTIEPEMHUS
B popme «0abouKn» Ha JIHIE, FTeMopparnyeckas ChIllb Ha LIee, TyJI0-
BUIIC, HIKHUX KOHEYHOCTSIX; YBEIIMUCHNE U OOJIC3HEHHOCTH IIeH-
HBIX U MOAYETIOCTHBIX JUM(oy3ioB. [Ipu naboparopHoM obcneno-
BaHWH: ITOBBIIEHHE YPOoBHsS C-peakTHBHOTO Oeilka, aHTUCTPEITO-
nu3uHa-O, aHTUTEN K aHTHHYKJIeapHOMY (akTopy, peppuruna. IIpu
WHCTPYMEHTAJILHOM 00CJIEeJOBaHHUM: I'elaToCIUIEHOMETalusl, Me3a-
JEHUT. JIMarHOCTHPOBAHO CHCTEMHOE MOPAXKCHUE COCTUHUTEILHON
TkaHu. Ha3HaueHsl anTHOaKTepHaIbHast, HHQY3UOHHAs, HECTEPOUI-
Hasl TIPOTHBOBOCHANINTENbHAS Tepanust. [Ipu maboparoproM obcie-
noBaHUM BeIABIEHBI nonoxkurenbHele EBV VCA u EBNA IgG Ab.
Ha ocHoBaHUN pa3BUTHS TPOMOOIUTOIIEHHHN, aHEMUH, THIICPTPUTIIH-
uepuAeMud, runepeppuTuHeMun nocrasieH auarao3 BI'®C. Ha-
3HAYEHBI METHIIIIPEIHU30JI0H U UMMYHOIIOOY/IMHBI [UIsl BHYTPUBCH-
HOTO BBeleHMs. PeHTreHONMorn4eckue npu3Haku oréka nérxux. Co-
HOrpaduecKn — JIByCTOPOHHHI THIPOTOPAKC, TUIATALHNs JEBOTO
Kemymouka, pakuus Beiopoca 48%. Pa3Buich monmopranHas He-
JOCTAaTOYHOCTH (ABIXaTeNbHasl, CEPIEUHO-COCYAUCTAsI, TEUEHOUHAS)
u JIBC-cunapom. HecMoTpst Ha IpOBOAUMYIO IOCUHIPOMHYIO Tepa-
o, 21.04.2022 Ha done kpaiiHe THKEIOTO COCTOSHHS, HCKYCCTBEH-
HOI BEHTWISLMY JIETKUX, KAPJUOTOHUYECKON MOIEP)KKU — yrHEeTe-
HHE CepACIHON JIeITeTbHOCTH, JIeTATBHBIA HCX0/]. PeaHnmarmonHbIe
MepornpusTus 6e3 apdekra.

3axmouenue. BTOC — 1spx€noe nporHocTHYecKH KpaifHe HeOma-
TOIPUATHOE 3a00IeBaHNEe, UMEIOIIee TPYAHOCTH B THATHOCTUKE H Te-
panuu, Mo3TOMY HEOOXOAMMBI TIATEIBbHbINA aHAIN3 KIMHHUKO-1abopa-
TOPHBIX TaHHBIX ¥ CBOEBPEMEHHOE Ha3HAYCHHE aJICKBATHOTO JICUCHHSI.

OLIEHKA YPOBHA TPEBOXHOCTHU
NEPBOKINACCHUKOB

MapuHuHa A.O."
HayuHble pykoBoguTenu: O.M.H., OOLEHT
C.A.Yekanosa', k.M.H., goueHT B.B. KatyHOBa?

"TpUBOMKCKNIA MCCNeaoBaTeNbCKUA MEQULNHCKUIA
yHuBepcuteT MuHsgpasa Poccuun, HuxHuin Hosropog;
2HaunoHanbHbIi MEAULMHCKUIA NCCneaoBaTeNbCKUA LIEHTP
3q0poBbs geten Munsgpasa Poccun, Mockea

Knouesnle criosa: demu, obydeHue, mpesoXHOCMb

Axmyanvrnocms. Hauano cucreMaTuueckoro o0y4eHHs Xapakre-
pH3yeTCs TOSBIEHHEM HOBBIX MHTEPECOB y PEOEHKA, yBEINUICHHEM
00bEMa yMCTBEHHBIX M (M3MYECKUX HArPYy30K, criocoOcTByeT dop-
MHPOBAHUIO CaMOCTOSITENBHOCTH. [IpH 3TOM NMEHHO SMOLIMOHAIIb-
HOE COCTOsIHIE peOEHKA U YPOBEHBb TPEBOKHOCTH ABIISIOTCS OJHUMHU
U3 BOKHBIX (DAKTOPOB, OTPaXKAIOIIMX aJEKBATHOCTD aJANTallM1 Ha Ha-
JaJbHOM JTalle MIKOJIBHOTO 00yUCHUSL.

Lenv: onpenenuTb YpoBEHb TPEBOXKHOCTH OOYUarOLIUXCS Hep-
BOTO KJacca.

Mamepuanvt u memoosi. IIpoBeneHo TectupoBanue 61 mepso-
knaccHuka (50,8% Manpunkos, 49,2% neBodek). YpPOBEHb TPEBOXK-
HOCTH JieTeil oreHuBamy 1mo merofauke «lllkamel conmambHO-CHTYa-
tuBHOH TpeBoruw» O. Konnama (1973) B agantauuu Karynosoii B.B.
(2020), mo3BoMNAIOMIEH ONMPEACTUTh YPOBEHB IMIKOJIBHOM, CaMooIe-
HOYHOH M MEXIMYHOCTHOH TPEBOXKHOCTH, a TAKXKE YPOBEHb arpec-
CHBHOCTH KaK IIPOSIBJICHHE PEAKIMH HA IEPEKUBAHNE TPEBOKHOCTH.

Pezynomamer. YCTaHOBIEHO HAJTMUME YPE3MEPHOTO CIIOKOMCTBUS
TIPY OLIEHKE HIKOJIBHOM TpeBOKHOCTU y 62,3% nereii (95%, AU 50,1—
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74,5%), caMOOLICHOYHOH TpeBOXHOCTH — ¥ 65,6% nereit (95% AU 53,7—
77,5%), MexxaHOCTHOH TpeBoxkHOCTH — Y 18% mereit (95% AU 8,4—
27,7%). Ilpu onieHKe arpecCHBHOCTH OTMeUeH HU3KHi ypoBeHs y 13,1%
niepBoKJIaccHUKOB (95% JIU 4,6-21,6%). Beicokuii ypoBeHb arpeccus-
HOCTH BBIsIBIIEH Y 29,5% neteit (95% AU 18,1-41%). I1pu oreHke momno-
BBIX Pa3JINYMi B XapaKTEPHCTHKE TPEBOXKHOCTH BBISBICHO 3HAYNMOE ITpe-
o0naaHne JeBoYeK C HOPMATBHOW MEXKIIITIHOCTHOH TPEBOXKHOCTBIO —
50% (95% 1A 32,1-67,9%) B cpaBHeHnH ¢ Manbaukamu — 16,1% (95%
JI 3,2-29,1%) ¥ BBICOKOTO YPOBHS arpeCCHBHOCTH y MAJIBYMKOB —
51,6% (95% AU 34,0-69,2%) B cpaBaenuu ¢ neBoukamMu — 10% (95%
J11-0,7-20,7%). BblsiBIEHBI pUCKU HOSABIEHUS OYEHb BEICOKOM MEXIINY-
HoctHo# TpeBokHOCTH (EF = 80%) 11 BEICOKOTO YPOBHS arpecCHBHOCTH
(EF = 60%) y MaJIb4MKOB MPHU Pa3ieiIbHOMN (hopMe 00yUCHHS.
3axnrouenue. IlomydeHHbIe JAHHBIE TIO3BOJIMIIN BBIACIHUTD TPYTITY
JieTel, XapaKTepU3YIOIIUXCST YpE3MEPHBIM CITOKOHCTBUEM, UTO HEPEAKO
HOCHT KOMIIEHCAaTOPHBIH XapaKkTep U MOKET CIIOCOOCTBOBATh CHIKE-
HHIO TIPOTYKTUBHOH JIEATEIbHOCTH PeOEHKA, CKPBIBAs €T0 MOBBIIICH-
HYIO TPEBOJKHOCTb. B 11€110M HcceoBaHue TPEBOKHOCTH N103BOJISIET
BBIICIIUTH CPeH JeTell IPyIITy prcKa Mo ()OPMUPOBAHHIO IIKOTEHOM
Jie3aJanTaliy U HealeKBaTHOTO pearupoBaHus Ha y4eOHbIe Harpy3KH.

k %k ok

®AKTOPbI PUCKA PA3BUTUSA
FACTPO330®ATEANIbHOW PE®TIOKCHOMN
BONE3HW Y AETEX C CAMNTOMAMU
OUCNENCUMN

MapTtupocsH M.C., NNatbiwesa M.A.
HayuHbIn pykoBoauTEnb:
K.M.H., goueHT [O.10. JlaTbiweB

AnTanckuin rocyaapcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
MuHsapasa Poccuu, BapHayn

Kntouesbie crioga: demu, eacmpoasoghazearbHasi
pegprtokcHasi 6onesHb, ducriencusi

Axmyanvrocms. Tactpo33odareanbHas pedirokcHas 601e3Hb
(I'OPB) siBisteTcs pacnpocTpaHEHHOH (OpMOI IaToyoruu y nerei,
OTIpe/IeNsIeTCsI TTONAAaHNEM JKETYIOYHOTO COIEP)KUMOTO B ITUIIEBO/,
YTO BBI3BIBAECT HENPHATHBIE CHMIITOMBI U OClIOKHeHus. [lonck Ho-
BEIX (hakTopoB popmuposanus ' IPb sBnsercs akTyanbHOI 3amaueii.

Lens. Onipenenuts daktopsl pucka popmupoBanus [ OPB y ne-
TeH IIKOJILHOTO BO3pacTa ¢ CHMIITOMaMU JHCIETICHU.

Mamepuaner u memoowsr. KomruiekcHo obcnenoBano 103 pebénxa
(65 manpurkoB ¥ 38 eBouek) ¢ apo3uBHOI [ DPB, n3 Hux 43 pedénka
MJTaJIIIETO IKONbHOTO Bo3pacTa (7—11 mer), 60 — crapmero (12—18
JIeT); cpeHui Bo3pacT coctaBmi 12,3 + 3,5 roxma. I'pymnmy cpaBHeHUs
cocraBmwi 30 yciaoBHO 300poBbIX neteid (11 manpunkoB u 19 neBo-
yek; cpenHuit Bozpact — 13,1 + 3,1 roga) ¢ cuMNTOMaMH AUCIIETICUN
1 6e3 SHIO0CKOMMYECKHX MPU3HAKOB 330(arura. J{uaraosz 'OPB y ne-
Tel GBI yCTAHOBIIEH I0CNIE POBEASHHUS IH/I0CKOIMTHIECKOTO HCCIIeI0-
BaHus. OIEeHNBAINCH BO3MOXKHBIE (DaKTOPBI pUCKa: HapyHnIeHHs (Hu-
3W9ECKOTO Pa3BHUTHS, IIOJI, BO3PACT, MPOIOIKUTEIFHOCTH IPYTHOTO
BCKapMJIMBaHUs, 3al10PbI. I[J'lﬂ OLICHKH pOoCTa U B€ECAa NPUMEHSIN KO-
s¢dunnent cranmaprHoro orkiaoneHus (SDS), 3Hauenus SDS pocra
> 2 paclieHHBaJIM KaK BBICOKOPOCIOCTb, a 3HaueHus SDS UMT (un-
JIeKca Macchl Tena) >2 — Kak oxupeHue. [Ipu crarucTuueckoi 06-
paboTKe MPUMEHSUTH KpuTepHid > [TupcoHa, MPOU3BOIMIIN PACYET OT-
HoueHus mancos (OLI) ¢ 95% noeputenbHbiM HHTEpBaoM ().

Pe3synomamei. AHaMM3 BIMSHIS BO3pAcTa U TI0JIa ITOKa3all, 9To cpe-
11 GOJBHBIX C 3PO3UBHBIM 330(aruToM MaJIBIHKOB ObLIO 65 (67,1%), a
B rpyme cpasHeHust — 11 (36,3%; p = 0, 010; OLL = 2,99%; 95% A1
1,27-6,86). Uto kacaercst BIMSHUS (PU3MIECKOTO Pa3BUTHSI HA BEPOST-
HOCTb pa3BUTHsA 3po3uBHOI ["'OPB, BEICOKOPOCIOCTS B OCHOBHOM I'pyIIie

6buta BeisBIICHa y 17 (16,5%) neteld, a B rpyIiie CpaBHEHHS HE BBISBIIC-
Ha HU B ofHOM city4ae (p = 0,018). Okupenue y nerei 0CHOBHOM IpyTI-
TIbI BBIBIIAIOCH NTPAKTHYECKH B 2 pa3a vaie — y 12 (11,6%), B rpymme
cpaBaeHus — y 1 (6,6%), HO 3TH pazmuuus HepocToBepHHI (p = 0,171;
OLL = 3,824; 95% A1 0,47-30,68). AHanM3 BIUSHUA POIOJDKHTENBHO-
CTH I'PYIHOTO BCKapMJIMBAHHsI IIOKa3aJl, YTO B OCHOBHOM IpyIIie JeTei ¢
TIPOIOIKUTENILHOCTHIO TPYTHOTO BCKAPMITHBaHUS MeHee 3 Mec Obuto 38
(41,7%) nereii, a B rpymmne cpaBHeHUsI — B 6,3 paza menblue: 6 (20%;
p=10,032; OI = 2,333; 95% A1 0,87—6,23). AHaNN3 BIMSHHS 3a[I0POB
Kax (hakTopa, MOBBIIIAOIIETO BHYTPHOPIOLIHOE IaBJICHUE, TI0KA3aJl, YTO
3aIoph! BBISBISUINCH HECKOJIBKO Yalle y JeTeil OCHOBHOU IpyIIEl — Yy
17 (16,5%) m'y 3 (10%) B rpymme cpaBHEHHS, HO 3TU Pa3IIMIHs HEIOCTO-
BepHsI (p = 0,381; OL = 1,779; 95% U 0,48-6,53).

3axniouenue. GakropaMu prcka pa3BUTHS SPO3UBHBIX MTOPaXKe-
HHI NHIIEBOJA Y JieTel ¢ CUMNITOMAaMH JUCIETICUU SIBIISTFOTCS MyXK-
CKOM 11071, M30BITOYHAs Macca Tela, IPOAODKUTEIBHOCTh TPYIHOTO
BCKapMIIMBaHUs MeHee 3 Mec. BriepBrie BBISABICH TaKOH BO3ZMOXKHBIN
(axTop pucka, Kak BEICOKOPOCIIOCTb.

CNYYAW KOMOPEMHOIO EONIbHOIO
C B,,-AE®ULIMTHON AHEMMEN

Macnos B.I., KapmaHoBa C.E., HaymoBu4 H.C.,
BonueHko A.B.

Hay4HbI pykoBoguTenb:

K.M.H., aoueHT J1.E. llapuHa

Poccunmncknn HaumMoHanbHbINM NCCneaoBaTenbCKUm
MeauuuHckuii yHusepceuteT uM. H.W. MNuporosa MuHsapasa
Poccun, Mocksa

Knroyesbie criosa: demu, B, ,-OecbuyumHasi aHemus,
OuasHocmuka

Axmyansnocms. B -nepuuUTHAS aHEMHUS OTHOCHTCS K Mera-
J00MaCTHBIM aHEMHSM, Pa3BUBAIOIINMCS U3-3a HApyLICHHs TPOJIH-
(epanuy 1 co3peBaHMsl DPUTPOKAPUOIIUTOB B CBS3HU C MO/IABICHUEM
CHHTE3a HyKJICHHOBBIX KACIOT. OCHOBHBIM IIPU3HAKOM JAHHOTO BH-
Jla aHEMUH SIBJISIETCS MOSIBIICHHE B KOCTHOM MO3Te OOJIBLIOrO KOJH-
yecTBa Merano6aacto. C Bo3pacToM 3a001€Ba€MOCTh BO3pAcTaeT: y
mroneit crapure 60 eT neduuMT ButamMuHa B, 00HapyxuBaercs B 2%
cirydaes, crapiie 70 et — B 6-7%. B -nepunmtHas aHeMus peko
MaHudecTupyet B feTckoM Bospacte (7—10 genosek Ha 100 ThIC. Ha-
CeJICHUs), YTO JIeaeT JaHHBIA KITIMHUYECKUN Clydall YHUKAIbHbIM.

Onucanue KJIHHHYECKOTO cJy4asi. ManbduK MOCTYIHI B OT-
JIeJIEHHE C Kajlo0aMH Ha BSJIOCTh, OleTHOCTh, aHneMurio 111 crernenu
C TeMOIIOOMHOM 54 T/II U KOIMYECTBOM IPUTPOLUTOB 1,5 MITH/MKIL
T'emornoOuH B TeueHHe Mecsua cHusmics ¢ 78 no 54 r/n. Mmeercs
ceMelHas aJIeproJoruuecKkas OTAromEHHOCT. B obmem ananmze
KpPOBU — TPOMOOIUTONIEHHS, THIIEPXPOMHS, MAKPOIIUTO3 3PUTPO-
IUTOB, SPUTPOLUTONEHHUS. Bbina uarnoctuposana B, -nedunurnas
aneMus. [1o TaHHBIM yIBTPa3BYKOBOTO HCCIEIOBAHHUS — IIPU3HA-
ki renarocruieHoMeranuu. I[locne BBenenus suramuna B, mpossu-
Jachk MOOOYHAs peaknusl — pPEelUIUBUPYIOIIasl KpalMBHUIIA, BBe-
nenue npekparuid. [IpoBenena reMoTpaHcy3ust SpUTpOUUTapHON
B3BECHIO, HO nocite BBeaeHus 100 M mosiBuiiack (edpribHas JIuxo-
panka, TpaHcdysus Obuta mpekpaimeHa. [locne Tepanun — aHemMus
II crenenu. beinu Ha3Ha4YEHBI KAPOIIOHMUKAIOLIME, AHTUTUCTAMUH-
HBIE NIPENapaThl U BBeAeHHe (onneBoit kucnorsl. Ha 2-it eHs y pe-
6EHKa pa3BHIACh IBYCTOPOHHSS NMOTMCETMEHTapHas MHeBMOHMs. W3
KpOBH ObLI BeICesH Staphylococcus aureus ssp. U BRISIBICHBI aHTUTE-
na xinacca G k nuromeranoBupycy. Uepes 18 nHeil oT Hauaia mHEB-
MOHHMHU OBUI THAarHOCTHPOBAH FeMaTOr€HHBIH OCTEOMHENUT ¢ 00pa-
30BaHHEM OCTEOJIOTHYECKHX 30H B 3aJHUX OTJENaX MeTa’dnu(u3on
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OeApCHHBIX KOCTEH, anupu3ax 60IbIICOSPIIOBBIX KOCTEH ¢ IBYX CTO-
PoH, B o01acTu 60IBIIOTO U Maioro 6yrpoB OenperHol kocth. [locie
MPOBEICHUS aHTHOMOTHKOTEPAIIMU M OTIEPATHBHOTO JICYEHHS yCTpa-
HEHHUS THOMHBIX 0YaroB W CBUIICH MAIIMEHT ObLT BBIIHCAH B YOBJICT-
BOPUTEIHHOM COCTOSHHUHU.

3axmiouenue. Y rpynHoro pedénka ¢ B, -nepuimrHoii anemuei
BO3HHUKJIM HETUIHYHbIC NH()EKINOHHBIC OCIOKHEHHUS, YTO TpeOyeT
npoBeneHust A GepeHIMaIbHON AUATHOCTUKH ¢ MIMMYHOAE()ULIUT-
HBIMHU COCTOSIHUSIMH.

BEAEHWE PEBEHKA C CUHOPOMOM CJIUBOBOIO
XXUBOTA BE3 3AMECTUTEJIbHOM NOYEYHON
TEPANUAU

MartBeeBa E.A.
Hayu4HbI# pykoBogUTENb: K.M.H.,
poueHT E.A. CapkucsH

Poccuricknin HaumoHanbHbIN ccrneaoBaTenbCKuii
MeauumnHckun yHnsepeutet um. H.W. Nuporosa MunH3agpasa
Poccunn, Mockea

Knouesnie criosa: demu, CLIHOpOM C/1u808020 XXusoma,
JiedHeHue

Axmyanvrocms. CHHAPOM crBOBOTO *%HBOTa (Prune belly syn-
drome; PBS) — penkoe BpoxxaéHHOE 3a00JI€BaHIEe, XapaKTEPU3YIO-
IIeecst OTCYTCTBHEM MBIIII] TIepefHell OpIOMIHOM CTEHKH, HOPOKaMH
Pa3BUTHS MOYEBBIBOASAIINX MyTeH, ABYCTOPOHHUM KPUITOPXU3MOM.
UHactora Berpeuaemoctu — 3,8 ciryuast Ha 100 000 HOBOpOXKIEHHBIX.
[ammenTs! ¢ PBS ywacto cBs3aHBI ¢ TEPMUHATIBHOM CTauel moved-
HOM HEJJOCTaTOYHOCTH, AUANIM30M H TpaHCIUIaHTanuel modex. Oqna-
KO HE CKITI0YAeTCsI BO3MOXHOCTB BelieHHs faereii ¢ PBS 6e3 ucnons-
30BaHMS JUATU3HBIX IPOLEAYD.

Onucanyne KJIMHHYECKOrO ciay4asi. Mansuuk, 1 ron, BTopoit u3
nBoitHu. Jluarno3 PBS Obu1 mocraBneH npeHaranbHo Ha 13-i Hexe-
ne recrauuy. Pogopaspemenue Ha 35-i1 Henene. Ilpu poxxaeHun Bbl-
SIBIEHO YMEHBIIIEHNE Pa3MepOB IPyAHOI KIETKH, ApAOIOCTh Hepes-
Hell OPIOIIHOW CTEHKH C MepepacTsIHyTOH Kokel (KHBOT «prune bel-
ly»), nBycTOopoHHMIT KpunTopxm3Mm. Ha 2-e cyTkn *u3HH — aHypus,
OTXO0XIIEHHE MOYH TOJIBKO TIOCNIE YCTAHOBKH YPETPanbHOIo KaTeTepa.
ITpupocT moxkazareneit MoueBUHEI — 13,6 MMOJB/JI, KpeaTHHIHA —
240,71 mxmonb/a. C 11ebi0 BO3MOKHON 3aMECTUTEIILHOM MOYEeYHOM
tepanuu (3I1T) u Xupyprugeckoro jJedeHus peOEHOK ObLT MepeBeaéH
B OT/ICJIEHNE PeaHNMAalliy ¥ HHTEHCUBHOH Teparmu. [Ipn obcnenosa-
HUH BbIABJICHBI BpO)K)léHHbIe IIOPOKHU pa3sBUTHUSA IOYCK U MOYCBBIICIIN-
TEIBHON CHCTEMBI: METAIUCTHC, IBYCTOPOHHUI Merayperep, OTCyT-
CTBHE KOPTUKOMEY/UIAPHOM 11 PepeHIIPOBKH JIEBOH MOYKHU, KUCTBI
IpaBoi MOYKHM, He3apalleHue ypaxyca. HopmanbHble okasareiy Tu-
JpaTaliy U Kaius B KpOBU criocoOcTBoBany Bozzaepxkanuio ot 3I1T.
OpnHako Ha 6-€ CYTKH XKH3HH MOSIBUIIUCH NPU3HAKU OOCTPYKIIUH MO-
YeBBIX ITyTeH, OBUIO MPOBEIEHO ONEPAaTHBHOE APEHUPOBAHHUE JIEBOTO
U IPaBOr0 MOYETOYHHKOB. B IMHamMuKe 1o kaTeTepam Moda OTXOIHIA
TonbKo ciieBa. [locne onepanuu yperpokyTaHeocToMun Ha 13-e cyT-
K1 KU3HU BOCCTAHOBIIEHO aJIeKBaTHOE OTBeAeHHE Modu. [laHHOE pe-
IIeHUe ObLIO MPOTHOCTHYECKH 3HAYMMBIM, T.K. IIPH JaJIbHEHIIIEM HC-
CIIEZIOBAaHHUM YPOBHS MOYEBHHBI M KPEaTHHIHA OTMEUEHO HX I0CTOBEP-
HOE CHIDKeHue. B nanpHeiiem peO&Hka Benu koHcepBaTuBHO. Uepes
1 Mec u3HU peOEHOK HKCTyONpOBaH, yepe3 75 aHel BBIIMCAH U3 CTa-
1oHapa. Pe6EHOK B mepBOM IOy JKM3HH OBLIT ABaXIbI TOCIUTATN3H-
poBaH 110 1oBoxy nuenoHedpura. Ha HacTosmmit MOMEHT OTCTaéT B
(I3U9eCcKOM, ICHXOMOTOPHOM Pa3BUTHUH, SBISIETCS KaHAUAATOM UL
TPAHCIUIaHTALMH ITOYKH.

3aknouenue. Jlersam ¢ BITP MoueBbIENINTEIBHOM CUCTEMBI U pa3-
BUTHEM IIOYEYHOH HEIOCTATOYHOCTH HE BCerna Tpedyercs mpoBeie-
HHE JIMaTI3a IpU 00eCIIeUeHNH aJIeKBATHOTO OTTOKA MOYH, YTO U ObI-
JI0 IPOJIEMOHCTPUPOBaHO y peb&Hka ¢ PBS.

CEKBECTPALUUSA NErKOro. KNMHUYECKUA
CNYYAN

MaTtkoBckas A.A.
HayuHbin pykoBoauTtens: C.UA. MenbHuk

CeBepo-3anaaHbiit rocygapCTBEHHbIN MEAULMHCKUN
yHusepcuteT uM. .. MeuHukoBa MuH3agpasa Poccuu,
CaHkr-lNeTepbypr

Knroyesnle crnoea:

Axmyanvrocms. CexBectpanus iérkoro (CJI) — peakuii Bpox-
IEHHBIA TOPOK ¢ (OPMUPOBAHHEM YYacCTKa aHOMAJIbHOM JIErOuHON
TKaHH, Yallle BCEro MPeICTaBILIONIEro co00il rpymny KUCT BHE aHa-
TOMO-(PH3HOIOTHYECKON CBSI3U C JIETOUYHON TKaHBIO. KimHIueckas
KapTHHA 3aBUCHUT OT JOKaIu3aluu U AupdepeHIUpOBKU TKaHEH
CeKBeCTpUpOBaHHOro yyactka. Jluarnoctuxa CJI 3arpynHeHa, Tpe-
OyeT MPUMEHEHHUs JOMOIHUTENbHBIX METO0B HccnenoBanus. [Ipu
CJI HeoOX0IMMO OTIepaTHBHOE JICUCHHE.

Onucanue KJIMHUYECKOTo ¢1y4asi. MaJIBIUK ¢ peUIUBUPYIO-
UMM OOCTPYKTHBHBIMU OpOHXHTaMu (IEpBbIi 31u301 B 4 roxa), B
2019 r. B 12-neTHeM Bo3pacTe nepeHEC PaBOCTOPOHHIOK HUXKHE0-
neByto nHeBMoHHIO. [Ipu koHTpoasHOM KT-uccnenoBanun: smduse-
Ma, MHOXKeCTBeHHBIe Oyiutsl S10 j1eBoro JIErKoro 0e3 MPU3HAKOB 00b-
€MHOTO 1 09aroBoro nopaxxkenus. KoncyaprupoBan GTU3HaTpoM, B3ST
Ha y4ér B npotuBoTyOepKyné3nsiit qucnancep (I1TM), anarnos: Mu-
¢ummposarnrocts MBT VI b [TV, momyumin 1 Kypc MpeBEeHTUBHOTO
MPOTUBOTYOEPKYIE3HOTO JICUEHHUS, PEKOMEHI0BaHA KOHCYIbTALINS XU-
pypra, myasmonoisora. OcmorpeH xupyprom B 2019 r., nuarsos: Om-
¢uzema neBoro sérxoro, Oymasl S10 cineBa. Xupyprudeckoe JieueHrne
He 1oka3ano. B mapte 2020 . ocMoTpeH ¢TH3narpom, CHAT ¢ yuéra B
IT/. Ipu xommbrotepHOit ToMorpaduu (KT) opranos rpyaHoi Kiet-
ku (OI'K) He BBIsSBIEHO NPU3HAKOB 0OBEMHOIO U 04aroBOIo MOpaxe-
Hus. OMdusema, Oymist S10 neBoro nérkoro. ITynsMoHoMOrOM, TO-
paxajIbHBIM XHPYProM He ocMarpuBaiics. B aBrycre 2021 r. mpu mia-
HOBOM 00CIIEZIOBaHHH B ITYJIbMOHOJIOTHYECKOM OTAENIEHHH C YIETOM
paHee BBIABICHHBIX PEHTTCHOJIIOTMYECKUX U3MeHEeHuH BbinonHeHo KT
OI'K ¢ xoHTpactupoanueM — BolsBieHa TunnyHas KT kapruna CJIL
KoHcynbTHpOoBaH TopaKkalbHBIM XUPYPIoM, pEKOMEHIOBAHO XHUPYPTH-
YECKOE JICUEHHE B IUIAHOBOM IOpsAKE. YCTAaHOBJIEH IuarHos3: bpon-
XHaNbHas acTMa, aToIH4ecKas, OBITOBas, SIHAepMalIbHas CEHCHOu-
nH3anms, IETKoe mepcucTupyomee Teuenne. CekBecTparys HIDKHEH
JI0JTY JIeBOTO JIETKOro. B okTs10pe 2021 T. HONOXKUTENIBHBIN pe3yinbraT
JIMacKuHTeCTa, B34T Ha y4ér B [IT]/], mpoBeneHo npeBeHTUBHOE IPO-
TUBOTYOEpKyIE3HOe JeueHne. [0CTUTann3upoBan B MyTbMOHOIOTU-
uyeckoe oraeneHue B 2022 r., NpoonepupoBaH, IOCTONEPAllMOHHbIN
nepuoa nporekan 6e3 ocoOeHHOCTeH.

3axnouenue. TlpeacraBieHHBIN KIMHUYECKUN ciy4ail oToOpa-
JKaeT TPYZHOCTH mocTaHoBKH auarHo3a CJI. HecmoTpst Ha HeomHO-
KpaTHO MPOBOJUMOE PEHTI€HOBCKOE HCCIIE0OBaHUE, KOHCYJIBTalluU
crnerranuctos, CJI 6pu1a TMarHOCTHpOBaHa Yepe3 2 Tofia OT HaJaa
oOcnenoBaHus. PaHHsS TarHOCTHKA ITOPOKA BaXKHA AT MpodHIIaK-
tikn ocnoxHenuit CJI (nHUIMpoBaHNe CEKBECTPHPOBAHHOTO y9acT-
Ka Hecnenupuueckoil Gpaopoil B codeTaHuu ¢ TyOepKya€30M, ITHEB-
MOMHMKO30M, JIETOYHOE KPOBOTEUCHHE).
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

HEKOMMNAKTHAA KAPAMOMUONATUA

MeaBepneBa O.C., Casurosa H.A.
HayuHbin pykoBoauTens: K.M.H. JI.A. laHpaeBa

HaunoHanbHbIN MeAULUMHCKUIA UCCreqoBaTeNbCKUn LEHTP
3gopoBbs getert MuHsgpasa Poccun, Mockea

Knroyesnie criosa: demu, HekoMmnakmHasi kKapouomuonamus,
OuaeHocmuka

Axmyanvrhocms. Bonpocsl HEKOMIIAKTHONH KapAMOMHUONATUH
(HKMII) y nereit u3y4aroTcs, pacIIUPsIIOTCS. BO3SMOXXHOCTH HHCTPY-
MEHTAJIbHBIX, MOJIEKYISIPHO-TEHETUIECKUX METOJI0B HCCIIEI0BaHU,
OTMedaeTcsl KIMHNYEeCKasi TeTepOreHHOCTh 3a001eBanus (0T OeccHM-
HNTOMHBIX JI0 TSDKENBIX BAPHAHTOB, PE3UCTEHTHBIX K TEPAIHN).

Onucanue KJIMHUYECKOro ciay4yas. Mansuuk M., 2004 rona
POKIICHUS, TOCIHTAIN3UPOBAH 0 MECTY KUTEIIBCTBA B 9 MeC B CBA3N
¢ KJIMHUKON XPOHMYECKOH CepledyHOi HeIOCTaTOYHOCTH, MU o0cie-
JIOBaHMH — JWJIAaTalUsl KaMep CepAlia CO CHIDKEHHEM COKpaTHTENb-
HOH cITIOCOOHOCTH MHOKap/ia, BEICTaBleH auarHo3: Kapaut. Hegocra-
TOYHOCTH KpoBooOparuenus 2A crenenu. C 1 roxa 4 Mec HaOmonancst
B KapauonormaeckoM otaeneHun. [1o OxoKI™ Bu3yanmu3upoBaHs! TaKy-
HBI B BEPXYILIKE CepALa, AUIATAMOHHBINH (DEHOTHIT C CUCTOIMYECKOM
IuchyHKIMEeH. MarHnTHO-pe30HaHCHas: ToMorpadus cep/ua BbISBU-
J1a JIByCIIOWHYIO CTPYKTYPy MUOKapJa ¢ COOTHOLIEHHEM HEKOMIIAKT-
HOTO CJIOSI K KOMITAKTHOMY > 2,3, B CBSI3M C YeM JWarHo3 ObUT n3Me-
HEH Ha «HekoMIakTHas KapANOMUOIATHUS, JHIATAIIMOHHBIN (PEHOTUID).
ITo OKI" u nanHbIM X0nTEepoBCcKoro Monutopuposanusa OKI peructpu-
poBaNHCh HapyIIeHUs puTMa cepana u nposogumoctu (HPC) —
¢benomen WPW u skronudeckast aktuBHOCTb. [Ipy nanbHelimem HaOmio-
JIeHNH Ha (poHe KOMIUIEKCHOM Tepalny, HalpaBJIeHHOH Ha KyIHpoBa-
HHE CHMIITOMOB XPOHHUYECKOH CEepIeUHOH HEAOCTATOYHOCTH, COCTOSTHHUE
0CTaBaJIOCh CTA0MIBHO TKENBIM. B 11 et otmeuena cmena peHoruna
PEMOJIETTMPOBAHNS CEPALIA C AMIATAIMOHHOTO HAa PECTPUKTHUBHEII, 110
Ox0KI" — cyOHOpMaNbHBIE pa3Mephl JIEBOTO JKeTyA04Ka C YMEPEHHOM
CHCTOJIMYECKOH TUchyHKINEH, HapyIICHIEe UacTOIMIEeCKON (yHKIIH
0 PECTPUKTHBHOMY THILY, JIETOUHAsI THIIEPTEH3Ms, HApacTaHUE pa3Me-
poB sieoro (Z-score 3,8) u mpaBoro npencepauii (Z-score 3,4). C ue-
JIBIO TEHETUYECKON BepH(HUKAIIMK AUArHO3a IIPOBEACHO MOJIEKYIIIp-
HO-TEHETHYECKOE HCCIIeJOBAHUE C IPUMEHEHUEM MTaHEIH FeHOB: BbI-
SIBJIEHbI HYKJIEOTUIHbIE BapuaHThl B reHax MYH7 u LMNA. YuuTbiBast
xapaxrep 3aboseBanus, ObUIa mokasana Tpancmianranus cepaua (TC).
YuuTteIBas JlaMuHOIIaTHIO, B 14 jteT 8 Mec B kauecTBe MocTta K TC st
npodunakTuky xu3Heyrpoxatomux HPC u BHe3anHOW cMepTH ycTa-
HOBJICH UMIUTAHTUPYEMBIil Kapanoseprep-aeduopmwusitop. B 15 ner
4 mec 6buta BemonHeHa TC 8 HMUL TpaHCILTAHTONOTHA U HCKYC-
CTBEHHBIX OpraHoB uM. akajgemuka B.1. Illymakosa.

3axnrouenue. Benenne nanuentoB ¢ HKMII tpebyeT komIuieke-
HOTO TOJX0/ia C UCTIOIb30BAHHEM COBPEMEHHBIX JHArHOCTHYECKUX
METOJIOB, TIO3BOJISIIOIINX KOPPEKTUPOBATH TAKTHKY BEJICHUS H yITyd-
IaTh IIPOTHO3.

TYMNASA TPABMA XXUBOTA KAK MPUHUHA
NO3OHEN OUATHOCTUKMU
MOCTTPABMATUYECKUX KACT CENE3EHKU

MenosH B.O.
Hay4HbI pykoBoguTenb: A.M.H.,
npod. E.10. ibsikoHOBa

HaunoHanbHbIN MEANLIMHCKUIA NCCreqoBaTeNbCKUN LEHTP
3nopoBbsa aetert Munsgpasa Poccun, Mocksa

Knouesnie criosa: demu, KUCMbI CEIE3€HKU, myrnas mpaemMma
Xueoma

Axmyanvnocme. IloctTpaBMaTndeckue kuctel cene3énku (I1IKC)
COCTABIISIIOT OKOJIO 75% BCeX BTOPHYHBIX KUCT CENIE3EHKH H SIBIISIOT-
s aKTyaJIbHOH Mpo0IeMoit 1eTCKol Xupypruu. 3aboieBaHue mpoTe-
KaeT 0e3 KIMHUYECKHUX IPOSBICHUH M AUArHOCTUPYETCs CIydaiHo
IIpU AUCTIAaHCEPHOM oOcienoBanuy. 1103 1HS MOCTaHOBKA AUArHO3a
U OTCPOYEHHOE JIEYEHUE MOTYT NIPUBECTH K OCJIOKHEHUAM M KHU3HE-
YTPOXKAIOIIIM COCTOSTHHSIM.

Lenv: onpenenuts HEOOXOAUMOCTD IIPOBEACHNS HHCTPYMEHTAIb-
HBIX UcclienoBanuii it panneit nuarnoctuxu [IKC y nereit.

Mamepuanet u memoOu!. BbIIM BEIOITHEHBI ONIEPATHBHBIE BME-
maresnbersa 1o nosoay IIKC y 36 nereit (19 neBouek u 17 mansuu-
KOB) B Bo3pacte 2—15 net. Y Bcex nereil B aHaMHe3e ObLIa BEISIBIICHA
Tymas TpaBMa >xuBoTa u quarsoctuka [IKC Oblna ciyvaiiHoi Haxoa-
Kol mpu 11aHoBoM Y3U opranos OpromHo# monoctu. st yTodHe-
HUsI 00bEMA M PACIIONOXKEHHsI KUCT MPOBOAMINCH KOMIIBIOTEpHAS U
MarHUTHO-PE30HAHCHAs ToMorpadus cene3éHKH ¢ BHYTPUBEHHBIM
KOHTPAaCTHPOBAHHEM.

Pezynemamut. CpokH ¢ MOMEHTA TYIOH TpaBMBbI XKHUBOTA JI0 IIEp-
pruHo muarHoctuku [IKT 6pun ot 1-12 mec. [lepBuaHo ObIH OTIE-
pupoBans! 19 (53%) nereit. Y 17 (47%) neteit oneparuu ObUIN BbI-
TIOJTHEHBI B CBSI3U C PEMIUBOM 3a00JICBaHUSA, U3 HUX Y 15 GOIBHBIX
ObLTa MPOBE/IEHA JIATAPOCKOIIHS, HE3aBICHMO OT PaHee UCIONb30BaH-
HOro crioco0a onepanuu B peruone. Cpoku penuiuBa BapbUpoBaIn
ot 1 Mec 1o 7 neT nocie NepBUYHOTO OTEPAaTHBHOTO BMEIIIATENBCTBA.
Kuctel cene3énku pacnonaraauch B BepxHeM e€ nomtoce y 7 (19%)
Jerei, B cpenneit none —y 3 (8%), mo nuadparManbHOI HOBEPXHO-
ctu —y 5 (14%), B obnactu BopoT cene3éHku — y 4 (11%), B HIK-
HeM nomoce —y 12 (34%), y 5 (14%) neteit Oblin MHOXKECTBEHHEIE
kucThl. Pazmeps! kucT BapprupoBanu ot 3 10 12 cm. Jlamapockonmye-
CKO€ yZlaJIeHHe KHUCT CeJIe3eHKU C IIPUMEHEHHEM aproHO-IUIa3MEHHOH
xoarymsiuu nposeneHo 29 (81%) mersam. V 3 (8%) meteit BBIMONHS-
JIMCh KOHBEPCUU C Pe3eKLHeH BEPXHET0 MIIM HIXKHETO TOJIFOCOoB. Y 3
(8%) meTeil B cBsA3M ¢ OOMIMPHOCTHIO KHUCTO3HOTO 00pa3oBaHUs ObI-
J1a BBITTOJTHEHA CIUICHIKTOMUS. OCIOKHEHHH B TIOCIICONEPAI[HOHHOM
nepuose He otMeueHo. Y 3 (8%) aereii mocie aanapoCcKOnu4ecKoro
yAaIeHHs! KUCT ObLI periauB 3a00IeBaHus.

3aknrouenue. Ilpu mon03peHNN Ha TYILYIO TPaBMY JKUBOTa HEOO-
xoxuMo TipoBesieHre Y31 opraHoB OprONIHOI ITOJIOCTH B PaHHHE CPO-
KM JIJ1s TOCTAHOBKH IMAarHO3a U HaOMoeHus. Xupypruueckasl TakTu-
xa nipu [TKC nomkHa OBITE MakCHMaJIbHO IIAASIISH K TKaHAM opra-
Ha, ¥ IPIMEHEHHE apTOHO-TIIIa3MEHHOH KOAryIIsIiY B JaHHOM CITydae
SBISIETCS. HE TOJBKO HAJEKHBIM METOAOM IreMOCTa3a, HO U CHIXKAeT
PYICK PEIIHANBOB.
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PEXUMbl ®U3UNYECKUX HATPY30K

Ansl KOPPEKLIUW HAPYLLEHUA OCAHKWU

Y OETEN C AUCNNA3UNEN COEOUHUTENBHOU
TKAHMU

MeTtanbHukoB A.U.
Hay4HbIn pykoBOgUTENb: K.M.H.,
poueHT E.A. Cy660TUH

AnTanckuii rocygapCcTBeHHbIN MeAULMHCKUA YHUBEPCUTET
MwH3sgpaBa Poccun, BapHayn

Knrouesnie crioga: HapyuweHuUs oCaHKuU, demu, KoppeKkyus

Axmyanbrnocms. Jlucnunasus cOEAMHUTENBHON TKAHU XapaKTe-
pHU3YyeTCsl PacIpoCTPAaHEHHOCTHIO M CUCTEMHOCTBIO MOPAXKEHUH, BO-
BJIEUCHNEM B MATOJOTMYECKHUH MPOIECC MHOTHX CTPYKTYp OpTaHU3-
Ma ¥ GOPMHUPOBAHHEM TaKHX OCIOXHEHMH, KaK HAPYIIEHHUs OCaHKH.

Lenv: onpenenuTh HEOOXOMUMOCTh Ha3HAYCHUS U 00BEM HH-
JUBUAYaNbHBIX (PU3MUECKUX HArPy30K JUI KOPPEKIUH HapyIIeHHH
OCaHKHU Y JIeTeH.

Mamepuanvt u memoowt. Ilon HabIrOAEHIEM Haxoamwnch 60 ne-
Teil B Bo3pacTe S JIeT ¢ HapyIICHUSIMA OCaHKH Ha ()OHE JUCIUIA3UH
COeMHHUTENBbHOHN TKaHH. OCHOBHYIO TPyYIITy cOCTaBIIN 30 GONBHBIX,
30 nereii ObLIN B TpymIie CpaBHEHUS. boJIbHBIE OCHOBHOM I'PYIIIBI HC-
TIOJTE30BATY MHIMBUIyalIbHBIE JO3UPOBAHHEIE PEKUMBI (QU3HYECKIX
Harpy3ok. I1arueHTs! Tpynnsl CpaBHEHHS 3aHUMAJINCh 0 CTAHAAPT-
HBIM MeTonuKaMm. HabmoneHne npomorKanoch B Tedenue 10 nert.

Peszynemamei. Y Bcex GOIBHBIX OCHOBHOM TPYIIIBI 3HAYNTENb-
HO YMEHBIIWIOCH YHCIIO0 ocnoxXHeHuH K 10—14 romam: ckonuoTuye-
cKast JepopManys TpyaHOTO OT/eNa TO3BOHOYHHKA, OCTEOXOHIpOIIa-
THH NT03BOHOYHHKA, PA3BUTHE PAHHETO I0BEHHIIBHOTO OCTEOXOHAPO3a
(p = 0,024). [TanyeHTH! IPYIITBI CPABHEHUS B IPOLECCE IIUTEIBHO-
TO AMHAMHUYECKOTO HAOMIONEHHNS Jallle IPEABSIBISIIN KaI0ObI Ha dyB-
CTBO yCTaJIOCTH, NJIUTEIIbHBIC, HEKYIITUPYEMbIC 60J'll/l B I'PYAHOM H I10-
SICHIYHOM OTZIeJIaX TI03BOHOYHUKA, B TOM YHCIIE IIPH HaNBIIAINH OCTH-
CTBIX OTPOCTKOB, B KOITUUKE, CIa0bIil MBIIIEUHBIH KopceT (p = 0,233).

3axniouenue. B pe3ynbrare 3aHATHIA C BKIIOYEHHEM J1I03UPOBaH-
HBIX (PU3MUYECKHX HArpy30K y MaIeHTOB (hopMUpOBaIachk XOpomas
0CaHKa, OTMEYAJICS] COCTOATEIBHBIN MBIILIEYHBIN KOPCET, THarHOCTH-
POBaHO MHHUMAJIFHOE YHCIIO OCJIOKHEHHH. Y IeTeH TPyIIIsl cpaBHe-
HHS TATOJOTHUYECKUI MIPOLIECC TTPOTPECCUPOBA, HECMOTPS Ha CTaH-
JIapTHEIE TPOIEAYPH! KOPPEKIIUH.

OPO®APUHTEANIBHOE OBCEMEHEHUE
FPUBAMU POA CANDIDA Y OETEN

C BPOHXUANbHOW ACTMOW, ANIUTENBHO
NMPUMEHAOLWUX UHTANTALUNOHHbIE
MIOKOKOPTUKOCTEPOUADI

MupsaxaHoB C.M.', BbiyaHeB A.A.2
HayuHbI pykoBOAUTENb!:
K.6.H., aoueHT H.M. AGaynnaeBa

'[arecTaHCKWI rocyaapCTBEHHbIV MEAULIMHCKUIA YHUBEPCUTET
MwuH3gpasa Poccnn, Maxadkana

2JlyraHcKui rocyaapCTBEHHbIA MeQULMHCKAIN YHUBEPCUTET
um. Ceatutens Jlykn, JlyraHck

Knouesnie criosa: demu, 6poHxuanbHass acmma, 2pubbi poda
Candida

Axmyansnocms. bponxuansHas actMa (BA) — 310 XpoHuueckoe
BOCIAJINTENHHOE 3a00JIeBaHNE ABIXAaTENbHbIX MyTel, KIIIOUeBEIM 3Be-
HOM KOTOpOro siBisieTcsi 6ponxocnasmM. OCHOBHBIMH IPyNIaMH Ipe-

napaToB 0a3MCHOM Tepanuy CIy)KaT UHTAISLHOHHbIE ITIOKOKOPTHUKO-
crepounsl (UI'KC). Onn oka3bIBaloT CBOE MPOTHBOBOCHATIUTEILHOE
neiicTBUe B OpOHXaxX, YMEHBIIAIOT BHIPAKEHHOCTh OTEKA CIU3UCTON
000JI09KH OPOHXOB, IIPOAYKIIUIO CIIN3H, 00pa30BaHNE MOKPOTHI, TH-
MeppPeaKTUBHOCTD AbIXaTeIbHBIX MyTeil. OfHaKo, KaK H APyrue Meau-
kameHTo3HbIe Tipemnaparsl, UI'KC umerot psig mo6o4HbIX 3¢ deKToB,
OIIHUM M3 KOTOPBIX SBISAETCS KaHAUAO3 POTOIIOTKH, BO3HHUKAIOIIIH
¢ yactoroii ot > 1/100 1o < 1/10. D10 cBsazano ¢ TeM, uro UT'KC cos-
JTAfOT OJNAronpHsTHHIE YCIOBHS IJISL POCTa JPOXIKEIONOOHBIX IpHO-
koB pona Candida B TOJOCTH pTa ¥ IFIOTKH BCIECACTBUE MTOAABICHUS
3aIIUTHEIX QyHKIWIT Makpodaros, HelTpoduios u T-mumdonuToB Ha
MOBEPXHOCTH CIIM3UCTOH 0OO0IOUKH ITOIOCTH PTa, a TAKXKE BCICACTBUE
MIOSIBJICHHSI CYXOCTH CIIM3UCTOIN 000JI0UKHU IMOJIOCTH PTa.

I]ens: onpenennTs 3HAUNMOCTH Opo(apHHTeaTbHOTO 00ceMeHe-
Hust rpubamu pona Candida y nereit ¢ BA, IuTenbHO NPUMEHSIO-
mux UTKC.

Mamepuanvt u Mmemoowi. B 0CHOBHYIO rpymity Bonutd 33 maru-
eHTa B Bo3pacte 5—18 net, cpennuit Bo3pact 9,2 + 1,7 rona. Bee ne-
THU UMEJH MOATBEPKAEHHBIA [uarHo3 BA pa3HoOil cTeneHu TSKeCTH.
Bce 6onpabie ucnonb3oBaiu MI'KC B MaibIX U CpEIHUX J03aX HE
MeHee roza. B xonrponpnyro rpynny oy 30 gereil, He HCIOJNIb-
3oBaBmue UI'KC.

Pesynomamui. B ocHoBHOU rpymmne rpubsl pona Candida 6vimn
BeIsIBIEHBI Y 18 (54,5 + 6,78%) mereit. M3 Hux 7 GOIBHBIX TPUMEHSIIH
Oyneconu exenteBHo B 103¢ 800—1000 Mk, 11 marueHToB UCTIOMb-
30Bau OymecoHH] exeqHeBHO B n03¢ 400—-800 Mkr. B KoHTpONBHOI
rpynne rpubsl pofa Candida 6binu BeIsiBIEHBL Y 7 (22,6 = 7,9%) neteit.

3axnouenue. bonbuele, nurensHo ucnonsayomme UI'KC, nve-
10T OonbIuii puck obcemeneHus rpudamu pona Candida, yem netu
13 KOHTPOJbHOM rpymmbl (p = 0,0041). TIpoBeneHue MIaHOBOTO MHU-
KPOOMOJIOTHYECKOTO MCCIIENOBAHMS, a TaKKe B3SATHE Ma3Ka M3 3¢Ba
IpU TOCHUTATM3ALIY 10 T0BOAY BA MO3BOJAT CHU3UTH PUCK Pa3BU-
THS KaHJHU032, CBOEBPEMEHHO ITOCTABHUTh MPABMIIBHBIN JTHATHO3 U
MPOBECTHU aAEKBATHYIO STHOTPOIHYIO TEPAIHIO.

* %k ok

OT 3KCCYOAATUBHOW SHTEPOMNATUU

N0 T’MCTUOLUUTO3A U3 KNETOK JTAHTEPTAHCA:
NMyTb K PEOKOMY OWATHO3Y Y PEBEHKA
PAHHEIO BO3PACTA

MogcucsH 6., Komaposa A.[l.
HayuHbI pykoBoaguTenb:
A.M.H., npod. A.C. NoTtanoB

HaunoHanbHbIN MeQULIMHCKMIA UCCrenoBaTenbCKUn LIEHTP
3gopoBbs geten Munsgpasa Poccuun, MockBa

Knouesnbie criosa: demu, aucmuouumos, duazHocmuka

Axmyanvnocms. IlopaskeHHe KeIyIOIHO-KAIIETHOTO TPaKTa IpH
ructuorurose u3 kiaerok Jlanrepranca (JIKI') Bctpedaercs B 2-3%
ClIydaeB, a IPOSIBIICHUS, CBSI3aHHBIE C HHTECTHHAILHOU MOTepeit Oen-
Ka, orrcaHsl emeé peske. OTcpodeHHas Bepu(uKaIys ANarHo3a U Mo3/-
Hee HavaJlo TepaIny SBJII0TCS (haKTOpaMH PHCKa MYJIBTHCHCTEMHOTO
HOpaKeHNs ¥ HeOnaronpusaTHoro ucxona. [Ipencrasnen peakuii Kim-
HU4eckuit cnyyait nuarnoctuxu JIKT y peO6&Hka paHHero Bo3pacra ¢
TSDKENBIMHI TIPOSIBIIEHUSIMH SKCCYIaTUBHOM HTEPOIaTHH B 1e0IoTe.

Onucanue KIMHUYeCKOro ciayyas. /lesouka, 1 rox 3 mec, mo-
CTYIMIIa C KIIMHUYECKUMH HPOSIBICHUSIMHE TSDKENOM SKCCYIaTHBHOM 3H-
TEpOTIaTHH B BHJIE YaCTOTO BOASHUCTOTO CTYJa, THIIOATE0yMIHEMHAN,
JIEKTPOJIUTHBIX HAPYILICHHUH, 1epUIINTa MACCHI TeJIa 1 MUKPOJIEMEH-
TOB, HApYIIEHHUH KOAaryJsIIIMOHHOTO FeMOCTa3a, aHeMUH, TPOMOOLIUTO-
MIEHNH, OCJIOKHEHHBIX 3MH30]0B BTOPUYHOTO TeMO(arouTapHOro CHH-
JIpOMa, KOTOPBIH SIBISIETCS YTPOKAIOIINM >KH3HHU HapyIICHUEM pery-
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JISIMY IMMYHHOM CUCTEMBbI M IIATOTEHETUUECKH XapaKTepHU3yoLIuiics
TUIEPaKTUBHOCTHIO MakpodaroB U T-TM(OIMTOB NP HU3KOH aKTHB-
HOCTH 1uToTokcndeckux T-mmmdormroB u NK-kietok; B mocienyio-
IIeM aKTHBHOCTh T-TMM(OIMTOB Takke Majaet. 3a Imepro npeObiBa-
HUS B OTJENEHUN ObUTH HCKIFOYEHB! IPHYMHBI THKENOH MababcopOLm
y peO&HKa: 1enaKys, ayTOMMMYHHAs! SHTEPOIIaTHsl, IEPBUYHAS JIMM-
(aHrMAIKTA3MA, TIepBUYHAS ITAHKpeaTHdecKast Hel0OCTaTOYHOCTh, abeTa-
JIUIPOTENHEMUS], HapyLIeHHe NIMKO3MIMPOBAHUS, BOCIIAUTEIBHBIE 3a-
OoreBaHMs KHIIEYHHKA, 00JIe3Hs YHNInIa, 00JIe3Hb BKITIOUEHHBIX BOP-
CHH, MHeJIONponiepaTuBHAs U SHIOKPUHHAS NaTONOTHsL. Y UUThIBAs
BO3pACT Je0r0Ta, IIEPHOIMIECKYIO JITXOPAZIKY, ceOOpeiiHbIe BHICHITIAHHS
B 3ayIIHOH 00JIaCTH ¢ TeMOPPArn4ecKUM KOMIIOHEHTOM, TeTIaToCILIe-
HOMETAJUIO, IIUTOIICHUIO C Pa3BUTHEM IeMO(aroluTapHOro CHHIPOMa,
TIPOSIBIIEHNUSI SKCCYAATUBHOI 3HTEPOIIAaTHH, JaHHBIE MOP(OIOTHIECKO-
T'0 MCCIIEIOBAHUS OMONTATOB KOXKU M TOHKOM KHIIKH, TIO3UTUBHBIE HM-
MYHOTHCTOXHMHUYECKHE peakiyy ¢ anturenamu k CD1 anbga n S-100,
ycranoBneH auaraos: JIKI' ¢ MyIbTHCHCTEMHBIM OpaXXeHNEM KOXKU,
KHUIIEYHHKA, KOCTEH HIDKHUX KOHEYHOCTEH, OpraHoB pHCKa (TIeueHb, ce-
ne3éHKa, KocTHBI Mo3T). BRAF-mo3uTuBHEIH, ipr 5TOM KnHa3a B-Raf
y4acTByeT B GOPMUPOBAHNH BHYTPUKIICTOYHBIX CUTHAJIOB, HAMIPABIICH-
HBIX Ha KJIETOUHBIH pocT. IIpH KOHCYABTHPOBaHUU OHKOI€MAaTOI0raMu
HMULL ATOU um. Imutpust PoraueBa MHUIIMUPOBaH Kypc BeMypade-
HuOa (mHrnonTop BRAF-KHMHA3 ¢ aKTHBHPYIONMMH MYTaIlMSIMH B KO-
none V60OE) u 3 61oka XMMHOTEPAIUH C JOCTIKEHUEM CTOMKOH pe-
MHUCCHY 3a00/IEBaHHs.

3aknioyenue. Pe3ncTeHTHAS K Tepaluy TaCTPOMHTECTHHAIBHAS
CHMIITOMaTHKa TpeOyeT 00s3aTeIbHOTO MIPOBEACHHS IHIOCKOITHYE-
CKHX U TUCTOJIOTMYECKUX HCCICIOBAHUN JJIsl PAHHETO BBIABICHUS
TaKUX PeAKUX MPUYUH CHHApPOMa MaimbabcopOmmu Oemnka, kak JIKT.
Taprernas Tepanus naruburopom BRAF-kuHa3 B coyetannu ¢ Xu-
MHOTepanueil Ho3BOJIOT 00eCIeUNTh OIaroNpHATHBINA IPOTHO3 U J0-
CTUIHYTbh CTOMKOM PEMHMCCHH Y JI€TEil PAHHEr0 BO3pAcTa C MYJILTUCH-
CTEMHBIMH (hopMaMu 3a00JIeBaHHSI.

KULLEYHbIA AHACTOMO3 B YCINIOBUSAX
NEPUTOHUTA U OAPYIUNX
KOMMNPOMETUPOBAHHbIX YCITOBUAX Y OETEMN.
OT 3KCNEPUMEHTA 4O MHOIMOLIEHTPOBOI'O
MCCNEOOBAHUA

Moposos K.[O.
HayuHbI pykoBoAgUTENb: A.M.H.,
npod. C.M. LLlapkoB

MepBbit MOCKOBCKMIA rocy4apCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT uM. .M. CedyeHosa MuHagpasa Poccun
(CeueHoBckui YHuBepcuteT), Mocksa

Kntoyesnbie criosa: KUWEYHbIlU aHacmomMo3, namoaeHes3,
HecocmosmesibHOCMmb

Axmyanvrocme. B HacTosiee BpeMsl aKTyaJIbHOCTb ITPOOIEMbI KU~
nreqHoro anactomosa (KA) B ycloBHsX NEpUTOHUTA M IPYTHX KOMIIPO-
METHUPOBAHHBIX YCIOBHSX Y ieTeil onmpeessercs CIeayOIMMH acTieK-
TaMH: HE ONpeziesIeH BeAyIHii (haKkTop MaTtoreHe3a HECOCTOSTEIBHOCTH
KA npu neputonuTe, BhIoNHEeHHe TepBIIHOTO KA B ycrmoBusix nepu-
TOHHTA SBJIACTCS BOSMOXKHBIM M CYUTACTCS IIEPCIEKTUBHON TaKTHKON
JICYCHUsI, OTCYTCTBYIOT YETKO CHOPMYIHPOBAHHBIE KPUTEPHH, ITO3BO-
JISIOLIME XUPYPTY CYAUTh O BOSMOXKHOCTH BhITIONHEHUst KA B ycioBu-
SIX TIEPUTOHUTA C HU3KUM PUCKOM Pa3BUTHS €T0 HECOCTOSITEILHOCTH.

I]ens: onpeneNUTh OCHOBHOM MAaTOTCHETHIECKHH (haKTop HEeco-
crositenbHOCTH KA mpu mepuToHuTE B SKCIIEPHMEHTE.

Mamepuanvl u memoosi. DKCIIEPUMEHT BbINoiaHeH Ha 40 He-
JIMHEHHBIX OeJIbIX KPBICaX, PaclpeieNEHHbIX Ha 4 TPYIIIBL: «IIepH-

TOHUT» (1-5 rpynna), «TUIOBOJEMUs» (2-1 rpymmna), «IEepUTOHUT C
TUIoBoJIeMue» (3-51 Tpymma) U «cpaBHEHH» (4-1 rpymma). Y Bcex
KpbIC c(hOPMHUPOBAH TOICTOKHIIEUHBIH aHACTOMO3 IO THITY «KOHEI] B
KoHeI. [IepuTOHUT MOETMPOBAIH ITyTEM BHYTPHOPIONTHOTO BBEE-
HUS KaJIOBOH B3BECH. | HTIOBOIIEMHUIO MOAEITHPOBAIIH B XOZI€ ONEPAIIH
yTEM CO3aHMsl KPOBOTEUEHHS U3 BETBHU MOJB3I0IIHOO00I04HOIT ap-
Tepun. Kpbic BEIBoAMIN U3 SKCIIEpHMEHTa Ha 3-H CYTKHU IIOCIE OTle-
pawuu, oneHuBau cocrosiune KA u OprourHoit mojaoctu. BeimonHs-
1 Mopdonormyeckuii anaim3 ygactkoB KA. IIpoBenén ummynodep-
MEHTHBIN aHaIN3 coAepxaHus (GakTopa, HHIYIIMPYEMOTO THIIOKCHEH
l-aneta (HIF-1a), u pakropos pocta sugorenus cocynos (VEGF-C,
VEGF-R1) B TKaHH KHIIKH.

Pe3ynomamut. Y >KUBOTHBIX 1-I rpymnmbl HecocTosTenbHOCTh KA
PETHCTPHPOBAIIN TOJIBKO Y KPBIC C THKEIBIM OOIIMM cocTosTHAEM. Bo
2-i1 u 3-ii rpynmax Obuia onpeaeneHa 3Ha9YuMast CBSI3b MKy CHIKE-
HHEM PEKTATFHON TeMITepaTyphl IOCIe MOASIHPOBAHNS THIIOBOJIEMUH
u HecocroaTensHOCThIO KA (p < 0,05). B 4-if rpynme Bce KA oxaza-
JIMCh COCTOSITENBHEL. [Ipy MopdoiornyeckoM aHanu3e camble BbIpa-
JKEHHBIE BOCIATHUTEIbHBIC H MUKPOIMPKYIATOPHBIE N3MEHEHUS ObI-
71 0GHapyKEHBI Y )KUBOTHBIX 3-i TPyMIbl. YCTAHOBJIEHBI Pa3iHyHs
MeXy TpyIamu 1o cogepxanuto ouomapkepa VEGF-C (p = 0,0034)
u VEGF-R1 (p = 0,04795). Camas BbIcOKas cTeleHb HIIEMUH YCTa-
HOBJICHA Y J)KUBOTHBIX 3-# IpyIIbL.

3akmiouenue. Benymum gakTopoM B aToreHe3e HeCOCTOATENb-
HoctH KA npu sKCcIiepUMEHTaIbHOM MEPUTOHUTE SIBISIIOTCS HApy-
IIeHus: KpoBoCHaOeHUs 30HEI KA BCiIeCTBHE CHIDKEHHS ME3EHTe-
PHAIBHOTO KPOBOTOKA Ha ()OHE LIEHTPAIHU3ALUN KPOBOOOpAILEHHS.
Koppekiist 1 MOHHTOPHHT TeMOIMHAMUYECKIX HapyIIeHUI! B Iepu-
OTIePalMOHHOM TNEPHOJIE MOXKET CTaTh PEIICHHEM IPOOIeMBbI HeCOo-
crositenibHOCTH KA 1pu neputoHute.

ATUNMNYHAA ®OPMA rEMOJIUTUKO-
YPEMUYECKOIO CUHOPOMA

MyneHkoBa A.B.

Hayu4Hble pykoBoguTtenu:
A.M.H., npoc. CUN. CmupHoBa,
A.M.H., npoc. A.A. KopcyHckumn

[MNepBbIn MoCKOBCKUI rocyaapCTBEHHbIA MEANLIMHCKUN
yHuepcuteT um. .M. CeyeHosa MuHsgpasa Poccum
(CeuveHoBckuin YHusepceuteT), Mocksa

Knrouesnie criosa: demu, 2eMOUMUKO-ypemudeckul
CUHOPOM, fieqHeHue

Axmyanvnocme. I'emonuruko-ypemudeckuit cuaapom (I'YC)
IpeAcTaBiseT co00il TPOMOOTHYECKYI0 MUKPOAQHTHOTIATHIO C Pa3BU-
THEM ocTporo nodeunoro nospexaenus (OIII). Berpastoresa tunuy-
Hble U atunyHbie Gopmbl ['YC: THIMYHBIE 00yCIOBICHBI ACHCTBHEM
mra-Tokcuna Escherichia coli, Shigella dysenteriae, B OCHOBe aTH-
MIIYHBIX (POPM YACTO JIeKaT TeHHBIE MyTAIUH, KOTOpbIe 00y CIIOBIINBA-
0T HEPETYITHPYEMYIO CTUMYIISILIUIO aIbTEPHATUBHOTO ITyTH aKTHBALUK
xomIuieMeHTa. Yacro npu arummaHoi popme I'YC BeTpeuaercs MyTa-
1w reHa CFH, a Takxke pa3nIHble HHPEKIMOHHBIE areHThI, THEBMO-
KOKKOBasi HH(DEKIMs U HapyIIeHus MeTabom3Ma Butamuna B ). I'VC
3aHIMAaeT BEeAyIIyI0 3THONOTHYecKyio pons B pazsutun OIlIl y me-
Tell, KOTOPBIIl B JaJbHEHIIEM IePeXOAUT B XpOHHYECKYIo Gopmy. s
I'YC xapakrepHa Tprasa CHMITOMOB: TPOMOOIUTOIIEHHS, TeMOJIUTH-
yeckast anemusi, OINII ¢ manudecranueii y nereit B Bo3pacte 10 3 JeT.

Onucanne KIMHAYECKOTo ciaydas. Pe6&Hok, 2 rona 10 mec, mo-
CTyNWJI Ha 3-M CyTKU OONIe3HN B MH(PEKIMOHHOE OTIETEHHE C KaJo-
06amMM Ha YacThIi pa3KMKEHHBIH CTYJ C MPOXKWIKAMU KPOBH (TI0 TH-
Iy PeKTAJIbHBIX IJIEBKOB), TEHE3MaMH, ITOABEMOM TEMITEPaTypHI Tela
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10 (edpunbHbIX 3HaYeHui. [To nanaeiM Y3 opraHoB OproIiHO# Ho-
JIOCTH IQHHBIX 33 XUPYPrHIECKYIO ITATOJIOTHIO He BBIIBICHO, OOHApY-
JKEHbI yTOJIIEHHE CTEHOK NeTelb KUILIKH, TeMaTOMETausl, THIIepIiia-
311 Me3eHTEpHAIBHBIX JTUM(paTHIeckux y3i1oB. Ha 2-e cytku 3abore-
BaHMs peOEHOK MepeBeIEH B OTACTICHIE PEaHUMAIY 1 HHTEHCHBHON
Teparnuu ¢ KIMHUKO-TaboparopHoii kaptuHoit ['YC: remonuTHueckas
anemus (remornto6uH 90 1/i1, mu3omTe! 0—1 B MOJNIE 3peHUSs, peaKLus
Kymb6ca npsiMast 1 HenpsiMasi — OTpUILIATENbHbIE, aKTHBHOCTD JIAKTaT-
nerunporenassl 2430 EJI/n (yBenmuena Oomnee ueM B 8 pa3 1mo cpaBHe-
HHIO C HOPMOi), TpoMOoIHTONEH!s (TpoMOoImThI 37,1 ThIC/MM®) U KOA-
ryionarus norpedienus (pudpuoren 2,32 r/n, D-nmumep 8441 ur/mi)
u cumntomamu OIIT: Mmakporemarypust — 3puTponuTsl 182 B 1m0-
Jie 3peHUsl, MPOTCUHYpHUsA 3 /11, MOUCBHHA 9,8 MMOJIB/J, KPEaTUHUH
67,4 MMOJB/TT ¢ Pa3BUTHEM OJIMTOAHYPUH H MOYEYHOH apTepHaNbHOMN
runeprensuu. Opakipn C3 u C4 xommrementa 0,73 u 0,210 /71 coot-
BETCTBEHHO B Ipefierax HopMbL. Y3 mouek 1mokasasno oOerHeHne HH-
TpapeHaIbHOI TeMOANHAMUKH, yBEITMIEHNE Pa3MEPOB 00EUX MOUYEK U
b dy3Hble n3MeHeHusI B napeHxume. B cesi3u ¢ Hapacrannem OINI1
OBLT yCTaHOBJIEH JUAIIM3HBIA KaTeTep B BHYTPEHHIOIO SIPEMHYIO BEHY
0OJILHOTO U IIPOBEJICHBI 2 CEaHCa 3aMECTUTENBHOM ITOYEUHOH Tepanuu
pactBopoM «Mynsrubuk» ¢ conepaxanueM kanus 2,2 MMOJIb B pEXKUME
MOCTOSIHHOTO BEHO-BEHO3HOTO TEMOJIMAIIN3a C CUCTEMOH aHTHKOATyIIs-
LMY TernaprHoM Ha ammapare «Prismaflex st 60 sety, 6e3 ocnoxHeHuit.
C Hayana rocnuTann3anyy (Ha 3-u cyTKHU 3a00sieBaHms) OblIa Hadata
aHTHOAKTepHaNbHas Tepanus KIapyKTaMoM BHYTPUBEHHO. B cBsi3u ¢
HapacTaHHeM MapKEPOB MH(EKIOHHO-BOCIAIMTEILHOTO TIpoIecca
Ha 6-¢ cyTkH (ypoBeHb C-peakTHBHOTO Oeska — 24 MI/II, cofepIKaHue
MIPOKaJIBIINTOHNHA — 41,7 HI/MJI B KpOBH) TIpOBeJIeHa KOPPEKIIHS aH-
THOAKTepHaIBHOM Tepamnuy MeporeHeMoM-TnHe30muaoM. [Ipr Muxpo-
OMOJIOTMUECKOM aHaJIM3¢ Kayla BIABICHBI Enterococcus faecalis, Can-
dida albicans, Tepanus TOTIONHEHA MPOTHBOTPHOKOBBIM IpETapaToM
(¢pmyxonazom). Ha ¢one OIIIT u motepu 6ombIIoro KojaudecTsa Oeska
IpoBeJieHa KOPPEKIHs THIIOOHKOTHYECKOTO CHHIpoMa HHbY3uer 20%
pacTBOpa anbOyMHHa, AJI Tepanuy FeMOIMTHIECKON aHEMHUHU TPOBe-
JieHa reMoTpaHc(y3Hs )PUTPOLUTAPHOI B3BECHIO M CBEXKE3aMOPOKEH-
HOH TI1a3MOH JUISl KOPPEKIIHH TPOMOOIIUTOIIEHHH! 1 KOAryJIONaTHH HO-
Tpebnenus. bpuia npoBenieHa aHTUKOATYIISIHTHAS Tepamusl (parMHHOM
TIOJIKOXHO, apTEePHANTLHYIO THIEPTEH3HIO KyITHPOBAIIN aMIIOAUITIHOM.

3aknouenue. Atunnunbiid ['YC npoTtekaer 0COOEHHO TSDKENo y
JIeTel, TIpH 3TOM OOJBbHBIE HYXIAIOTCS B OOJIBIIOM 00bEME AnarHo-
CTUYECKUX U TepaneBTHUECKHUX MpoIenyp. B HameM KInHHYECKOM
cllyyae MbI OIIHCAIM Bech cleKTp npossieHuil I'YC ¢ xapakrepHoil
TpHUa0il CHMIITOMOB ¥ CEMEHHBIM 09aroM HH(GEKIUH, KOTOPBIH cTal
npuurHOH pa3Butusa I'YC He TOJNBKO Y ONTMCaHHOTO peOeHKa, HO U y
ero milajmero 6para, JUIsl OBBIMICHUS] HACTOPOXKEHHOCTH Bpadei B
OTHOIIEHUH CIIOPAANIECKUX KIMHHYECKUX CIIy4aeB.

KAYECTBO XXU3HU NALMEHTOB

CO CNACTUYECKUMM ®OPMAMU OETCKOIO
LIEEPEGPANBHOIO NMAPANIUYA N CUATNTIOPEEN
HA ®OHE BOTYINUHOTEPAINUA

Hexenbckasa A.A.
HayuHble pykoBoguTenu: A.M.H.,
npod. J1.M. KyseHkoBa, A4.M.H. A.J1. KypeHkoB

HaunoHanbHbIN MEAULIMHCKUIA NCCREeLoBaTENbCKUN LEHTP
3a0poBbsa aeten Munsgpasa Poccun, Mocksa

Knroueasie crioga: kKadecmeo Xu3Hu, demckull uepebparbHbiti
napanuy, cuanopesi, KOMIIeKCHOe fiedeHue

AKmyaﬂbHOCmb. CrnacTHYHOCTD SABJISETCS OHUM U3 APKHUX IIPO-
SIBJICHUA JABUTaTCIIbHBIX HapyHIeHI/Iﬁ " BCTPEUACTCA Y OOJIBINIMHCTBA

GONBHBIX AeTcKUM IiepebpanbHbiM napaandoM ([LIIT). Ona urpaer
BEJIYIIyIO pOJIb B (JOPMUPOBAHNH ABUTATEIBHBIX PACCTPOICTB, HETa-
THBHO BIIMSET Ha KAUECTBO XM3HH MAI[UEHTOB U UX CEMEN, IPHUBOAUT
K OTpaHHYCHHIO (DYHKIIMOHAJIBHBIX BO3ZMOKHOCTEH, 3aTPyIHCHHIO
camo00ciTyknBaHuUs, (OPMHUPOBAHHUIO BTOPUYHBIX OPTOMEIMIECKIX
ocJIOKHeHHH. Hanure HeMOTOPHBIX HapyLIEHHH, TAKUX KaK BbIpa-
JKEHHasl CHaopest, MOXKET IIPUBOIHUTH K COIMATIBHOMN Ae3afaNnTanum
OOJILHBIX U 3HAYUMOMY CHUIKCHHIO Ka4€CTBA XXU3HU. HeCMOTpﬂ Ha M¢C-
JUIAHCKYIO ¥ CONUAIBHYIO 3HAYMMOCTD TaKOH COYETAaHHOW ITaTOIOT UK
npu A1, He npoBOAMIOCH KOMIUIEKCHOTO aHAIM3a KaueCTBa JKU3HU
y ZleTel ¢ IBUraTeIbHBIMH HapyIIEHUIMH U cuajopeei Ha (oHe Jie-
4YeHHs npenapartamu 6oTynmuHIYecKoro TokcnHa tTuna A (BTA). s
oxnoro u3 npenaparoB BTA (IncobotulinumtoxinA) B Poccun 3ape-
THCTPUPOBAHO O(QHUIHATIBHOE ITOKa3aHHe «XPOHUUECKas cHajopest y
neteit B Bozpacte oT 2 10 18 net» (i mpenapara KCEOMHH), YTO I10-
3BOJISIET IIPOBOINTE OJHOBPEMEHHOE JICUCHHE CIIACTHYHOCTH U CHa-
JIOpEH B OJHY HHBEKIIMOHHYIO CECCHIO.

L]ens: onpeneNuTh U3MEHEHHS KauyecTBa )KU3HM IAIl[HEHTOB CO
cnactuaeckuMu popmamu JLI1 ¢ BEIpaKeHHOH CIIACTHYHOCTBIO B
HMKHUX U BEPXHUX KOHCUHOCTAX U HAJIMYHUEM 3HAYUMOT'O CJIIFOHOTE-
YEeHUsI IPH IPUMEHEHHN OOTYIHHOTEPaIInHL.

Mamepuanei u memoowl. Habmrogamu 15 nauuenrtos ¢ AL, ne-
PEIBHTAIOIINXCS C TOJIEPIKKOI MIIH CAMOCTOSITENIFHO HE TIepe/iBH-
raromuxcs, u3 HuX 10 manueHToB ObIIM CO CIACTUYECKHUM TeTpa-
Mape3oM M 5 — CO CIACTUYCCKOW TUIUICTHCH. Y 3THX OOJBHBIX Ha
NPOTSDKEHUH 3 Mec HaOIrofanach BeIpakeHHast cHajopes (He MeHee
55 GayI0B MO IIKaJIe OLEHKH BIMAHUS cuanopen). JlaHHbIe MaueH-
THI OBUIN IUTAHOBO TOCTIMTAJIM3UPOBAHBI U Moydany Jiedenue bTA
OIHOBPEMEHHO B CITACTHYECKUE MBIl KOHEYHOCTEI! U B CITIOHHBIE
XKene3bl. B rpymniy cpaBHeHUs! BOLLIH 15 OOJIBHBIX CO CIIACTHYECKH-
mu popmamu J1IIT aHanmorndHOTO BO3pacTa U Beca, IMEIOIINE BbIpa-
KEHHYIO CIIACTUYHOCTh B KOHEYHOCTSX, HO Oe3 cHanopeu, KoTopble
nonydainy Jiedenue BTA HCKITIOYUTENEHO B CIACTUYECKHUE MBIIIITBI
koHeyHocTell. CocTossHUEe GONBHBIX OLEHUBAIHN MPU MOCTYIUIEHUU
B OTJIesieHue U uepe3 2 Hex nocie unbekiuii BTA. Bo Bpems ocmo-
Tpa KaXI0ro pedEHKa B OCHOBHOM TPYIINE U TPYIINE CPABHEHHS OIle-
HUBAJIN ONpeAeTIEHHBIC TPYIIIBI MBI HHKHUX KOHEYHOCTeH —
MKPOHOXKHAs MBIIIIA (/. gastrocnemius), TOIYCYXOKIIbHAS MBIII-
ua (m. semitendinosus), INMAHHAS TPUBOAALIAsA Mbla (m. adductor
longus), Toukas MpImma (m. musculus gracilis), mpsiMasi Mpla oeapa
(m. musculus rectus femoris) 1 BEpXHUX KOHEUHOCTSIX — JIBYIJIaBast
MbInia mwieda (m. biceps brachii), Ty4eBoi U JIOKTEBOU crudareiin
3amsictes (FCR/FCU). Onpenenenne 3peKTUBHOCTH JICUCHUS CIIa-
CTUYHOCTH TMPOBOIHJIM 10 ABYM IIKaJIaM: MOAUGHIUPOBAHHOM IIKa-
ne Tapabe, TO3BONISIOMIEH KOJHMYECTBEHHO ONPENEIINTh N3MEHEHUE
CIACTHYHOCTH TECTHPOBAHHBIX TPYIMI MBIIII, U MOAULUGHPOBAH-
HOH MIKaye DMBOpaa JUIs OLEHKH M3MEHEHHs MBIIIEYHOTO TOHYCA.
OT00p MAIHEHTOB ISl OCHOBHOM T'PYIIIBI, UMEIOIINX, TOMUMO CIIa-
CTUYHOCTH B KOHEYHOCTSIX, 3HAYMMYIO XPOHHYECKYIO CHAJIOPEI0, TIPO-
XOJIVIJI HA OCHOBAHHH ITOKAa3aTesIel MIKAIBI OIIEHKH BIIUSHUS CIIIOHOT-
euenus. HanGonplee 3HaueHue M0 3TOH mmKkane coctasnser 100 6ain-
JIOB, YTO COOTBETCTBYET IIOCTOSHHO TIPHCYTCTBYIONIEH XpPOHHIECKOIH
cHajopee ¢ MaKCHMAllbHO BBIPAKEHHBIM HETAaTHBHBIM BIHSIHHEM Ha
pe6éHka. B nccienoBanne ObUIN BKITIOUESHBI TALMEHTHI, UMEIOIHE He
MeHee 50 6aIoB 1Mo IIKase ONEHKH BIHSHUS CIIOHOTEUEHHS. AHAIN3
10 TaHHBIM HIKaJIaM IIPOBOAUWIIN ITPHU MOCTYIVICHUN peGéHKa B CTalu-
OHAap U uepes 2 HeJl mocie NpoBeJeHHbIX uHbeKuid BTA. YV 15 nereit
C BBIPQ)KEHHBIM CIIIOHOTEYEHHEM MaTepy OTMEeYallll TPyAHOCTH NpU
KOPMJICHHH, YacThIe MMONEPXMBAHNS CIIFOHOM, HEOOXOUMOCTB YacTOH
CMEHBI OJIEX/IbI, Y HEKOTOPBIX manueHToB 10 10 pa3 B geHs. KagecTBo
YKU3HH OLICHUBAIIM ¢ TIoMolIbio onpocHrka PEDS QL monyinb «uepe-
OpanbHbIi napannad». CiexyeT OTMETHTb, 9To Bce 30 MaI[eHToB MMe-
JI KOTHUTHBHBIH A€HINT, YTO 3aTPYIHSIO0 MPOAYKTUBHBINA KOHTAKT
¢ OONBHBIMHA. B cBS3M ¢ 3THM ONPOCHUK OBUT IPEIOCTABIICH KAXKIO0-
My U3 conpoBokaaronmx i (30 Marepeif) Mo crenuaIbHOMYy MO-
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nymo «IlepeOpanbHblit mapamay» wis poautenei. OLeHka MpoBOay-
JIach 110 KaXKIoMy OJIOKY JaHHOTO MOJLYIIS.

Pezynomamoi. YCTaHOBIEHO 3HAYMMOE YMEHBIIEHHE CIIacTU4-
HOCTH 4epe3 2 HeJl Iocie JISYeHHs y BceX MalueHToB. B ocHoBHOM
rpy1e GONBHBIX TAKXKe OTMEYaNach BRIPAXKEHHAS TTOJ0XKUTEIbHAS TU-
HaMHKa B OLIEHKaX I10 [IKaJe OLEHKH BIMSHUS CIIOHOTeYeHHs. [Ipu
MTOBTOPHOM TeCTUpOBaHUH 10 onpocHUKY PEDS QL momynp «uepe-
OpasybHBIN Mapanuy» yepes 2 Hef mocie OOTYIHMHOTEPAHH Y Malu-
€HTOB OCHOBHOH I'PYIIIIBI ¥ TPYIIIEI CPABHEHHS! BBISIBICHO 3HAYUTEIIb-
HOE yIy4IlleHHe 1Mo 6JokaM «IpuéM numm» u «6omb» B 100% ciy-
qaeB. B OJ0kax «moBcemHEBHAs! JEITEIBHOCTE) H «IIepPEeMEIeHUE 1
paBHOBecHe» y 25 u3 30 mauueHTOB OBUTO 3HAYUTENIHHOE YITyUIlICHHE.

& kK

COBPEMEHHbIE BO3MOXHOCTU NIEYEHUA
XPOHWYECKOIO FENATUTA C Y AETEN
B MOJIMKITMHUYECKOW NPAKTUKE

Hedépora E.B., Pagxa6oB X.M.
Hay4HbIn pykoBoguTenb:
K.M.H., goueHT E.E. PacknHa

CapaToBckuin rocygapCcTBEeHHbIN MEAULMHCKUIA YHUBEPCUTET
um. B.W. PasymoBckoro Muxsgpasa Poccun, CapatoB

Kntoyesbie criosa: demu, xpoHUYECKUL 2ernamum, jieHeHuUe

AxmyanvHocmo. B HacTosiliee BpeMsi aKTyalleH BOIIPOC BBIOO-
pa IPOTHBOBHPYCHOTO JIEIEHHUSI XPOHUIECKOTO BUPYCHOTO TelaTh-
Ta C (XI'C) B 1€TCKOM BO3paCTe, UTO OINPEENIICTCS HEOCTATOUHBIM
OIIBITOM IIPHMECHEHHMS IPOTUBOBUPYCHBIX IPETIapaToB MPSIMOro aeii-
ctBus (IIIIIL[), a Takxe npenmonaracMoil BO3MOXHOCTBIO UCIONb-
30BaHMS UX B Ooilee paHHEM BO3pacTe.

L]ens: IPOBECTH CPAaBHUTEIBHBIM aHAIN3 YaCTOTHI JOCTUXKE-
HHS yCTOHYMBOTO BUpyconorndeckoro orsera (YBO) y nereii ¢ XI'C
mpu nedeHnn ¢ ucnonb3oBanueM [1II1/] u aBoitHON HHTEPHEPOHO-
BOM Teparum.

Mamepuanet u memoowr. Tlon HabmroneHIeM Haxomuics 21 601b-
Hoii ¢ XI'C. BonbHble neTu OBUIH COMOCTABUMBI 10 TOJTY, BO3PACTY
U reHoTHIy Bupyca 1,1b. BonbHbIe ObLIN pactipenienieHs! Ha 2 rpyI-
ITBI, KOTOPBIE PA3IMIAINCH MO crIocoOy JedeHus. B ocHOBHOII rpym-
ne 13 GonbHBIX (cpennuit Bo3pact 12,5+0,8 ner) momydanu meruim-
poBaHHEI HHTEphepoH anbda U pudaBUPHH (HAYATIO TEpAIUd — B
2017-2018 rr.). ['pynmy cpaBHEHUsI COCTaBUIH 8 GONBHBIX (CPEAHUIA
Bo3pact 13,1+0,7 ner), kotopsiM ObLIO TpoBeneHo euenne [TTIITJ] —
IIeKanpeBUP+IUOPEHTACBUD, Kypc 8 Hex. (Hadayio Tepanuu — B
2020-2021 rr.). I'nexanpeBup (nHrHOUTOpP Npoteassl NS3/4A) u
nuOpeHTacBup (MHrHOUTOP NSS5A) BO3IEHCTBYIOT Ha pa3IndHbIC
JTalbl )KU3HEHHOro nukia Bupyca renarura C (BI'C). lns onpe-
JIeTICHUsT )Kano0 U KauecTBa KHU3HH HCIOIB30BAIN aHKETHPOBAHHE.

Pesyromamul. B ocHOBHOH rpynme 0onbHBIX yepe3 12 Hen. mo-
ciie okoH4YaHwus Jedenus YBO otmeuancs y 2 6oipHbIX. Hexxenarens-
HBIE SBICHUS OBUIN BBISBICHHI Y 6 OOJBHBIX B BHJE TPUMIIONOI00HOTO
CUHIpOMa. Y MalMeHTOB, He gocturimx Y BO, xamo0sl Ha yTOMIIS-
€MOCTb, CHIDKEHHE paboTOCTIOCOOHOCTH, HAPYIICHUS! CHA U aKTHB-
HOCTb T€laTHTAa 110 KIMHUKO-1a00paTOPHBIM JaHHBIM COXPaHSINCh.
B rpymme cpaBHeHus Tpu 00ciienoBaHU Yepe3 12 Mec mocie OKOH-
YaHWs JIeYeHHs Y BeeX JeTelt Oputo ormMedeHo noctwkenue YBO. Ta-
KUM 00pa3oM, yactora Joctikenus YBO B rpymme cpaBHeHHs HA0MO-
nanach B 4 pasa varie (p < 0,001), ueM y nerelt OCHOBHOW TPYTIITBL.

3aknrouenue. BpIABIEHbI 3HaYUTEbHbIE IPEUMYILECTBA UCTIONb-
3oBanwus [T/ y nereit ¢ XI'C. Criocob nedeHnst XpOHIMIECKOTO Te-
naruta C y AeTeil MpOTHBOBUPYCHBIM MPEMApaTOM MPSIMOTO Jeii-
CTBHA o0ecreynBaeT dIMMHUHAINIO BUpyca rermaruta C, ymydmaer
KOTHUTUBHBIE (PYHKIUH M Ka9e€CTBO KHU3HH, YTO MO3BONISET JIUKBHU-

JIMPOBATh y MOAPOCTKOB COLIMAIBHYIO HEIOCTaTOYHOCTh, CYILIECTBEH-
HO pacIIupsist BO3MOXXHOCTH BEIOOpa NpoghecCHn, BOMHCKOH CITyXOBbI,
3aHATUHI CIIOPTOM.

CTATYC BAKUMHOMPO®UNAKTUKU OETEN
A0 3 NET

HusamoBa [.U., OmapoBa A.A.
Hay4yHbIn pykoBoauTenb:
K.M.H., goueHT H.A. ConoBbeBa

KasaHckui rocygapcTBeHHbIN MEQULMHCKUI YHUBEPCUTET
MuH3gpasa Poccun, KasaHb

Kriroueeabie crioga: demu, UMMYHU3aUUS,
8aKyUuHornpogunakmuka

Axmyanvrocms. BakimHOnpoUIaKTHKA SBISCTCS HHCTPYMEH-
TOM OOpBOBI C MHPEKIMOHHBIMU 001e3HIMH. DPPEKT 0T UMMYHOIIPO-
(unakTHKH U1 MHOTUX HHEKIHUN JoCTHraeTcs mpu oxsare 95% B
onpenenéHHol rpynne HaceneHus. PopMUpPOBaHUE PUBEPKEHHO-
CTH pOIUTEINICH BaKIIMHAIINY CIIOCOOCTBYET MOBBIMICHUIO OXBaTa UM-
MyHH3alMei eTeil U CHIKEHUIO KOINYEeCTBa OTKa30B OT MpOoduIaK-
TUYECKUX IIPUBUBOK.

I]ens: ONEHUTH COCTOAHHE BaKIMHONPO(DHMIAKTHKY JETEH paH-
HEro Bo3pacTa Ha MEAUAaTPHUUCCKOM Y4YacTKe U OTHOLIEHUE PORUTe-
Jell K UMMYyHM3alHHU.

Mamepuansvr u memoouw:. IIpoBenéH aHanu3 UCTOPUN pa3BUTUA
120 neTeif, AOCTUTIINX TPEXJIETHETO BO3PACTa, U AaHKETUPOBAHUE UX
poauTene.

Pezynbmamul. YcTaHOBIIEHO, UTO B BO3pacTe 3 JIET K NepBOM IpyI-
Tie 370poBbst ObLTH OTHECEHBI 33% neteld, ko Bropoit — 40%, k Tpe-
Theit — 27%. Cpenu 3aboneBanuii y neteit 3 rpymiisl 30pOBbst 00Ib-
IIyI0 YacTh COCTaBHJIA MATOJIOTHS IIEHTPAIbHON HEPBHON CHCTEMBI,
B MEHbIIIEH cTeneHn — GOJIe3HN MOYEBBIACIUTEILHON CUCTEMBI, al-
neprudeckue 3aboneBanus u ap. [IpuButer mo HanmonansHOMY Ka-
neHpapro npodunaxruueckux npusuBok (HKIIIT) 59% neteit, mo un-
JTUBUAYAILHOMY KaJleHapto — 25%, MEIUIUHCKHIH OTBOJ TOCTOSH-
He1it umenu 10% neteit, a pogurenu 6% nereil opopMunn 0TKa3 OT
BakuuHaimu. bonpmacTBo (80%) OnpoLIeHHbIX poauTeseil Obuth B
Bo3pacte 10 30 1eT, ocranpable — cTtapuie 30 net. 13 Hux 62% umenu
BBICIIIEE 00pa30BaHKe, OCTABIINECS — CPEHEE CreNnanbHoe. AHAIN3
AQHKETUPOBAHMS POAUTEIICH BBIABUIL, UTO 94% pecrOHAEHTOB, CUUTa-
0T, YTO BaKIIMHALMA 3aLIUTHT UX JeTeH OT MH(PEKUHii, BKIIFOYEHHBIX B
HKIIII. OcTanbHble pOIUTENH OTKa3bIBAIOTCS OT HPOPHIAKTHIECKHIX
MIPUBUBOK, OMACasCh MOOOYHEIX (P ()EKTOB BaKIMH, PACCTPOUCTB ayTH-
CTHYECKOTO CIIEKTPa, «IIepe3arpy3Kn» UMMYHHOI cHCTeMbI peOeHKa.
YacTts popuTeneil CBA3BIBAIOT OTKa3 ¢ MH(GOpMaUel, TOCTYIHBIICH
13 CPEICTB MAcCOBOI MH(OPMAINK 1 OT MEANEPCOHANA.

3aknouenue. Hamu BBIBICHO CHIPKCHUE UMMYHU3AIMU ETEH,
JOCTHUTTINX TPEXIETHETO BO3PACTa, HA EANATPHIECKOM yIaCTKE, UTO
CBSI3aHO C HAJIMYUEM OTKJIOHCHHUH COCTOSIHUSA 3I0POBbS JAE€TEH U 1O-
CTOSIHHBIMH MEAWIIMHCKHMU OTBOAaMHU. J[JIsl CHIDKEHUSI He0OOCHO-
BaHHBIX OTKA30B HEOOXOAUMO MOBBICUTH PHBEPKEHHOCTh POJUTE-
Jel BaKIMHALMK IIyTEM KaueCTBEHHOTro mx uHpopMmuposanus. Ha
BCEX YPOBHSX OKa3aHHSA MEAUIIMHCKON IIOMOIIN HEOOXOIUMO pa3Be-
UBaTh HEHAYYHBIE «MU(]BD» O BAKINHONPOUITAKTHKE.
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CWUHAOPOM PAMYHLEJb Y PEBEHKA
YETbIPEX NET

HukonaeBa E.A., PaumoBa A.T.
HayuHbI pykoBOaUTENb:
A.M.H., npod. C.A. BonrnHa

KasaHckui rocygapcTBeHHbIN MEOULMHCKUIA YHUBEPCUTET
MuH3sgpasa Poccumn, KasaHb

Kntouesnie criosa: demu, cuHOpom PanyHuernb, duazHocmuka

AxmyanvrHocmy. Cuaapom Pamynuens — penkas Gopma Tpuxobe-
30apa ¢ XBOCTOM, UIYIIHM U3 XKETyIKa Yepe3 NPUBPATHHK B IBEHAI-
[aTHIIEPCTHYIO, TOILYIO, TIOJB3JOIIHYIO HIIH JIaXKe B TOJICTYIO KHIIKY.
Tpuxobe30apbl — MHOPOAHBIE TeNa, 00pa3yOIINeCs P MONaJaHuU
B JKETyHOK BOJIOC WM IIepcTH. B sxemyake oOpa3syercst «BomocsHast
OITyXOJb», COCTOSIIAs 13 MePEIUIETEHHBIX BOJIOC.

Onucanne KIMHIYECKOro ciaydast. [TanuenTka, 4 rona, 3abose-
J1a OCTPO, TOCTYIHIIA C KaT00aMH Ha MOBBIIICHUE TEMIIEPATYPHI Te-
na 10 GheOprIbHBIX QP 1 60mu B xuBOTE. JleBoYKa 3a00I1ena 0KoIo
rojia Ha3aJ, KOT/ia MaTh CTajla OTMEYATh 3allOpbl ¥ YBEIHMICHHE )KUBO-
Ta, JI4CHUE OTCYTCTBOBAJO. [10 NaHHBIM (PH3HKAIBHOTO 00CIe0Ba-
HYS, COCTOSTHHE TSDKEI0E 32 CYET BBIPAKEHHOTO HHTOKCHKAIMOHHOTO
1 aHEMHYECKOTO CHHIAPOMOB. Koxka 1 cim3ucThIe OIeHbIe, BIaXKHBIE,
MHKpononraaeHus. JKUBOT BU3yallbHO YBEJIMYEH B 00bEMe, ITeueHb
MaIBIUpyeTcs Ha 4 cM HIDKe Kpas pOepHOH nyTH, cene3éHKa — HU-
ke Kpas péoepnoit nyru Ha 1,5 cm. Co cnoB mMarepy, 3amnopsl 1 pa3 B
3 nHs, Mouencmyckanue peaxoe. [Ipu maboparopHoM oOciIenoBaHUN
B 00IIeM aHaIHu3€e KPOBH BBISBICHA TSHKENAs TUTIOXPOMHAsT aHEMUS,
BBIPaXXEHHBIH C/IBUT JIEHKO(OPMYIIBI BIIEBO, TOKCHUECKAst 3¢PHUCTOCTh
HelTpomos, yckoperane COD. B OHOXHMUYECKOM aHAINA3e KPOBU
HaOnrofaercs nossiienne ypoBas CPB 1o 6,94 mr/an, runokaibiu-
emus 0,779 mmons/n. B ananmnze moun — nefikonurypust 100 Ha 1 1.
Y3U renaronueHTansHo# cucTeMbl 6e3 matonoru. Y3M moyek: aABy-
CTOPOHHSIS TMENI0IKTA3MsI, THIIOIIIAa3Ks JIeBOH mouku. Ha pentreno-
rpaMMe OpraHOB OPIOIIHOM TOJOCTH — B3LyTHE METENb KUIICYHHKA,
00BEMHOE 00pa3zoBaHue OOIBIINX pa3MepoB cieBa. Ha ¢pubpoazoda-
TOTacTPOIYOACHOCKONINH O0HApyXKeH TpUxo0e30ap KelyaKa, 3aHH-
Maroruii 2/3 ero nonocty. BeicTaBnen auarno3: XpoHUYECKHii nue-
JoHe(ppUT HA (HOHE TUITOIIIA3UH JIEBOH ITOYKH B CTAUH 000CTPEHNSL.
OyHKIMA MoYeK coxpaHeHa. Tpuxobe3oap xKemyaka. AHEMHUs Keme-
3oneduuuTHas TSDKENOHN cTeneHn. benkoBo-aHepreTHyecKkas Hemo-
crarouHocth (BOH) 1 crenenu. beia Ha3HAUYeHA KOHCYIBTAITNS TICH-
XHarpa, B X0Jie KOTOPOil ObLT BHICTABJICH JUArHO3: 00CECCHBHO-KOM-
IyJIbCUBHOE PACCTPOMCTBO B BUIE HAPYIIEHHS TUIIEBOTO MOBEACHNUSL.
IIpoBeneHa namapoTomusi, FaCTPOTOMHUS U yAaleHHEe TpUxobe3oapa
pasmepom 14,4 x 4,0 x 4,0 cm.

3axnrouenue. JJaHHBIA KIMHUYECKUH CITydail MHTEPECEH B CBAZU
C PEIKOCTBIO IATOJIOTUH U HEOOXOMMOCTBIO ONPEIeIEHHON HACTO-
POXXEHHOCTH y Bpadel NeTCKOil MONMKINHAKYA. Takue IeTH JOIKHBI
HAaXOAMTHCS Ha JUCIAHCEPHOM HAOMIONEHUHU y TIcUXuaTpa. JlaHHbIN
ciryqaii HoMOoXeT TPOMH(OPMHUPOBATH Bpadeil 0 TOM, UTO B JalIbHEH-
meM 00eCTIeYnT CBOEBPEMEHHYIO JUAarHOCTHKY U HA4Yajo JICICHHS y
HOJOOHBIX MAanneHTOB. [IpaBHIbHO COOpaHHbIN COLMAIBHBIA aHAMHE3
HTPAST BAXKHYIO POJIb B JUATHOCTHKE JAHHOM IAaTOJIOTUH.

& ok %k

MONEKYNAPHO-rEHETUYECKUE
U KNTMHWYECKUE OCOBEHHOCTU OETEN
C HE®POKAIbLINMHO30OM

HukonaeBa P.A., AHaHbuH I.B., BawypuHa T.B.,
3pobok O.A., MNywkos A.A.

Hayu4Hble pykoBoguTenu: A.M.H. K.B. CaBocTbsiHOB,
A.M.H., npod. A.H. LibirnH

HaunoHanbHbIN MegULMHCKUIA UCCrenoBaTenbCKUn LEHTP
3gopoBbs geten MuHsgpasa Poccnn, Mockea

Knrouesbie crioga: demu, HeghpokanbUuHo3, duazHocmuka

Axmyanvrnocms. Hedpokansimaos (HK) xapakrepusyetcs oTi1o-
KEHHUEM CoJIel KaJbIs B IoYe4HO! napeHxume. JlanHoe cocTosiHue
OTHOCHUTEIIHHO PEIKO BCTPEIACTCS B TIEAHATPUIECKOH ITOIYIISIIHH, Ofl-
HAaKO B IIOCJIEIHEE BPEMS CTAJIO YaCTOM yIbTPa3ByKOBOM HAXOAKOW U
noBoztoM Jutst roctimtanu3anyy. [pranas HK pazmuansr. HanGonee
BayKHas POJTb B ITaTOre€He3e OTBOAUTCS runepkanbiumypun. HK nveer
JIOJITOCPOYHBIE TOCIEICTBYS U, HECOMHEHHO, TpeOyeT TIaTeIbHOTO
JMarHOCTHYIECKOTO ITIOMCKA €T0 IPUIUHEL.

Lens: onpenenuTs reHOTUNHYECKHE U (PEHOTHIINYECKHE 0CO-
6ennoctu nereii ¢ HK.

Mamepuanvt u memoou. IIpoanann3upoBaHa MEIUIIMHCKAS TOKY-
menTanus 70 namuentos ¢ HK 3a nepuon ¢ 2011 mo 2022 r.: y 61 u3
HUX AHarHoctuposaH u3onupoBanHeiii HK, y 9 B coueranuu ¢ Hed-
ponuTHazoM. MonekynsapHO-TeHeTHYECKOe HCCIIeIOBaHUE IPOBOIH-
JIOCh METO/IOM CEKBEHUPOBAHHUS HOBOTO MOKOJICHUSL.

Pesynomamur. Cpennuil Bo3pact Ha MoMeHT oOHapyxkeHus HK
coctaBul 3 roga 8 Mec. B npoaHanu3upoBaHHON KOropre maiueH-
TOB BBISIBIICHBI TATOT€HHBIE MYTAIUU B CICAYIOIINX TeHAX C perec-
CHUBHBIM MexaHu3MoM HacnenoBauusi: CYP24A1 (8), CLCNS (6),
AGXT (5), OCRLI (3), ATP6VIBI (2), CLDN16 (1), KCNJI (1),
SLC5A41 (1), HPRTI (2); B reHax ¢ JOMHUHAHTHBIM MEXaHU3MOM Ha-
cnenoBanus: SLC34A1 (2), SLC9A3R1 (1), KCNJ5 (1), SLC4A41 (1),
CASR (1), PHEX (1), a Taxoke 2 MUKpOZENIe[INY Ha AJTHMHHOM IUIeye
xpomocoMmsl 7q11.23, Hacnenyemble ayTocoMHO-1oMUHAaHTHO. Hacnen-
cTBeHHYI0 oTsromenHoCcTh 1o HK 1 Hedponurrazy numerno 5 (7,1%) u
14 (20%) nereit. [Iporpeccupoanue HK dbukcuposano y 8 (11,4%)
JIeTel, HeCMOTPsI Ha TEPAIuio, IPOBOAUMYIO JUIS 3aMEAJICHHS MaTo-
JIOTUYECKOTO Mpolecca, NPUUEM CHIDKEHHUS (yHKIHU M0YEK He OT-
medeHo. Y 10 (15,2%) neteit HK o6napysxeH yxe Ha 3 cragnu. CHU-
JKeHUe (YHKIIMU MOYEK C JOCTHKEHHEM TePMHUHAIBHOM MOuedHOit
HEJJOCTaTOYHOCTH BBIABIICHO Y 2 JeTel, UTO CBS3aHO C TOKENBIM Tede-
HHEM TIePBUYHON rHnepokcanypun 1-ro Tuma. ITo qaHHBIM OMOXHMHE-
YEeCKOT'0 UCCIIeJOBAaHHUA MOYH, Y MOJABIISIONIET0 OOJIbIIMHCTBA AeTel
(n = 36; 51,4%) onpenensiach rUNepKaIbIUypHs, Y MEHBIIETO
JKe uucia — runepokcanypus (n = 8; 11,4%) u runepypuxo3ypus
(n=2;2,8%).

3axnouenue. HacnencTBeHHbIH GakTop MMEET BaXKHOE 3HAYCHUE
B paszsutin HK. [IpeBanupytoT ety ¢ nH}paHTHIEHON IHIIepKabLye-
Mmueii 1 Tuna, 6oe3Hpi0 JleHTa 1 MepBUYHOM TUIIepoKcanypuei 1-ro
tuna (mytauuu B reHax CYP24A41, CLCNS, AGXT). 'nnepkanbuny-
pust, oOHapy>KeHHas y TIOJaBIISIOIIET0 OOIBIINHCTBA AeTeH, OCTaéT-
cs caMmoit yactoii Haxonkoit mpu HK, mexxay Tem skckpenus okcana-
Ta, MOYEBOW KHCJIOTHI, IINTPATa, a TAKXKE MTOBBIIICHHOE NTOTPeOlIcHNe
Oenka Takke UTPAIOT He MEHEe CYIIECTBEHHYIO POJIb.

& %k ok



Poccwuiickuin negnatpudeckuin xypHan. 2022; 25(6)

o https://doi.org/10.46563/1560-9561-2022-25-6-381-450

«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

KOHTAKTHAA JIASEPHAA IUTOTPUNCUA
MHOXXECTBEHHbIX KOHKPEMEHTOB MOYEBOI'O
ny3blPA

Hukynun O.[4., LWlaxHoBckumn A.C.
HayuHbI pykoBoaUTEnNb:
O.M.H., npod. C.H. 3opkuH

HaunoHanbHbIN MeAUUMHCKUIA UCCreqoBaTeNbCKUn LEHTP
3gopoBbs getert Munsgpasa Poccun, Mockea

Kntouesnbie crioga: demu, Jiumompuricus, jie4eHue

Axmyanvnocms. Cpenn BCeX BAPHAHTOB JOKAIH3AMN KOHKpE-
MEHTOB B MOYEBBIJICIUTENIFHOI CHCTEME KAMHH MOYEBOTO ITy3BIPS
(MII) Bctpeuarorcst MeHee eM B 1% ciaydaeB, OJHAKO UX JICUCHHE
MOXXET BBI3bIBATh ONPEAEIEHHBIE TPYJHOCTH, 00YCIOBIEHHbIE HX KO-
JIMYECTBOM, pa3MepaMHt ¥ MOBBIIIEHHON CKIIOHHOCTBIO K PEI/IBH-
posanmto. [Tocnennee xapakTepHoO A1 MAIIMEHTOB C THIIO- WIH aped-
nektopHsIM MIT y GOJNBHBIX C HEBPOJIOTMYECKOH MATOJIOTHEH, 4T U
ompeernsieT He0OOXOANMOCTh UCKaTh U pa3pabaThIBaTh MUHUHHBA3HB-
HBIC METO/JbI JICUCHUS.

Onucanue KIMHUYECKoro ciyyast. Mansauk M., 16 niet, nepenéc B
Mae 2021 1. ocTpblii HIIE(DATOMUETUT HEYTOUHEHHON THOJIOTHH C pac-
MPOCTPAHEHHBIM JEMHEIIMHI3UPYIONIMM IIpoLieccoM. Y peGEHKa pas-
BUJICSI HIDKHHI Taparnapes, IpH 3TOM CaMOCTOATEIFHOE MOYEHCITYCKa-
HHe NpeKpaTiiIock. [larmeHT ObUT TOCIUTAIN3UPOBaH B YPOJIOTHIECKOS
OT/IETIEHNE CIyCTS TOJI OT Havasia 3a00JIeBaHMs C YCTAaHOBICHHBIM ype-
TpaJbHBIM KaTETEPOM U kaj1o0aMi Ha 3MH30/1bl TeMATypPUH, BOCTIAIIH-
TeJbHbIE M3MEHEHNs B aHam3ax Modn. [Ipu oGcirejoBaHiy 1o JaHHBIM
Y31 MII B ero nonoctu ObLTM OOHAPYKEHBI MHOXXECTBEHHBIE OKpY-
IJIBIE THIIEPIXOTeHHbIE 00Pa30BaHMsI C AUCTAJIBHBIMU TEHSIMH, MaKCH-
MaJbHBIM pPa3MepoM 70 15 MM, BBIONHSIOMINE 3HAYNTEIBHYIO J9acTh
npocsera MII. PentreHoBckoe obceoBaHre MOATBEPANIO HATHYHE
MHOXXECTBEHHBIX KOHKpeMeHToB B MII. B kadecTBe MeTona sedeHus
6b11a M30paHa KOHTAKTHAs! INTOTPHIICHUS C UCIOIb30BaHUEM TYIIHEBOTO
nasepa. [IpoBenéHuas npegonepannoHHas IUCTOCKOIHS BBISIBIIIA MHO-
skecTBeHHBIE (Ooee 20) MIIOTHBIE OKPYTVIbIe KOHKPEMEHTHI B TOJIOCTH
my3sIpst. [Iporienypa KOHTaKTHO# JINTOTPUIICHH 3aHsUIa B CPEAHEM 3 4.
BonbImmHCTBO KOHKPEMEHTOB OBUTH (PparMEeHTHPOBAHBI X MAKCHMAITb-
HO yJIaJIeHBbI C HCTONB30BaHUEM SHIOCKOITHIECKOH KOp3uHKH. B mocue-
OIepalinOHHOM Ieprozie HaOIFOaIoCh NalbHEHIIIee OTXOXKIEHHE KOH-
KPEMEHTOB 4epe3 ypeTpasbHbIi KaTeTep, HO B CBSA3H C OTCYTCTBHEM Ca-
MOCTOSITEJILHOTO aKTa MOYEUCITYCKaHUsl, 4acTh (pparMEeHTUPOBAHHBIX
KaMHeit octaBasnach B moocté MI1, 4to moTpe6oBato NpoBeeH s Ho-
BTOPHOT'O CeaHca KOHTaKTHOM J1azepHoit muToTpuncud. [lpu e€ Bbinon-
HEHHHU BCE KOHKPEMEHTHI ObIIN MOJHOCTBIO YAAJICHBL

3akniouenue. KoHTaKTHas TUTOTPUIICUS C UCTIONb30BaHUEM TY-
JIMEBOTO J1a3epa SBiseTcs 3Q(GEKTHBHBIM M MaJIOMHBAa3UBHBIM METO-
JIOM ycTpaHeHHs KoHkpeMeHToB MII, maxe B ciaydae ux 3HaYUTEINb-
HOTo 00bEMa M KOJIMYECTBa.

HECNELM®UYECKUIA AOPTOAPTEPUUT Il TUNA,
OCINOXHEHHbIA ULLEMWUYECKUM UHCYNBETOM
Y OEBOYKU 9 NET

OawuHokoBa B.O., LLectepHeBa M.B., LLlapunosa H.O.
HayuHbI pykoBOoauUTEnb:
K.M.H., aoueHT J1.E. llapuHa

Poccumnckun HaumoHanbHbIM nccneaoBaTenbCKUm
MeauuuHckuii yausepceuteT uMm. H.W. MNuporosa MuHsgpasa
Poccun, Mocksa

Knrouesnie criosa: demu, Hecrieyugbudeckul
aopmoapmepuum, duazHoCMuKa

Axmyanvrnocmo. bone3ns Takascy (Hecrienuduaeckuit aoproap-
TEPUNT) — BOCTAJHUTEIHFHOE 3a00JIEBAHNE ApPTEPHId ITACTHIECKOTO U
MBILIEYHO-UIACTUYECKOTO THUIIA, XapaKTepU3ylolleecs: 1eCTPYKTUB-
HO-TIPOIYKTHBHBIMI N3MEHEHHSIMH HX CTEHKH (CEeTMEHTapHBII aop-
TUT, cyOaopTanbHblii MaHapTepuuT). KMHUYecKH XapakTepu3yeTcs
CHMITOMAaTHIECKUMU sIBIEHUIMHE co cToponsl ITHC (nmemmnaeckuit
HHCYJIBT), CUCTEMBI KpOBOOOpaIlleHNs1 (apTepHabHasi THIIEPTeH3HS,
MIPU3HAKH CEPAEYHON HEeJOCTaTOYHOCTH), IM1a3 (PETHHOIATHS) U CO
CTOPOHBI IPYTHX OPraHOB. MIIeMHYIecKuii HHCYIBT UMEET aKTyallb-
HOCTh 110 IIPUYMHE BBICOKMX IOKa3aTelel MHBAIUIAHOCTU U CMEPT-
HOCTH CpEJIH JeTeil.

Lenv: onpenenuTs 3HAUMMOCTh CBOEBPEMEHHON TMarHOCTUKU U
3¢ PeKTHBHOCTD TPOMOOIIUTHIECKON TEpaITUH.

Onucanue KIMHHYeCKOro cay4das. JleBouka, 9 net, HOCTyIH-
J1a B OT/IeNieHue peanumanuu u uareHcuBHoi Teparuu MATKD ¢ xa-
106aMy Ha IIPaBOCTOPOHHUH TeMHUIIape3, CIIaXKeHHOCTh HOCOTyOHOM
CKJIQJIKU CITPaBa, )KUTAILNI0, CCHCOMOTOPHYIO a(a3nio U MpaBOCTO-
poHHuit mpo3onapes. 113 anaMHe3a n3BeCTHO, 4TO PeOEHOK OBLT TO-
CMUTAIM3UPOBAH MO MOBOLY MUOKApAUTA, CITyCTs] MECSI MTOSBUIIICH
CHUMIITOMAaTHYECKHE ABJICHUS, XapaKTEepHbIe JJIs UIIEMUYECKOrO UH-
cynsta (M) B 6acceiine neBoii cpeaneii Mo3rooit aprepu (JICMA).
[pu mocTyIuIeHNU: YpOBEHb CO3HAHMS 10 MiKaie koMbl [asro (ILIKT)
12 GayioB, MEHHHIeaIbHOM CUMITTOMATHKHY HET, TNIa3Hble mieian S > D,
3pauku OD > OS, criiakeHHOCTh HOCOTYOHO# CKIJIQIKU CIpaBa, JeBU-
anys s3bIKa BIIPABO, IPaBOCTOPOHHUM reMuIapes, npoda bappe momo-
JKUTENbHAS CIIPaBa B BEPXHUX U HIDKHUX KOHEYHOCTSIX, CyXO)KHIIbHBIC
peduexchl pyk cHmkeHbl S > D, nonoxutenbHbIi peduieke baduHcko-
TO CrpaBa, HapyllIeHa KoopauHaTtopHas cdepa ciesa. Ha MPT romos-
HOTrO MO3ra KapTuHa obrmpHoro octporo MU B 6acceiine JICMA,
€IMHUYHBIC OYaru UIIEMUH IO THUITY JIJAMUHAPHOTO KOPTUKAJILHOIO
HEKpOo3a B U3BWIMHAX JICBBIX TEMEHHOH U JIOOHOI [oyel, oyar uiie-
MHH B JIeBOH HOXke Mosra. Ha MP-anrnorpadum mHTpakpaHuaib-
HBIX COCYJIOB OTCYTCTBHE KPOBOTOKA IO JIEBOW BHYTPEHHEH COHHOU
aprepuu 1 JICMA. Ha KoMIIbIOTEpHOH TOMOTpaMMe aopThl — BbIpa-
JKEHHOE Cy>KEeHHe IIPOCBeTa IPyAHOH 1 OPIOIIHOM a0pThl, CTEHO3 TI0-
YyeyHbIX apTepuid. bein nuarHoctupoBan aoproaprepuut 3 tuma. Ilo
JTaHHBIM 9XOKapAnorpadun — NpH3HAKH MUOKapuTa. [IpoBommnacs
AHTHOMOTHKOTEPAITHsl, AaHTUKOATYJISTHTHAsI Tepanus (TenapyH, 3aTeM
JanTenapuH HaTpHs), Je3arperanTHas (aleTHICaAINIMIOoBas KUCIIO-
Ta), DTIOKOKOPTUKOCTEPOUAHAS (METHUIIPEAHU30IIOH ), aHTUTUIIEPTEH-
3MBHAs U MeTaboJIN4ecKas Tepamnus.

3axnioyenue. OOMHpPHOE MOPAXKEHUE CHCTEM, BBI3BAHHOE a0p-
toaprepuntoM Il Tuna, morpe6oBaio HHANBUAYATHHOTO MOAX0NA K
nedennto. Hecmorps Ha peaxocts 3Toro 3aboneBanus (ot 1 1o 7 Ha
1 MJTH HaceNeHus ), HACTOPOXKEHHOCTh Bpadel Pa3HbIX CIIEIHAIbHO-
CTel No/pKHA OBITh BEICOKOM. Mcxo rociuTanu3ayu: yiryJiieHue.

k %k k
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®AKTOPbI PUCKA POXAEHUA MANIOBECHbIX
OETEN

Owmup3sak A.A., banuHa I.C., Mbip3arynos M.T.
HayuHbI pykoBOaUTENb:
K.M.H., goueHT C.T. Kuzarosa

MepguumHckun yHmsepcuteT Kaparangbl, Kaparanga,
Pecnybnuka KasaxcTtaH

Kntouesbie crioga: ManogecHble HOBOPOXOEHHbIE demu,
Ghakmopsbi pucka, CPOKU 2ecmayuu

Axmyansrnocms. ManoBecHbIE K CPOKY TeCTall HOBOPOXKIEH-
HBIE IMEIOT OOJBIIIYIO 3a00JIeBAEMOCT U CMEPTHOCTH, YeM JIETH, Pas-
BUTHE KOTOPBIX COOTBETCTBYET HX T€CTALHOHHOMY BO3PacCTy, UTO 00y-
CIIOBJIMBAET aKTyaJIbHOCTh TIPOBEICHNS HICCIISIOBAHUH B 3TOH 00JIacTH.

L]ens: BEISIBUTH (DAKTOPHI PHCKA POXKIACHHUS MaJIOBECHBIX K CPO-
Ky TeCTaIlii HOBOPOXKIEHHBIX.

Mamepuanvt u memoowvl. Hamu TIpoBeI€H peTpOCTICKTHBHBIN aHa-
JIN3 UCTOPHI pa3BUTHSI HOBOPOXKIEHHBIX B IEpUHATAIBLHOM LieHTpe. Oc-
HOBHYIO TPYIITy COCTaBIIN 40 HOBOPOXKIEHHBIX MaJIOBECHBIX K CPOKY
TecTaIry, KOHTPOIbHYI0 — 30 HOBOpOXKNEHHBIX. CpeTHHI CPOK recTa-
LMK HOBOPOXKIEHHBIX OCHOBHOM Ipy1bl coctaBui 38,0 + 0,7 Hel, B KOH-
TponbHOi — 39,2 + 0,8 Hen. Macca Tena geTeit OCHOBHOM TPYIIITBI ITPU
poxniennu cocraBuia 2425,8 + 199,1 1, koutponbHOM — 3288,6 2281 1.

Peszynomamui. Ycranosieno, uro B 2020-2022 rr. popunocs 214
HOBOPOXKAEHHBIX C MaJIbIM BECOM K CPOKY I'eCTallH, YTO COCTABUIIO
0,9% ot o01Iero yncia poANBIIMXCS HOBOPOKAEHHBIX. Hamu mipose-
JEH CpaBHUTEIIBHBIN aHAIN3 AaHAMHECTHUECKUE JAHHBIX, TEUCHNUS Oe-
PEMEHHOCTH M POJIOB Y MaTepeii IByX UCCIIeyeMbIX Ipymnil. B ocHOB-
HOM rpyme ObUIH yCTaHOBIIEHBI MPH3HAKH 3aePKKH Pa3BUTHS ILIOAA,
BBISIBIICHHBIC NIPHU YIbTpa3BykoBoM uccienoBanuu (100%), anemus u
JpyTre HapyIIeHus nuTanus B 72,5%, eToruaneHTapHas HexocTa-
TOYHOCTB B 68% cimydasx. IHTOKCHKaIys BO BpeMs OepeMEHHOCTH,
KypeHue, aJIkorojb, HAPKOTUKU B 67,5% npotus 35% ciiyuaeB B KOH-
TPOJBHOH TPYTIIIe; THIIEPTEH3UBHBIE PACCTPONCTBA, HEKOHTPOIUPYe-
Mble TecTo3bl B 77,5% npotus 17,5% city4aeB B KOHTPOJIBHOM IpyIIIIE.

3axnouenue. TIpoBenEHHBII aHAIN3 TTOKA3all, Yalle BCero (ax-
TOpaMH pHCKa MAJIOBECHBIX JETEH SBIISIOTCS OTATOIIEHHBIN aKylIep-
CKO-THHEKOJIOTUYECKHI aHAMHE3 ¥ OCJIOKHEHHOE TeueHHe OepeMeHHO-
CTH U pOZIOB Y MaTepe, poaUBILIMX eTel ¢ HU3KOM Maccol tena. [lo-
HOILICHHBIE MJIaJICHIIBI, POKIEHHBIE MAJIOBECHBIMH K CPOKY I'€CTalllH,
XapaKTePHU3YIOTCS BRICOKIM PHCKOM Pa3BUTHS OTKIIOHEHHMIT Ha 1-M romy
JKU3HH, 4TO 000CHOBBIBAET HEOOXOAUMOCTD TIIATENBHOTO MOHUTOPUHTA
COCTOSIHHS 3710POBbs Y IAaHHOW KaTerOpuH JeTeH ¢ ONTUMaIBHOM opra-
HH3aIMeN CTPYKTYpPbI TUTAaHMUS, TIPOBEICHUEM HEOOXOUMOH KOPPEKINH
PAaIMOHOB, HA3HAYEHHEM JICUeOHO-03/10POBUTEIILHBIX MEPOIIPHATHIA.

k %k ok

KITMHUKO-NIABOPATOPHAS XAPAKTEPUCTUKA
FMOMEPYNOMNATUN Y OETEU ANTANCKOIO KPAS

OpsbiHkaHoB A.M., KopoBsikoBa A.T1.
HayuHbI pykoBOgUTENb:
K.M.H., goueHT O.A. 3eH4YeHKOo

AnTanckuii rocygapCcTBeHHbIN MeAULIMHCKUIA YHUBEPCUTET
MwuH3gpaBa Poccun, BapHayn

Knrouesnie criosa: demu, eriomepyrionamud, OuazHocmuka

Axmyansnocms. I ioMepynonaTuy siBISIOTCS OAHOM U3 aKTyallb-
HBIX MPOOJIEM KIMHUICCKOM NeMaTpUU U HE(PPOIOTHH, YTO 00YCIIOB-
JICHO HE TOJIPKO 3HAYHTEIBHON PacIpoCTPaHEHHOCTHIO TAHHOH Ma-
TOJIOTHH y A€Tel, HO U BO3MOXKHBIM TTPOTPECCUPYIOIINM TeUCHUEM H
pa3sBUTUEM OCIIOXKHEHUH.

Lenv: onpenenntb GpakTopbl pUcKa 1 0COOCHHOCTH TEUSHUSI IJ10-
MepyJIonaThii ¢ HeYPOTHIECKUM CHHIIPOMOM.

Mamepuanst u memooei. 1IpoBeieHO PETPOCHIEKTHBHOE HCCTIe-
noBaHue 163 wcropuii GOJNE3HH JeTeil ¢ TIIOMEPYIIONaTHsIME ¢ Hed-
POTHYECKUM CHHIPOMOM, HAXOSAIIUXCS HA JIEUCHUH B He(pOIorude-
cKoM otaeneHnd. OLeHeHbI Pe3ylIbTaThl KOMIIEKCHOTO KIIMHUKO-JIa-
00paTopHOTo HCCIeaOBaHMs OONBHBIX. Bo3pacTt 6ombHBIX — 1-17 JieT.

Pezynomamur. I1o nannsim 3a 2019 . rOpMOHOPE3UCTEHTHBIH Ba-
puanT momepynoHedpura (I'H) auarmoctuposan y 19 (26,8%) 60mnb-
HBIX, ToOpMOHO3aBrucuMbIi BapuanT 'H —y 15 (22,4%), nedpoTuue-
ckast popma 'H — y 15 (22,3%) O0IBHBIX, TOPMOHOUYBCTBUTEIBHBIN
BapuadT 'H —y 6 (9%), octperit 'H — y 8 (12%), cmenrannas ¢op-
mMaI'H —y 5 (7,5%). 1o nannbiM 32 2020 1 2021 rT. BeIABIEHA IIpe-
obrnajaromasi THIEHIUS B OTHOIICHUH TOPMOHO3aBHCHUMBIX U TOp-
MOHOPE3UCTEHTHBIX (popM coxpansercs. [IpeauiecTBeHHUKAMHU Je-
6rora roMepynonaruii sBisuiick OPBU (49,5% ciydaes), aHruna
(4,3% cmydaeB), He yIaI0Ch yCTAHOBUTB NMPEAIIECTBYIOINH (HaKkTop
B 36,6% ciy4aes. [Ipu orieHKe (GYHKIIMOHATIBHOTO COCTOSIHHUS MTOYCK
HapyIIeHne KOHIIEHTPAIIMOHHON (DYHKIIUY MOYEK 10 TTOKA3aTeNsIM OT-
HOCHTENBHOM IIIOTHOCTH Mo4u otMeueHo Y 31 (19%) OonbHbIX, CHU-
JKEHHE CKOPOCTH KITyOOUKOBOI (DHMITBTpaiiii — XpOHHYEcKast 00JIe3Hb
nouek 3—4 cragun —y 2 (2%), HapyIIeHne TapaMeTPOB BHYTPHUIIO-
YeYHOI reMOIMHAMUKH 10 JTaHHBIM IYIJIEKCHOTO UCCIIEI0BAaHHS CO-
cynos noaek —y 70 (42,9%), mukpoansoymunypust —y 59 (36,1%).
Cpennuit Bo3pact aedrora B 2019 . cocraBun 5 ner, B 2020 . —
4,3 roma, B 2021 . — 4,2 rona.

3akaouenue. B xadectBe nmpoBouupymomuiero dhakropa hopmu-
POBaHUsSI IIOMEPYJIONATH y JeTel OOIBLIYI0 POIb UTPAeT Pecrupa-
TopHast nH}peKys nanueHToB. HapymieHne mapuuaabHbIX QyHKIUHA
MOYeK, MUKPOATb0yMHHYPHSI, HAPYLISHHs TOYEYHOH reMOANHAMHUKN
MOTYT PacCMaTPUBATHCS KaK MAapKEPHI IPOTPECCUPYIONIETO TEICHHS
3aboneBanus. Hedporuueckuii CHHAPOM y JieTeil UMeeT TeHICHIHIO
K Pa3BUTHIO TOPMOHO3aBHCHMBIX U TOPMOHOPE3UCTEHTHBIX (hOopM, KO-
TOpPbIE TPYAHO MOAJAIOTCS CTAHAAPTHON TIIFIOKOKOPTUKOUAHOMN Tepa-
IIMH, TOPMOHOYYBCTBUTEIILHBIE U CMEIIaHHbIE (POPMEI BCTPEUAIOTCS
3HAYUTETHHO PEKE.

KNMUHWYECKUIA CNYYAN NNEYEHUA PEBEHKA
C CUHOAPOMOM CPEQHEW AOPTHI

Maenoea [.H., LlapunoBa C.A., NponnetknHa K.A.
Hay4Hbin pykoBoguTtenb: A.A. CMONSHKUH

Poccuincknin HaumoHanbHbIN nccrnenoBaTenbCKui
MeauumnHckni yHneepenteT um. H.W. MNMuporosa MuH3gpasa
Poccumn, Mockea

Knrowesbie cnosa: cmeHo3 6prowiHo20 omoerna aopmsl

Axmyanvrocms. Cuaapom cpenaeit aoptel (CCA) — 310 cTeHO3
OPIOIIHOTO OT/eNIa a0PThI, KOTOPHIA B 80% cilyyacB codeTaeTcsi co
CTEHO30M TTOYeYHBIX apTepuid. OmrcaHo 630 KIMHUYECKUX CITydacB
CCA y nereii. AktyanbHOCTb poGiemsl Jedenus nerei ¢ CCA o0y-
CJIOBJICHA Pa3BUTHEM TXKEIOH Ba30peHAIbHON apTepUaIbHON rumep-
TEH3UH, CEPIeYHON HEOCTaTOUHOCTH U HIIe(aIonaTHH.

Onucanue KIMHHYECKOro ciay4das. Mansuuk, 14 net, npu po-
JKICHUU ObLTH OOHApy>KEHBI PU3HAKU CEPACYHON HEIOCTATOYHO-
ctu. [Ipu oOciiefoBaHNY BEISIBICH HH(papeHaIbHBIH CTEHO3 aop-
THI, IPOBEJICHA TTOTIBITKA OAJUTOHHOW TUJIATAIlH CTeHO3a 6e3 A dek-
ta. [loctynun B [leTckyro rOpoACKyI0 KIMHUYECKYIO OOJIBHUILY MM.
H.®. dunarosa B Bo3zpacte 4 mec. ¢ mudpamu Al 140/90 mm pr. cT.
B Bo3pacTe 6 Mec OBUIO BBIMOIHEHO HIYHTUPOBAHUE OPIOLIHOTO OT-
Jieria aopThl IpOTe30M auaMeTpoM 8 MM. Beinucan 1omMoii, HazHave-
Ha THIIOTEH3WBHAS M aHTUKOATYISTHTHAs Tepamnus. [loBropHas rocmu-
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TaJu3aLys B Bo3pacte 4 JIeT — MpU NPOBEIeHUN KOMIIBIOTEPHON TO-
MorpagHH BEISBICH TPOMO B IPOCBETe (DYHKIIHOHUPYIOIIETO IIYHTA;
10 JaHHBIM 3XOKapauorpaduu — runepTpodust MUOKapAa JIEBOTO
XKEITy04Ka; IPH CyTOYHOM MOHUTOPHPOBAHHU apTEepHUaIbHOTO J1aB-
nerns (CMA/L) yposerb A/l 6bu1 yBenuueHd 1o 170/110 MM pT. cT.
Ha ocHoBaHMM ITPU3HAKOB HECOOTBETCTBUS UAMETpa LIyHTa POCTY
pebénka B nexabpe 2012 r. ObuTa BHIIONHEHA PEKOHCTPYKIIHS a0p-
TaJBHOTO IIYHTA IIpoTe30M auamerpoM 15 mm. B 2018 1. mosBummch
XKaJoOBI Ha OBICTPYIO YTOMIIIEMOCTh B HOrax Ipu xoxsbe. IIpn 06-
CJICIOBAHUU OBLIM BBISBICHBI JUCUUPKYJIATOPHAS SHLE]anonarTus,
Ba30pEHaJbHAs apTepuajbHas TUIEPTEH3Us 3 CTENCHHU, TUIIOILIA3Us
MIPaBOif MOYKHM, BUKapHasl TUIEPTPODUS JIEBOK MOUKH, XPOHUIECKAsS
6one3np nouek 1 craguu no KDIGO. YuuTeiBasi HOpMaJIbHYIO CyM-
MapHYIO BBISTUTENBHYIO (QYHKIHIO ITOYeK, peOEHKy OBIIM MmoKa3a-
HBI KOPPEKIUS TMIIOTEH3UBHON Tepanuy U JUHAMUYECKoe Habmoze-
Hue. IIpu Hacrosmel rocnuranuzanuy B uroHe 2022 . cymMMapHas
GbyHKIUS 00enX MoYeK B HOpMeE, MPU3HAKOB HEIOCTATOYHOCTH LIyH-
Ta aopthl HeT. [Ipu npoenenuun CMA]J] ypoBeHb CpeHECYTOUHOTO
nasnenus coctasui 140/90 mum pr. cT. [lo maHHBIM 3X0Kapauorpaduu
BBISIBIICHBI IPU3HAKH SKCLIEHTPUYECKOW THIIEPTPOGHH JIEBOTO XKEITy-
JIOYKa ¥ HapyIICHHS CHCTOJIOHACTONNYECKOM (DYHKIIHHU IIPABOTO XKe-
JyJouKa. YUHTHIBas HAJMUME TeMOJUHAMUUECKH 3HAYMMOTO CTEHO-
3a 00enX MOYEYHBIX apTepuil 1 HEKOPPUTHPOBAHHOW apTeprabHON
THIEPTEH3MH, PeOEHKY ITOKa3aHa ITOBTOPHASI TOCIUTAIM3AIHS Yepe3
6 Mec Ui pellieHHs BOIIpoca O IUIACTHUKE JIEBOH OYeYHOH apTepuH.

3aknouenue. CHHAPOM cpemHel aopTel — penkoe 3a0oIeBaHue
€ IIMPOKHUM CIIEKTPOM KIMHUYECKUX NposiBiaeHni. Hannune Tsokénbix
CHUMIITOMOB U apTepHalbHOH THIEPTEH3UH OIpeselsieT HeoOXou-
MOCTh PaJMKalIbHOTO crocoba ngedeHus. [Ipu 3ToM MequKaMeHTOo3-
Hasl Tepalus B COYCTAaHWU C PaHHEH PEKOHCTPYKLIUEH apTepuil Immo-
BBIMIAIOT BEDKABAEMOCTh MTAIIUCHTOB.

WHOPOAHOE TENO NOAB3A0LLUHOW KALLKK
U ®OPMUPOBAHUE OGTYPALIMUOHHOW
KULLEYHOWN HENPOXOAMMOCTU Y PEBEHKA
C CMHOPOMOM OAYHA

MapdeHoB M.C.
Hayu4HbI pykoBOoaguTENb:
K.M.H., aoueHT N.A. MopaBuH

Poccuncknin HaumoHanbHbIM UCCrieaoBaTenbCKui
MeauuuHckun yHusepeuteT um. H.W. MNuporosa MuHsgpasa
Poccuun, Mockea

Kntouesnbie crioga: demu, UHOpOdeIe merna, jie4eHue

Axmyanvrnocmy. IHOPOJHBIE TeJa KEeTyI0IHO-KUIIETHOTO TPaK-
ta (OKKT) npencrasnsiror coboit oHy U3 akTyalbHBIX IpOOIeM JeT-
CKOM XHPYpPIrUM M TaCTPOIHTEPOIOTHH. bosbInas 4acTh HHOPOAHBIX
TeJl BEIXOAUT CAMOCTOSATENBHO, OJHAKO B HEKOTOPBIX CIydasx TpeOy-
€TCs BHIIIOJTHEHHE XUPYPrHIECKUX BMEIIATEeNIbCTB, T.K. 3aepXKKa Ha
mobom ypoBHe JKKT MokeT mprBecTH K pa3BUTHIO )KU3HEYTPOXKAFO-
IIUX OCIOKHEHHIHA.

Onucanue KJINHUYECKOro ciay4as. /[eBouka A., 11 ner, mo-
CTYNUJIAa B IEIUATPUUYECKOE OTIENICHHE C KajJo0aMu Ha OeCroKon-
CTBO, B3JyTHE )XKHBOTa U pBOTY. [Ipn yabpTpa3ByKoBOM HCCIIEIOBa-
HHUM OPTaHOB OPIOIIHOI MOJIOCTH OBUIM BHISABIEHBI IPU3HAKY JHHA-
MHUYECKUX M3MEHEHHH KHIIeyHuKa. [locTaBieH mpeaBapuTeabHbINH
nuarHo3: pyHkuuroHansHble Hapymenus JKKT. Ha cnenyrommit nenp
HPOBEAEHO PEHTTEHKOHTPACTHOE UCCIIEJOBAaHUE C OapHeM M ITOBTOP-
Hoe Y3U, B pe3ynbrare qUarHOCTHPOBAaHA HU3KAs KAIICYHAS HETIPO-
xoguMmocTb. [Ipu mpoBeaeHNH UAaTHOCTHYECKOH JTaapoCKONUH Ha
paccTosiHUU 55 ¢M OT WJICOLEKaIbHOTO yIVIa B KpaHUAIbHOM Halpas-

JICHUY BBISABJICHO HENOZBIDKHOE 00pa30BaHUE, BBHINOIHSIIOIIEE IIPO-
CBET KHMIIIKH, 3aI10103peHO HHOpoIHOE Teno. KonBepcus, npoussee-
Ha BepXHecpeauHHas janapotomus. [leTss Kkulky BeIBEEHa B paHy,
SHTEPOTOMHS, H3BJICUEHO HHOPOAHOE TeJIO (OHOPA30Basi BUHUIIOBAs
nepyatka), A1e(eKT B CTEHKe KMIIKH YIIMT. B nocieonepannoHHOM
IIepHOJIE OCIIOKHEHNUH He ObLI0, B TeueHHe 3 1HeH peOEHOK HaXoauII-
cs B OT/EJNEHUH PeaHMMAIMi ¥ MHTEHCHBHOH Tepamuu. DHTepallb-
Hasl Harpy3ka BOZIOH Ha 1-e CyTKH, CMEChIO B TpOGHYECKOM 00bEME
Ha 2-e cyTku. Ha 7-e nocneonepaonHele CyTkn peOEHOK ObLI BbI-
ITMCaH JIOMOH C BBI3ZI0POBJIECHUEM.

3axniouenue. K netsam, MMEIOIMM PacCTPOMCTBA NOBENCHUS U
HapyLIeHUs] COLMAIbHON a/anTaluy, TpeOyeTCsl IOBBIILIEHHOE BHU-
MaHHE CO CTOPOHBI POAUTENEH ISl NPEJOTBPAIEHHS TSHKENBIX 110-
CIIEAICTBUM, MPHBOAAIIMX K XHUPYPrH4eCKOMY BMEIIATEIbCTBY H BO3-
MOKHOH MHBAJIMAN3ALHH.

BNUAIOT NN TYBEPKYNE3HbIA OCTUT,
NMPOTUBOTYBEPKYNE3HASA TEPAMNUA
N BUCPOCDHOHATbI HA UHTAKTHYIO
KOHTPAINATEPAIbHYIO KOCTb?

MetyxoBa B.B.
Hay4yHbIn pykoBoguTens: Aa.m.H. M.M. KocTtuk

CaHkT-leTepbyprckuii Hay4HO-MCCNeaoBaTENbCKUA UHCTUTYT
dpTmanonynemoHonorm Munaapasa Poccun, CaHkT-INetepOypr

Knroyesnie criosa: mybepKyné3Hbil ocmum, f1e4eHue,
bugbochoHamel

Axmyansnocms. COBpeMEHHOE JIeUeHHE TyOepKyIE3HBIX OCTH-
TOB BKJIIOYAET XUPYPIUYECKYIO CaHAIMIO C MOCIEAyIoMel MpoTH-
BOTYyOepKyné3Hoi Tepanueil. Ha ceromHsAmHuii 1eHh OTCYTCTBYIOT
CBeZleHHs1 00 0COOEHHOCTSIX NHTAKTHOH KOCTHOW TKaHM KOHTpasare-
paJbHOTO CErMEHTA.

Lenv: onpenenuts MopdhoMeTprIeckrue 0COOCHHOCTH HHTAKTHOM
KOCTHOIl TKaHU KOHTpaJlaTepaJIbHOH KOHEYHOCTH B YCIIOBHUSX KOM-
IUIEKCHOT'O JICYEHHMS! IKCIIEPUMEHTAIBHOTO TYOEepKYJIE3HOTO OCTHTA.

Mamepuanvr u memoowl. Ha Mogenu TyOepkyn€3Horo ocTura
MBIIIETKa paBoro oeapa (mramm M. tuberculosis H37Rv) y 21 mo-
JIOBO3PEJIOro KPOJHKa-caMiia MopoJIbl MINHIIIIIA H3y4eHbl MOp(O-
METpHIECKUE XapaKTePUCTHUKH HHTAKTHBIX OAPEHHBIX KOCTEH, pe-
MPE3EHTaTUBHO OTOOPAaHHBIX U3 4 SKCIEPUMEHTAIBHBIX TPyMIL: 1-5
rpymnia — KOHTPOJIb; BO 2—4-ii rpynmax ObUIO BBITOJIHEHO PaJUKallb-
HOE XUPYPrUYeCKoe yaJeHnue odara, B TOM YUCIIe IOMOJIHEHHOE: BO
2-ii TpymIie KUBOTHBIM NPOBOANIIACH MPOTUBOTYOEPKyIE3Has Tepa-
st (n3oHKa3ua 10 Mr/kr, mupasuHaMun U 3tamOyTou mo 20 Mr/kr),
B 3-8 rpynne OblIa POBEAEHA IPOTHBOTYOEPKY/IE3HAS TepamHus C OJl-
HOKpPAaTHBIM BBeneHHeM Oucdocdonaros (mamuaponar, 10 mr/kr), B
4-ii rpynme ObUIO BBIIIOJIHEHO TOJIBKO OJHOKPATHOE BBEJCHHE AMHU-
npoHara. [Ipy BeIBeIeHHN KMBOTHBIX U3 SKCIIEpUMEHTa depe3 6 Mec
TIOCJIe ONePaluK ObLIN U3TOTOBJIEHBI THCTOIOTHYECKUE CPE3bl, Ha KO-
TOPBIX U3yYaJIH IJIOUIA/lb KOCTHOHM TKauu (% OT IUIoLaau mpenapa-
Ta), TOJIIIHY KOCTHBIX 0aJIOK (MKM), 9HCIIO OCTE00IaCTOB, OCTEONH-
TOB, OCTEOKJIACTOB H JIONIO UX AKTUBHBIX (OPM.

Pesynomamei. Menuanuble 3Ha4eHUs ISl BCEX MPENapaTroB Co-
craBmwn (Me (25%; 75%): mutomans koctHO# Tkaau — 24,0% (18,0;
29,0%), TommuHa KocTHBIX 6anok — 117,8 mxm (106,3; 122,8 Mkm),
gucio ocreobmactoB — 6,8 (6,5; 11,2), ocreonuror — 10,4 (9,6;
11,4), nons nx axrusneix Gpopm — 0,3 (0,2; 0,4) u 0,2 (0,1; 0,2) co-
OTBETCTBEHHO, OCTEOKJIACTHI He OOHAPYKEHBI HA B OXHOM U3 IIpe-
1apaToB.

B npenaparax pa3HbIX IPYII BEISIBICHBI CIEAYIOIHE OCOOCHHOCTH:
Ha (h)OHE OTCYTCTBHUS KaK ONEPaTUBHOIO, TaK X MEANKAMEHTO3HOTO Jieue-
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HUS OTIPEEISIIOTCSI MUHUMAJIBHBIE 3HAUYSHHS TUIOMIAAN KOCTHON TKaHU
(17%) ¥ TOMIIMHBI KOCTHBIX OAIOK (98 MKM), MAKCHMAIIEHOE KOJITIECTBO
ocreobnactos (11,2), B Tom uncie aktuBHbIX (0,4), cpenHee KOIUUecTBO
octeorutoB (10,6), 9To yKa3pIBaeT Ha aKTUBAIUIO PEMIAPATHBHEIX IPO-
LIECCOB, MH/IYIIMPOBAHHBIX OTBETOM OpraHW3Ma Ha Hanudue m. tubercu-
losis. B mpenaparax oneprpoBaHHBIX )KMBOTHBIX, ITOJIYYaBIINX IIPOTH-
BOTYOCPKyIIE3HYIO TEepAIHIO, TUIOMAIb KOCTHOH TKaHH COCTaBHiIA 26 U
24,5%, ToNIMHA KOCTHBIX 0aytok — 114,5 1 121 MxM, umcio ocTeoOna-
cToB — 6,6 1 6,1 B 10JIE 3peHUs COOTBETCTBEHHO, Tyl OCTEOLIUTOB IIPH
3TOM HPEACTABIICH [IPESUMYILECTBEHHO HEAKTHBHBIMU KieTkamu (12 u
14% aKTUBHBIX KJIETOK). AHAJIOTHYHbIE JAHHBIE MOTYT OBITH OOBSICHE-
HBI ipeo0iIaanieM 3 QeKTa yrHeTeHHS OCTEOreHe3a MPOTUBOTYOESPKY-
NE3HOI Teparnuell Hajl yrHeTaroMUM Pe30pOLIHI0 KOCTHOH TKaHH d(hek-
ToM OrcocdoHaToB. B npemaparax >KHBOTHBIX, KOTOPEIM BEITOTHSIIOCH
OIHOKpaTHOE BBeZieHHe Ouc(hocOHATOB, B IOCICONEPALHOHHOM IIEpPH-
O7ie OTIPENEIIIOCh MHHUMAIEHOE 3HAaYeHHE aKTHBHBIX 0cTe00macToB 20
n 19% — Gonee paHHHMIT Iepexox K HEAKTUBHBIM (hOPMaM, 4TO MOXKET
yKa3bIBaTh Ha YCKOPEHHE MPOLIeCCcoB ocTeopenapanu. [Ipu sTom Mak-
CHMaJIbHasl TOJIIMHA KOCTHBIX 0ok (124,5 Mxm), Oonbinee obiee Ko-
JIMYECTBO 0CcTe001acToB 1 ocTeouToB (7,0 1 11,4 — 1o cpaBHEHHUIO CO
2-i1 u 3-i1 rpynmamu), BEISIBIEHBI Ha (hoHE prMeHeHus ouchochoHaroB
1 TIPU OTCYTCTBUM MPOTHBOTYOEPKY/IE3HOM TepaIy, 4TO MOATBEPKIAeT
OoXHIaeMbIi 2 ekt npuMeHeHus ouchocdoHaToB.

3axnouenue. PaznmaHoe COOTHONIEHNE IITOMAIA KOCTHOH TKaHH,
TOJIIIMHBI KOCTHBIX 0aJI0K M 0CTe0(hOPMHUPYIOIINX KIETOYHBIX dJIeMeH-
TOB yKa3bIBaeT Ha BIMSHHE KaK CIIENU(PUIECKOTO BOCHATHTEIEHOTO
npolecca, Tak 1 MEAUKaMEHTO3HOTO Bo3AeHcTBHs. CHIDKEHUE 0N aK-
THBHBIX OCTEOLIHTOB B TPYIIIAX, HOTyYaBIINX IPOTUBOTYOEPKYIE3HYIO
Teparuio, 10 CPABHEHHUIO C TPYIIaMH, €€ He MOIyJaBIINMH, yKa3bIBa-
€T Ha TOKCHYECKOE BIIMSHHE XMMHOIIPENApaToB Ha IPOLECCHl OCTEO0-
TeHe3a B yCJIOBHUAX €0 €CTECTBEHHOH CTUMYIISIIUY BOCTIAINTEIbHBIM
Y MHIyLIUPOBaHHBIM OHCc(oc(hoHaTAMH PEreHepaTOPHBIM IIPOLIECCOM.

XAPAKTEPUCTUKA 3PO3MBHbIX NOPAXEHWA
NMALLEBOMOA Y OETEW LLUKONbHOIO BO3PACTA

MumeHosa [.B., MNpokyauHa M.I.
HayuHbI pykoBOAUTENb: K.M.H., AOLEHT
0.10. NlaTtbiweB

AnTanckuii rocygapCcTBeHHbIN MeAULMHCKUA YHUBEPCUTET
MwuH3gpaBa Poccun, BapHayn

Knroyesnie criosa: 2acmpoasoghazearibHas pechbriroKcHasi
6ones3Hb, 0emu, 3p03uUeHbIl 330¢hazum

Axmyanvrnocme. T'acTpo3zodareanbHas pedirokcHas 60e3Hb
(I'OPB) sBnsieTcst pacnipoCTpaHEHHBIM 3a00JIeBaHIEM, OIIperersie-
MBIM NTOMaAAHUEM JKETyA0YHOTO COAEPKUMOTO B ITUIIEBOJ, BEI3BIBAIO-
MM HENPUSTHBIE CUMIITOMBI W/HIIH OCIOXHEHHs. PacripocTpaHéH-
HocTh cumntoMoB I'OPB y nereit moxer mocrurars 2—7%, a cpeau
JIETeH C racTpOIHTEPOSIOTHIECKUMH cuMmnToMaMu — 8,7—17%. U3-
yueHue pacnpoctpanéHHocty ' 9Pb B perckoii monmynsuuu octaér-
Csl aKTyaJIbHOM 3aaueil.

Lenv. onpenenuTs pacpoCTPaHEHHOCTb IPO3UBHOTO 330(aru-
Ta (30) y meTeit MKOIBHOTO BO3pacTa ¢ KIIMHUYECKIMU MTPOSIBICHHS-
MH JUCTICTICUH.

Mamepuanst u memoOsi. B peTpocIeKTHBHOE KOTOPTHOE HCCIIe-
JIOBaHHE BKIJIIOUEHBI 596 nereii (238 manbunkoB u 358 neBouek). Becem
00TBEHBIM OBLIO IIPOBEIEHO YHAOCKOINIECKOE UCCleioBaHue: Gropo-
racTPOAYOAECHOCKONHS U 330(aroracTpomayoeHOCKOMHS, TO3BOJISIO-
M€ TIPOBECTH BU3YaIBHBIH OCMOTp CIN3UCTOI 00O0JIOYKH IHIIEBO-
J1a, )KeITyaKa ¥ ABEHaJIATHIIEPCTHOH KHUIIKH PH MTOMOIIN YHAOCKOIIA.
Juarno3 O3 BeICTaBJIeH B COOTBETCTBUU ¢ Jloc-AHKenecckoi Kiac-

cudukanueii. Pe3ynbrarel npeacTaBieHs! Kak JOJIsT OOIBHBIX OT YHC-
na obcenoBaHHbIX. s cTaTUCTHYECKOH 00pabOTKH TaHHBIX MPHU-
MeHsuH > kputepuil [Tupcona, 3Hauenust Meree 0,05 pacueHUBAIH
KaK 3HauYMMBIE.

Pesynomamui. Y13 o0cnenoBaHHbIX 596 ManMeHTOB 3PO3KUBHEIC
MOpa)keHUs NHIIeBosa ObuH BhisBiIeHBl y 104 (17,4%) nereit. [lpu
aHaJIN3€ TeHACPHBIX 0COOCHHOCTEH YCTaHOBIICHO, YTO CPEIH MAJIBIHU-
KoB DD ObL1 BBIsBIEH Y 66 (27,7%), a cpenu neBouek —y 38 (10,6%;
¥’ =29,076, p <0,001). erei Miaaaiiero mKOILHOIO BO3pacra Obl-
110 46 (44,2%), crapiero mkoasHOro Bodpacta — 58 (55,8%). Ipu
OLICHKE CTEeTIeHH BBIPAKEHHOCTH IPO3MBHBIX NOPayKEHNH MHUIIEBOA HA
MOMEHT 00CJIeTOBaHUS YaIlle BHISABILUINCH YTUTEIN3HPOBAHHEIE 3PO-
3u —y 93 (89,4%) nereit. [1pu ouenke no Jloc-Amxenecckoi kiac-
cudukanum ycranosieHo, ato 93 cragun A BoisiBieH y 94 (90,4%)
nerelt, cranun B u C —y 10 (9,6%), u3 Hux cragus B —y 8 (7,7%
ot obmero uncina aereii ¢ 99), cragus C —y 2 gerei (1,9% ot 00-
iero yucia aerei ¢ 33). 99 B craguu D He BBIABICH.

3axniouenue. PacipocTpaHEHHOCTB SPO3UBHBIX NOPAXKEHUH ITH-
IIEBOJA Y JIeTeH MIKOIFHOTO BO3PACTa C TaCTPOIHTEPOIOTHICCKUMHU
cumnToMamu coctasisiet 17,4%. Dpo3uBHbIC MOpaXKEHUS MUIIEBO/IA
C PaBHOH 4aCTOTOU BCTPEUAIOTCS y MAIMEHTOB MIIAJIIIETO M CTapIIero
LIKOJIBHOTO Bo3pacTa. Cpeau MaueHToB ¢ D0 npeobiiafaroT MalbIu-
ku. Yame BoisiBisiercst 93 cranuu A, pexe craauu B u C.

BbIABNEHUE KIIMHUKO-AHAMHECTUYECKUX
®AKTOPOB TPOMBEOIEHHOIO PUCKA Y OETEN

NMoHomapes B.C., CkyaapHoB E.B.
HayuHbIn pykoBoauTenb: A.M.H., npod.
JILA. CTpo3eHKo

AnTanckuii rocyaapcTBeHHbIN MEANLMHCKUA YHUBEPCUTET
MwuHsapasa Poccum, BapHayn

Knovesble criosa: mpom603bl, 0emu, hakmopbl pucka

Axmyanvnocmy. OIHON U3 aKTyaJbHBIX MPOOJIEM MeaHaTPHH
SIBJIICTCSl PUCK BO3HMKHOBEHHMS TPOMOO30B. Y 3HaYNTENBHOH YacTH
neteit TpoMO00Opa3oBaHKEe MOXKET IPOTEKATh B JTATEHTHOH Qopme U
HNPUBOJHUTH K TPO3HBIM COCYAUCTBIM OCIOKHEHUsAM. J{is paHHeH -
ArHOCTHKH ¥ TPOMOOIPO(HUIAKTHKY MOKA3aHO BEIIBICHNE (haKTOPOB
TPOMOOTEHHOT'0 pUCKa.

L]env: onpenenuTsd Bexymue GpakTops! TPOMOOTEHHOTO pHCKA Y
JIeTeH, MPOXKHUBAIOILUX B TOPOACKON U CENIbCKOM MECTHOCTH AnTaii-
CKOT'0 Kpas.

Mamepuanvl u memoOul. Bpin MpoaHaIN3UPOBAHBI PE3YyNIbTa-
Thl aHKeTHpoBaHUA 217 nereil B Bozpacte 12—17 ner. AHKeTHPOBa-
HHE MIPOBOAMIOCH Ha aMOyJIaTOPHOM IIpHéMe Bpada-Iienarpa y Jie-
Teit 6e3 MpHU3HaKoB TPOMOO30B U KPOBOTOUMBOCTH METOJIOM CITydaii-
HOH BBIOOpKH. OOCiieoBaHNe BKIIIOYAJIO B cedst cOOp ceMeiHoro u
JIMYHOTO TPOMOOTHYECKOTO aHAMHE3a, KIIMHHIECKOTO OCMOTpa Mally-
€HTA, BBIBICHUS (DOHOBBIX 3a00JIEBaHUM.

Pesynomamur. Cpenanii Bo3pacT 00CIIeI0BaHHbIX 1Tl COCTaBUI
15,0 £ 1,7 rona. Cpeau obcnenoBanHbIx 0610 123 neBouku u 94 Maiib-
gnka (p < 0,05). B ropone npoxusan 101 pe6€nok, B cene — 116 nereid.
o maHHBIM aHKETUPOBAHMS BBISIBIECHO, 4TO y 30% meteit Ommkaiiiie
POICTBEHHUKH UMeIH (paKTOpBI TPOMOOTEHHOTO PHICKa B BUJIE TPOM-
0030B, MHCYJIETOB, TUTIEPTOHUYECKON OONIE3HN U UILIEMIYECKOi 00me3-
HHU cepaua. I[aHHbIe COCTOSIHUS B OOJIBILIMHCTBE CJIy4acB BbISABJICHBI Y
JIFOZieH, TIPOXKMBAIOIINX B CENbCKOi MecTHOCTH. [Ipu cOope sianHOrO
TPOMOOTHYECKOTO aHAMHE3a YCTAaHOBJIEHO, YTO B O0IIEH rpytre 60b-
HBIX MH(APKT MUOKap/a Habmonancs y wieHoB 0,9% cemeit onporeH-
HBIX J€TeH, HHCYIBTH — Yy 2,3%, TpaH3UTOPHBIE MIIEMHUYECKHUE ara-
ki — y 0,9%. [laHHbIe aTOJOrHYECKUE COCTOSIHUS TAaKKe IPeuMy-
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IIECTBEHHO OTMEYANUCh y IeTel U3 cesla. YCTaHOBJICHO, UTO OobIast
9acTh JIeTeH, Kak TOpoJie, TaK U B celle, IMeNa pa3sHOoOOpas3HbIe CoMa-
THUYECKHE 3a00/1€BaHUs: BET€TOCOCYANUCTAs JUCTOHUS TI0 THIIEPTOHHU-
4ecKoMy THITy Habmronanace y 22,1% nerei, npusHaku Henuddepen-
IMPOBAHHOMN AUCIUIA3HN COSANHUTENBHON TKaH! — Y 17,9%, smu301s!
HOCOBOH KPOBOTOYMBOCTH — Y 3%, OXKMPEHHUE U caxapHbIN uaber —
y 3,7%. AxTHBHOE KypeHHe ObLIO BBISBICHO y 6,9% neTeit.

3akmiouenue. I1o HalleMy MHEHHIO, K TPOMOOTHYECKHM (aKTo-
paMm cliefyeT OTHECTH HaJIM4IKe HH(APKTOB, HHCYIIBTOB, NIIEMHIECKOI
0oJIe3HH cepala, THIIEPTOHNYECKOM 00Ie3HU y ONU3KUX POACTBEHHH-
koB. K ¢axropam pricka Takxke MO)KHO OTHECTH cOMaTHIecKHe (hOHO-
BBIE 3a00I€BaHMs Y JETEH: BET€TOCOCYAUCTYIO AUCTOHHIO 110 THIIEp-
TOHHYECKOMY THITY, O)KUPEHHE, CaxapHbIi 1uadet, HeanddepeHun-
POBaHHYIO IUCIUIAQ3UIO COSIUHUTENBHON TKaHU, HAJTHMIHE BPEIHBIX
MIPUBBIUEK, B TOM YHCIIE AKTUBHOE KypEHHE.

OVHAMUKA OBUTATENIbBHOIO PA3BUTUA
NALUMEHTOB CO CMUHANBbHOW MbILLEYHON
ATPO®UEN 1-ro TUMNA HA ®OHE TEPANUU
NMPEMNAPATOM OHACEMHOIEH ABEMAPBOBEK

Monoswuu C.I,, ®ucerko [.C., XKonygosa A.A.
HayuHble pykoBoaguTenu: A.M.H., npod.
N.M. KyseHkoBa, A.M.H., npod. A.Jl. KypeHkoB

HaunoHanbHbIN MEAULMHCKUIA UCCRen0oBaTENbCKUN LEHTP
3p00poBbs getert Munsgpasa Poccun, Mockea

Kntouesbie criosa: demu, criuHasibHasi Mbilue4Hasi ampocapus,
Jie4yeHue

Axmyansrocme. CrinHanbHas Melieynas arpodus (CMA) — sto
TDKENOE ayTOCOMHO-PELIECCUBHOE HEPBHO-MBIIIETHOE 3a00JIeBaHAE, Xa-
PaKTepH3yIoLIeecs IPOrPeCCUPYIOIUMI CUMITOMAMH BSUIOTO MapasIy-
Ya U MBIIIEYHOH aTpo(uy BCIIEICTBHE AETeHEPAIMU (.-MOTOHEHPOHOB
MepeHUX POTOB CIMHHOTO MO3Ta. 3a00JIeBaHNe BBI3BAHO MYTAIHSIMH
B rere SMN! (survival motor neuron), KOTOPBIil KOAUPYET OEOK BBDKHU-
BaeMoCTH MoTOHeipoHOB. CMA 1-ro THIa XapakTepu3yercs 1e0rToM
110 6 MeC KHM3HH CO CPEAHEH MPOIOIKUTENBHOCTBIO KU3HU 10 2 JIET.

Ha ceroHsniHuii 1€Hb OXHUM U3 TaTOTCHETHIECKUX METOIOB Te-
panmmu CMA siBsteTcst peKoMOMHAHTHAsI TeHHAs TepaIust IPernapaToM
onacemHoreH abenapBoBek (OA). [Ipenapar 3aperucTpupoBaH Ha Tep-
puropuu Poccuiickoil @enepanuu, NpUMeHseTcs y IalUEHTOB C Mac-
coii Tera MeHee 21 KT, KOTopble UMEIOT 2 WM 3 Konuu reHa SMN2.

L]ens: onpenenuTs qUHAMUKY JABUTaTeIbHOTO Pa3BUTHUS HAI[HEH-
0B c0 CMA 1-r0 THNA IOCTIEe TPOBEACHHS TEHO3aMECTUTENBHOI Te-
panuu OA ugepes 3, 6 u 9 mec.

Mamepuanvt u memoowi. IlpoananusupoBano 50 GONBHBIX CO
CMA 1-ro tumna, nomyuusmux tepanuto OA. 13 Hux 40 (80%) ne-
Teit mvenn 2 koriu reda SMN2, 10 (20%) — 3 xommu. OnieHKa JBura-
TENBHOTO Pa3BUTHS IPOBOIHMIACH C HCIIOIb30BAHUEM IIKAJIBI JETCKOM
GonpHUIBI Punanensuu Ul OLEHKN ABUTATENbHBIX (DYHKIUH Ia-
[OUEHTOB ¢ HepBHO-MBIIeuHbIME 3a00neBanmsiMu (CHOP-INTEND),
KOTOpast ObLa pa3paboTaHa C Iebi0 00BEKTHBHU3AIMN IBUTATEIBHBIX
(GyHKIUH y eTell ¢ HepBHO-MBIIIEYHBIMH 3a00I€BaHUSIMH.

Pesynomamer. Y13 50 mauneHToB, MOTYYMBIINX JIUCHNE, OLICHKA
o mxae CHOP-INTEND uepe3 3 mec Obita npoBeziena y 21 naru-
€HTa: JI0 Tepanun cpeanuii mokaszarens mkansl CHOP-INTEND co-
craBun 33,24 + 12,18 6anna, mociae — 42,14 + 8,99 6amna (p = 0,01).
UYepes 6 Mec mpoaHanm3upoBaHo 10 manueHToB: 10 Tepanuu CpeIHuit
nokaszaresb mkajasl CHOP-INTEND cocrasuin 31,80 + 15,78 6aina,
mocne — 46,98 + 9,97 6amna (p = 0,01). Uepe3 9 Mec ocMOTpeHBI
6 AIMeHTOB: 710 Tepanuy cpenHuii mokasareis mkaasl CHOP-INTEND
cocrasun 38,83 + 13,77 6amia, mocine — g0 57,80 + 8,09 Gamna

(» =0,019). IloryueHHble HaHHbIE CBUACTEILCTBYIOT O IPOIPECCUB-
HOM YBEJIHYEHHH ITOKa3aTelIsi MOTOPHBIX (QyHKIHH 1o mixane CHOP
INTEND y 6onpHbIX co0 CMA 1-ro Tuma uepes 3, 6 u 9 mec mociue
MIPOBE/ICHUS TeHO3aMECTHTEIbHOH Tepary npenapatoMm OA.
3axntouenue. 1o qaHHBIM 00CIETOBAHNUS C IPUMEHEHNEM IIKAJIBI
CHOP-INTEND ycranoBieHa 3HauMMast OJIOKUTEIbHAS JUHAMUKA B
MpUOOPETCHUN MOTOPHBIX HABBIKOB 00bHBIME Ha (poHe Teparn OA.

* ok %

COCTOSAAHUE NULWEBOAOA Y OETEN,
MHOULIMPOBAHHbBLIX PA3ITMYHBIMU LULTAMMAMMU
HELICOBACTER PYLORI

Mpokyauna M.M., NaTbiwesa M.1.
Hayu4HbI pykoBoguUTEnb:
K.M.H., poueHT A.10. JlaTbilweB

AnTtanckuii rocygapCTBeHHbIN MEAULIMHCKUIA YHUBEPCUTET
MwH3agpasa Poccun, BapHayn

Knrouesnie criosa: demu, nuwiesod, apadukayUuoHHast
meparnusi

Axmyanvrocms. Jannnie o Bmsaun H. pylori (Hp) Ha cocTosiHUe
MHIIEBO/IA TPOTUBOPEUHBEL. HekoTopbie aBTOpBI YKa3bIBAIOT HAa BO3-
MOXKHBII IPOTEKTUBHBIH ekt Hp B OTHOIIEHHHN pa3BUTHS 330(a-
ruta. B nenom, MaacTpuxckuii KOHCEHCYC PEKOMEHyeT IPOBOAUTH
9paZMKALNOHHYIO TEPANHI0 y OOJIBHBIX € racTpod3odareanbHol ped-
JFOKCHOM OO0JI€3HBIO B CIIydae BBIIBICHUS Hp.

L]ens: onpenenuTh COCTOSHUE MUINEBOAA Y €TeH IKOIBHOTO BO3-
pacTa, HHOHUIPOBAHHBIX Pa3IMIHBIMU IITaMMaMu Hp.

Mamepuanvt u memoowsr. ObcnenoBansl 90 nereit ¢ cuMIToMaMu
Jucriericuu. 1 OLEHKH COCTOSIHUSI ITUIIEBOa OblIa poBesieHa (u-
OporactpomyoneHockonus. /lnarnoctuka Hp Obiia ocymecTBieHa 3 Me-
TOIAMH: ypea3HBbIil TECT, THCTOJIOTMYECKUH METO U TECT Ha HaJIM4Ue
anTuten k antureny CagA Hp. B copmupoBaHbI 3 Tpynims! geTei:
1-51— 32 peO&HKa C ONOKUTENBHBIMU PE3YAbTaTaMU THCTOIOTTYECKO-
TO MCCIeIoBaHMs (M/MIN yPea3sHoro TeCTa) U IOJI0KHATEIBHBIM TECTOM
Ha Haly4uue aHTuten K antureny CagA Hp — OonbHbIE HHHITPOBAH-
Hble CagA-IIO3UTHBHBIMY LITAMMaMH Bo30yauTens; 2-s1 — 28 nereid
C MOJOKUTENBHBIMH PE3yIbTaTaMH TUCTOIOTHIECKOTO MCCIIEN0Ba-
HHS M OTPHIIATENILHBIM TECTOM Ha HaJIM4Ke aHTHTeN K anTureny CagA
Hp-madunmposannsie CagA-HeraTuBHBIME IITaMMaMu; 3-1 — 30 ne-
Telt ¢ OTPUIIATENIBHBIMU PE3yIIbTaTaMH THCTOJIOTHYECKOTO UCCIIE0Ba-
HHS, yPeasHOro TeCTa, a TAKKE OTPHIIATEbHBIMU JAaHHBIMHA HMMYHHOTO
TECTUPOBAHNUSI HA HATMYHE aHTHTeN K Hp B KpoBH (Tpymma cpaBHEHHS).
JIiist OLIEHKH 3HAYMMOCTH M3MEHEHHIT TPOBOAMIICS PacUET y> KpUTEPUS
IMupcona. 3nagenns menee 0,05 pacreHHBaNIM Kak 3HAUNMBIE.

Pezynomamui. B rpynne, nunuipoBaHHbIx CagA-03UTHBHBIMU
ITaMMaMH, 330(arut Obu1 BEIsIBIEH y 24 (75,0%) neteit, 3 HuX 33 —
y 5 (12,5%). B rpynne mapunupoBanusix CagA-HeraTuBHBIMH
mraMMaMu D0 BBISBISUICS 3HAUUTENBHO pexe Y 12 (32,1%) nereit
(» = 0,023 o cpaBHeHHUIO ¢ 1-if TpymIIOit), pu 3TOM DD HE BBHISBICH
HH B OJIHOM cilydae. B KOHTpoJbHOM rpymme Jereil 330(paruT BbIsB-
nen y 17 (56,5%) mereit, n3 aux — 29y 7 (23,3%), 9TO HECKOIBKO
Yale, 4eM cpeiy MHQHUIMPOBAHHBIX MAlMEHTOB, HO CYIIECTBEHHO
HE OTIIMYaeTcs OT OOJMBHBIX MHGUIMPOBAaHHBIX CagA-TI03UTHBHBIMH
u CagA-HeraTuBHBIMH ITAMMaMHU.

3axnmiouenue. IlopaxeHus nuieBoa (karapajibHble U 3pO3UBHBIC
(hopmeI 330(paruta) ¢ paBHOI 4aCTOTOH BEISBISIOTCS Y OOJMBHBIX Kak
MHOULUUPOBAHHBIX, TaK U HEMHPUIMPOBaHHBIX Hp. Cpenn nHGUIUPO-
BaHHBIX Pa3HBIMU IITaMMaM Hp TaHHBIe H3MEHEHUs OoJiee XapakTep-
HBI U1 nHOUIUpoBaHbIX CagA-TIO3UTHBHBIMUY IITaMaMu Hp neTeil.
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XUPYPI'MYECKOE NNEYEHUE
NEPCUCTUPYIOLLEIO YPOINEHUTAIIBHOIO
CUHYCA Y PEBEHKA C BPOXXOEHHOW
AUCOYHKUMEN KOPbl HAONMOYEYHMKOB

MponnetkuHa K.A., Nasnosa [.H.
HayuHbI pykoBOaUTENb:
K.M.H., goueHT P.B. XanacoB

Poccuninckum HaumoHanbHbIN nccneaoBaTenbCKUm
MeavuuHckuii yHusepceuteT M. H.W. MNuporosa MuHsgpasa
Poccun, MockBa

Knrouesnie criosa: demu, ypoceHumarbHbili CUHYC, JIeHeHue

Axmyansnocms. YporenuransHslii cunyc (Y1I'C) — penxas aHo-
MaJlis pa3BUTHs, XapaKTepU3YIOILAAC] HAPYLLICHUEM Pa3/eIeHUs ype-
TPBI U BIarajguiia ¢ GopMUpOBaHUEM eIMHOro o0Iero kanana. Paz-
utre YI'C npu BpokaéHHON MUChYHKIMHE KOPBI HAaIIOYCYHUKOB
(BAKH) cBs3aHO ¢ aHTEHATaIbHOW aHAPOTCHU3AIMEH, KOTOpas IIpH-
BOJUT K BUPWJIU3ALUU HapYKHBIX MOJNOBBIX OPIaHOB Y JIEBOYEK U K
HapyIICHNIO MUTPAIMHU KJICTOK yPOTCHUTAIBHOHN IIePEeTOpOIKH, pa3-
JIeJIAIOIEN MOUEBOH U MOJIOBOM MyTH. TaKTHKa XUPypruueckon Kop-
pexuun YI'C 3aBHCUT OT ypOBHS CIUSHUA yPETPBl U BIarajiuina oT-
HOCHUTENIFHO HAPY>KHOTO yPEeTPaIbHOTO CHUHKTEPA U JUTHHBI 00IIETO
kaHana, kotopas npu BJIKH onpeznensiercst crenenpio BO3AeHCTBUS
AHJPOTEHOB B SMOPHOHAIBHBII PO,

Onucanue KIMHUYECKOro ciay4yas. AHTCHAaTaJIbHO IIOPOKOB
pa3BUTHUS y AEBOYKH BBIABICHO He ObwI0. [Ipm poxkaeHnn oOHapy-
JKEHO HapylIeHHe CTPOESHUsI HapY>KHbIX MOJIOBBIX OPraHOB, BUPUIIHU-
3arus no Prader 2-3 crenenn. KoHcynpTHpoBaHa SHIOKPHUHOIOTOM,
Ha OCHOBAHUH JIADOPaTOPHO-UHCTPYMEHTAIBHBIX JAHHBIX MOCTaB-
nen auarno3 — BJIKH, conerepsromias ¢hopma, HapyiieHne Gopmu-
poBanus nona. HaznadeHa 3amMecTuTenbHas TOPMOHATIBHAS TePaTHs.
B Bo3pacre 1 roga rocnuTanu3upoBaHa Juis MpoBeaeHUs HeMUHN3H-
pyromielt miactuku. ITo nanusiM Y3U npu nocTynineHun Haamnoyey-
HUKW HEe U3MEHEHBI, 00bEMHBIE 00pa30BaHHS B HX MIPOEKI[HH HE BBI-
SIBJICHBI; MaTKa B II0JIOCTH MaJIOro Ta3a, He u3MeHeHa. [Ipu BbinonHe-
HUYM MUKIMOHHOH ypeTpouucrorpadun onpenensercs YI'C mmHoOH
8 mM. [lo mannsiM MPT Brnaranuiie u yperpa B KaylaJbHBIX OTHE-
Jax ciuBaroTcst ¢ oopasoBanueM YI'C; mpsmast KuIika copMupoBaHa
MIPaBHJIBHO. BhINOTHEHA HUCTOBATHHOCKOMHS, BU3yaIM3UPOBaH IIHU-
pokuit YI'C. PaccTosiHEe OT IPOMEKHOCTH JI0 BXOJ]a BO BJIarajiuiie
12 MM, crMsSHAE YPEeTpPhI U BIATANNIIA HIDKE HAPYKHOTO YPETPaIbHO-
ro cuHKTepa. BEIoNHEeHa THarHOCTUYECKast JTAapoOCKONHs — BHY-
TPEHHHUE MOJIOBBIE OPTAaHbI CHOPMHUPOBAHBI 10 )KEHCKOMY THILY, STHU-
HMKH 0€3 BUIMMBIX U3MEHEHUH CTPYKTypbl. [IpoBenena peMunusu-
pyrolas FeHUTOIIACTUKA: U3 FOMOJIOTa IOJIOBOTO WICHA YaJICHBI
KaBEpHO3HBIE TeNa, cHOPMHUPOBAH HEOKIUTOP. Pa3nenén yporeHuTamb-
HBII CHHYC, BBIIIOJIHEHA JIOCKYTHasl BarnHoIacTika. Ha mpomexxHo-
cTu cpopMHPOBAHEI OTBEPCTHUS ypeTpPHI 1 Biaraiauma. [locneomnepa-
LIMOHHBIN NEepUOA NMpOTeKal IMaako. B HacTosmMi MOMEHT eBoUKa
HaOromaeTcss aMOyJIaTOpHO.

3akniouenue. Jlns BbIOOpa TAKTUKU XUPYPIUUIECKOTO JTEUECHHS
YT'C HeobxoquMo KOMIUIEKCHOE o0cienoBaHne peOEHKa, T.K. CTEIeHb
BHPWJIM3AaLUHN HAPYKHBIX MOJIOBEIX opranoB npu BJIKH crnabo xop-
peMpyeT ¢ JUTMHON 00IIIero KaHaa.

BOJNbLIAA AHEBPU3MA MEXNPEQCEPOHOU
NEPEroPOAKM C MHOXXECTBEHHbIMU
EE OE®EKTAMWU Y OEBOYKU 5 NET

MebipueHkoBa A.C.
Hay4Hbin pykoBoguTtens: O.U. KanuHuHa

Poccuincknin HaumMoHanbHbIN nccrneaoBaTenbCKUn
MeauUMHCKun yHuBepcuteT nmenn H.W. MNMuporosa
Mwun3gpasa Poccun, Mockea

Kntouesnle criosa: demu, 8poxd0EHHbIE MOPOKU cepdua,
neyeHue

Axmyanvrocmy. OIHUM U3 4acTO BCTPEUAIOIIUXCA BPOXKIEH-
HBIX TOpoKoB cepana (BIIC) sBnsercs negekt MexInpeacepaHoi mne-
peroponku (JIMIIIT). OTcyTcTBHE paHHUX CUMIITOMOB M CKYJIHOCTh
(hU3UKATBHBIX JaHHBIX MOTYT NIPHBOIMUTH K MO3MHEH ANarHOCTHKE
JMIIII. YHHMKaIBHOCTB Coydast COCTOMT B TOM, YTO Y OIHCHIBAEMOM
MAIMEHTKY ObUTH BBISBIICHBI MHOXKecTBeHHBIe JIMIIII ¢ aneBpu3moit
GospIioro pazmepa 15 x 12 MM, 94TO BCTpeyaeTcsi JOCTATOYHO PEAKO.

OnucaHue KIMHUYeCcKoro ciyyasi. JleBouka poamnacs 25.07.2017.
3anumaercs GuUrypHbsIM KataHueM 4 pasza B Hefemo mo 2 4 ¢ 2019 1
C poxaenus BoicTaBieH Auarto3: BIIC. OTkpbIToe 0BaIbHOE OKHO.
Anespuzma MIIII ¢ orBepcTHeM, B CBSA3U € YeM MalMEHTKA €KEToI-
Ho HaOmonanack B HIICCX um. A.H. bakynesa. uamerp AMIIIT
C pOXKIeHHs cocTaBisLI 4,5 MM ¢ JieBo-TpaBbIM cOpocoM. [lo man-
HBIM 3x0Kapauorpaduu ot 04.03.2022: aHeBpu3Ma B IEHTPAILHOMN
yacti MIIIT 18 X 12 MM ¢ MHOXXECTBEHHBIMU Jiedekramu: 5,0 u 4,5,
5,5 MM (J1eBo-TIpaBsIii cOpoc). PexoMeHmoBaHa oTniepaTuBHAS KOPPEK-
s gedexros. 11.03.2022 koncynsrupoBana B KJIK GonbHHIBI M.
H.®. ®unarosa r. Mockssl. ITo ganaeiM oocinenosanus: BIIC. Anes-
pusma nenTpanbHoit yactu MIIIT ¢ Bropuunsim JIMIIIT 11 % 12 MM,
3 mm. [IpuHATO peleHne rocnuTanu3upoBarh NaUEeHTKY B KapIuo-
XHPYPrUUecKoe OTAeNEeHNE B INTAHOBOM Hopsiake i1 koppekuun BIIC
07.04.2022. 08.04.2022 ObL1a mpoBeCHA ONEpaIKs: TMOMBITKA YHI0-
BackyisipHoro 3akpsitst JIMIIII ¢ momomkio okkironepa «Occlutech
Figula Flex II» d — 13,5 mm. [Tocie ycTaHOBKH OKKIIIOepa ObLia BbI-
MOJTHEHA TPaHCTOpaKalbHasi HHTPAOIepallnOHHAs 3X0Kapauorpadust.
Oxxkironep 3akpoiBaeT JMIII, HO cMeméH B MOIOCTH JI€BOTO Ipes-
cepausl, cOpOC MUHHUMAJIBHBIN. YUNTHIBasi BEICOKUI PUCK JAUCIIOKa-
LIH YCTPOUCTBA OT SHAOBACKYIIpHOTO 3aKpbiThs JIMIIII 6p110 pemnre-
HO OTKa3aThCsl. YCTPOICTBO yaajeHo U3 mojioctu cepaua. [lanuentka
BBINIIICAHA U3 cTalMoHapa 0e3 m3MeHeHuil. [Ipu Bropoit rocnurany-
3arun 07.10.2022 BhImosHEHA aHAJIOTHYHAS OIepanus, Ha 3TOT pa3
6611 BEIOpaH apyroit okkironep PFO d — 26 M. KoHTponbsHas sxo-
Kapauorpadust IPOAEMOHCTPHPOBAA, YTO JE(EKT 3aKPBIT MOTHO-
CTBI0, COPOCOB Yepe3 okkitonep HeT. [lanuenTka BeImucaHa JOMOH.

3axnoyenue. JIaHHBIA KIIMHUYECKUH CITydal JEMOHCTPHpPYET BO3-
MOXXHOCTb MaJIOMHBa3UBHOI'O JIEUEHHUS TSHKENIOTO COUETaHHOTO MOpPOKa
cepana 1 Noqu€pKUBaeT He0OXOAUMOCTh TIATENbHON IIPeIBAPUTEIIb-
HOM TTOATOTOBKH K BMEIIIATENBCTBY, PEyCMaTPHBAIOIIEH pa3IHIHbIe
BapUaHThl Pa3BUTHUsI COOBITHI BO BpeMsl OIlepaLluy.
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

KINMHWUKO-NNABOPATOPHbIE OCOBEHHOCTU
AWABETUYECKOW ®ETOMNATUU
Y HOBOPOXOEHHbIX AETEU

Pama3aHoBa A.A.
HayuHbI pykoBoauTenb:
K.M.H., aoueHT WU.H. MNeTpoBa

WxeBckasi rocygapcTBeHHas MeauumnHeKasa akageMms
MuHsgpasa Poccumn, Wxesck

Kntouesbie crioga: HOBOPOXOEHHbIE, Ouabemuyeckasi
emonamusi, caxapHbil Ouabem

Axmyanvrnocms. Jlnabernyeckas sMOproderonarus/peronarus
(J1®) — KIMHUKO-Ta00paTOPHEIH KOMIIEKC, BKIIIOYAIONINH XapaKTep-
HBIH (heHOTHI, OONe3HH ¥ HOPOKH pa3BUTUS y HOBOpoxIEHHBIX (HP),
MarepH KOTOPBIX cTpajaroT caxapHeiM aunabderom (C/1). Cpenu Bcex
9HIOKPUHHBIX 3a00neBanuii C/] oxa3pIBaeT caMoe HeOIaronpusTHOE
BO3JICHCTBHE Ha TeUeHHE OEPEMEHHOCTH, BHYTPHYTPOOHOE pa3BUTHE
IUTOZIA, Il TalliOHHbIE BO3MOXHOCTH U COCTOSIHIE 310poBbs HP.

L]ens: onpenenuTs KIMHUKO-IabopaTopHble ocodeHHocTH HP
c 10.

Mamepuanvl u memooul. I'pyniry Habmronenus coctasumu 30 HP
¢ 1®, neunBuinxcs B PecyOiarkaHCKON AETCKOH KIMHIYECKOH 00JIb-
uune. [IpoBeneHs! aHaIM3 aHAMHECTHYECKHX, KIIMHUYECKHUX U 1a00-
PaTOpHO-MHCTPYMEHTANIBHBIX AaHHBIX AeTei ¢ [1dD.

Peszynemamui. AHanM3 aHAMHECTUYECKHUX JAHHBIX MOKa3all, 9TO
y 26,6% xenumH auarHo3 CJI Obl1 ycTaHOBIEH 10 O€peMEHHOCTH:
CH 1-ro tuna — 23,3%, CI 2-ro tuna — 3,3%. B 73,4% ciyuaen
OepeMeHHOCTD OblIa OcnoxHeHa recraiiionHbM C/1. UHCynuHOTEpa-
nuro monydanu 43,3% OepeMennbix. Y 16,7% marepeit 3apeructpu-
poBaHbI mo3nHMe creruduyeckre ocinokHeHus CH. Y 36,7% sxen-
LIUH OTMEYaJICsl OCIOKHEHHBIM PENPONLYKTUBHBIM aHaMHE3: caMo-
MPOU3BOJIbHBIE BRIKUIBIIIN — 33,3%, HeBbIHAIIMBaEMOCTb — 6,7%,
BHYTpHYTpoOHas rubdeins mioxa — 3,3%. OcnoxHEHHOE TeUeHHe Ha-
cTosiIIei GEepEeMEHHOCTH UMENHU BCe KEHIIMHBI. [Ipu 5TOM caMbIMK
3HAYUMBIMH OCIIOKHEHUSIMH SIBUJINCH YTPo3a npepsiBanust — 33,3%,
(eTomnaneHTapHas HeAOCTATOUHOCTh — 26,7%, MPEIKTAMITICHST —
16,7%. Ilonosuna neteit (50%) poaunuce ¢ makpocomueit, 40% —
HEJOHOIIEHHBIMH, 23,3% — ¢ BpOXKAEHHBIMH ITOPOKAMH Pa3BUTHS,
16,7% — ¢ 3anepxKoii BHYyTpUyTpoOHOTO passutus. Bce HP nmenu
Te WK uHble (peHoTunuueckue npusHaku JJ®. B xagectBe ocoben-
HocTel knuHn4eckoro craryca 'y HP ¢ JI® cinenyer oTMeTuTh Kapau-
OpeCIUpaTOpHbIE HapyIIeHHs: (QYHKIMOHAIbHAS KapJHOIATHs ObI-
na BbIsABIEHA B 36,7%, pecnupaTopHBIil TUCTPECC-CUHAPOM U TPaH-
3UTOpHOE TaxuIHO? — B 20% ciydaeB, HHTpaHATaIbHAs aCUKCHS
— B 3,3%, BpoxxaénHast maeBMOHUS — B 3,3%. [TomaBnsiomee 601b-
muHCTBO Aerell (93,3%) umenu nepunatansHoe nopaxenue LIIHC
2 u 3 crenenn TsbkecTH. HeBponormueckass CHMITOMATHKA Yy OOITb-
muHCTBa aetelt (63,3%) xapakTepu30Bajlach CHHAPOMOM YTHETECHUS
nepeOpabHON akTHBHOCTH. Y 7% nerel OBbUTH BBISBICHBI BHYTPH-
KETyIOUKOBBIE KPOBOM3NUSHUSA, Y 7% — Kedanoremaroma. IToct-
HaTaJbHbIe MH(pEKINN OBUTH TUarHOCTHPOBaHbI y 46,7% HP. Takue
xapakTepHble Tpu3Haky JID, kak runormukemMusi, orMedens y 23,3%
nereit, monuuureMuss — y 16,7%. OTMedeHa Takyke BbICOKAst YacTo-
Ta (70%) maToNornIecKoi TUIepOnInpyOHHEMHH.

3axniouenue. llpenrectaionHbli 1 rectaronHbiid CJI mpuBoasT
K HeOJIaronpHsATHOMY TEUESHHIO aHTe- U HHTPAHATAIEHOTO IIEPHOIOB Y
HP. HeGnarononyure neprHaTaabHOTO Iepruosa 00yCIoBINBAET HApy-
LIEHHS] BHYTPHYTPOOHOTO Pa3BUTHS, BBICOKYIO YAaCTOTY OCIIOXKHEHUI
MeTaboIMIeCKOil aganTalyy 1 3a00JIeBaHIi HEOHATAIBHOTO NIEPHOJIA.

& kK

CBOEBPEMEHHAA OUWATHOCTUKA KAK OCHOBA
BNAronPUATHOIO NCXOoAoA MH®EKLUMOHHOIO
3HOOKAPOUTA Y PEBEHKA

PyctamoBa IN.C., PoroxuHa M.U.
HayuHbI pykoBOaUTENb:
K.M.H., aoueHT J1.E. llapuHa

Poccunmncknin HaumoHanbHbIM nccneaoBaTenbCKUm
MeauuuHckuii yausepceuteT uMm. H.W. MNuporosa MuHsgpasa
Poccun, MockBa

Knrouesnie criosa: demu, aHOokapdum, rie4eHue

Axmyanonocme. Unbexunonnslit sunokapaut (U9) — tspkénoe
HH(EKINOHHO-BOCTIATUTEIbHOE 3a00IeBaHNE YHAO0KAPAA, IIPOTEKAIO-
11ee ¢ CHCTEMHBIM BOCIaJI€HHEM U TIOJIMOPTaHHbIM OpaKeHHUEM. 3a-
OoneBaHMe KpaifHe PEeIKo BCTPEUaeTCs y AeTeH, HO UMEeT BBICOKYIO
JETaJbHOCTh M OONBIIOE KOJTHYECTBO ocnoxHeHni. Teuenne UD y
HaIllero TanuenTa norpebosano quddepeHnnanrbHON JHarHoCTH-
KH C TEMOPParn4ecKiM BaCKYJIHTOM U MYyITBTHCHCTEMHBIM BOCIIANH-
TEIBHBIM CHHAPOMOM, C KOTOPBIMHU PeOEHOK MOCTYNUI B CTALIMOHAP.

Onucanue KJAMHHYECKOro caydasi. Manpuuk, 11 ner,
18.06.2022 mocTynm1 ¢ TMarHO30M MYJIBTHCHCTEMHBIA BOCTIAIN-
TENBHBIA CHHIPOM, BHEOOJIBHIUYHAS IBYCTOPOHHSISI [IOJIMCEIMEHTap-
Hasl THeBMOHMS. BpoxXI€HHBIN cTeH03 aopTanbHOTO Kinarnana. CocTos-
Hue nociue onepauun Pocca. Cocrosnue Tsoxénoe. Temneparypa te-
na 38°C. KoxHble TOKPOBEI OJIeJHO-PO30BBIE, BUIUMEIE CIU3HCTHIC
THIIEPEMUPOBAHBL; TeMOpparnyeckast ChIb Ha KOXKe CTOII, TONIEHAX U
06énpax — cIMBHAs MEJIKOTOYEYHAas; HereMopparnieckasl KpyImHo-
MIATHHUCTAs HA JOKTEBBIX CyCTaBax. J|BIDKEHHS B CycTaBaxX OrpaHHde-
HbI, Oosie3Hennsie. Y11 34 B MUHYTY, SF‘o2 94%, npIXaHHE CaMOCTO-
ATEIbHOE, KECTKOE, XPUTIOB HET, OABIIIKA CMENIaHHAs, Kallelb Ma-
JOMPONYKTHBHBII. AprepuanbHoe gasinenue 100/80 mm prt. ct., YCC
122 yn/muH. ToHBI cepana sicHbIe, pUTMUYHEIE, TPYOBI CHCTONINYe-
ckuii myMm. JKuBot msarkuii, 6e30one3nennslil. [1pu sxoxapauorpaduu
19.06.2022 Ob11 BBIsIBICH OaKTepHaIbHBII SHAOKAPIUT HEONETOYHO-
TO KJanaHa. B quHaMuKe 0TMe4anoch NporpeccHpoBaHue HHPEKIN-
OHHO-TOKCHUYECKHMX H3MEHEHUl, BBIABIEH abcuecc KOpHs aopThl. J{u-
arHo3: OCTPHIA NH(EKINOHHBIH SHIOKAPAUT C JIOKaJIH3aIieil Ha He-
0a0pTaJIbHOM KIIanaHe, abcuecc KOpHS aopThl, KIIalaH-COAEPIKAILETO
xonayuta Contegra 18mm. IIpu OKI" 06.07.2022 BrIsiBICHA mepe-
rpy3ka oboux npencepauii. [lomHas Gmokana aeBoi HOXKH my4ka ['u-
ca. Yanunenue untepana Q7. IIpu peHTIeHOBCKOM HCCIIEA0BAHUHI
06.07.2022 — B 11€BOI 1II€BpAIbHOM MOJIIOCTH BHINOT. UHTEHCUBHOE
3aTeHEeHHe 3a TeHblo cepaua. Ilponssenena oneparus 08.07.2022 —
caHanus abcrecca KopHs aopTel. Onepanus benramna ¢ nmporesnpo-
BaHMEM KJIallaHa BOCXOZAIIEH aopTHI KIIaMaHCOAEPKAIINM KOHTYH-
tom Kapbomenukc. 3amena xonayura. [IpoBonunace aHTHOAKTEpH-
anpHasl, aHTUKOATYISHTHAS, CHMIITOMaTH4eckast Tepanus. Ha done
JICUEHUS JINXOpaJKa KyIHUpoBaHa, MapKephbl BOCMAJICHHUS B KPOBU
yMmeHbIUCh. [Ipu sxoxapauorpadun 02.08.2022 dynknus aop-
TaJILHOTO MpOTe3a YAOBIETBOPUTENbHAsA. BobHON BBIMMCAH B YI0B-
JIETBOPUTEIBHOM COCTOSHUM.

3axnouenue. IlpeacTaBieHHBI KIMHUYECKAN CIydaid JeMOH-
CTpUPYET 3HAYMMOCTh CBOEBPEMEHHON TOYHOI TMarHOCTHKHU y peOEH-
Ka C CHCTEMHBIM BOCTIAJIUTENNBHBIM TIponieccoM. M npoTe3upoBaHHOi
NEroYHON apTepHy MPOTEKa ¢ MHOXKECTBEHHBIMH OCIIOXKHEHUSIMU U
noTpeOoBaJl ONEPaTHBHOTO BMEIIATeIbCTBA. [IpH OTCYTCTBHHM CBOE-
BPEMEHHOI MOMOIIY IPOTHO3 MOT OBITH KpaifHe HEeOIaronpyUsATHBIM.

k 3k 3k
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TEPAMUA OETCKOW ®EBPUITIbHO-
NPOBOLMPYEMOW 3NMUNENTUYECKOW
SHLUE®AOMNATUU

CagenbeB O.[1., KpetoB B.B., MonoBuu C.I".
HayuHbI pykoBOaUTENb:
A.M.H., npod. J1.M. Ky3eHkoBa

HaunoHanbHbIN MeAULMHCKMIA NCCReqoBaTeNbCKUN LEHTP
3nopoBbs getent Munsgpasa Poccun, Mocksa

Knoyessle criosa: anunenmudeckas sHueganonamus,
nuxopadka, 0emu

Axmyanvrnocms. CHHIPOM TOKETON SMUIECITUYSCKON dHICda-
nonaruu (Febrile infection-related epilepsy syndrome; FIRES) y ne-
TeH IIKOJIBLHOTO BO3pacTa 00yCIOBINBAETCS IPEUMYILECTBEHHO MPE-
nrecTByomeit nHdekueit nim nuxopaakoi. CHHAPOM IPOSIBISETCS
SMIJICTITHYECKUMU MPUCTYIIAMH Y PaHee 3T0POBBIX JIETEH MpU HaIH-
YHMHU JIUXOPAAKU UM CIIyCTsI HECKOJIbKO AHEH nocne e€ Hayana. Tpur-
repaMu BBICTYTaeT OOBIYHO HH(EKIMOHHEIE areHTHL. [IponomkuTens-
HOCTb JIMXOPAJKU C MOMEHTa Havaja 3a00JIeBaHus 0 Pa3BUTHUS MU~
JIENTHUYECKHUX MPUCTYIOB cOCTaBisieT 2—14 nHel. DnuU304bI UMEIOT
(hOKaNBHBIN WM TeHEPATU30BaHHBIA XapakTep, B TedeHne 24-36
TpaHchOPMHUPYIOTCS B dnuientuyeckuii craryc. [latorene3s FIRES
Hen3BecTeH. OCHOBHYIO POJIb B peallu3aliy 3200JICBaHUs OTBOAAT
HapyILEHUAM, CBA3aHHBIM C Pa3BUTHEM BOCHAIMTENILHOTO OTBETa Ma-
KpOOpraHusmMa U BTOPUYHBIM ITOBPEKICHUEM TUIIIIOKAMIIA B PE3YIlb-
TaTe NPOAOILKUTENHFHOTO SMUICITHYECKOTO CTaTyca.

Onucanne KIMHUYECKOTO ciayyast. JleBouka, 8 jiet, mocrynuna
C IMarHO30M: CHHAPOM TsDKENOH SMHIENTHIECKON SHIE(aIonaTuu y
JieTell; BeposITHBIN ayTonMMyHHBIH sHIeanut, FIRES. B cBsi3u ¢ 13-
JKECTBIO COCTOSIHUS, HAPACTaHUEM KIMHUKHU MMOPAKCHHS IIEHTPAb-
HO¥l HEpBHOM CHCTEMBI U (PapMaKOPE3UCTEHTHOTO SMHICTITHISCKOTO
cTaTyca, KOTOPBIH pa3BHIICS IOCTe IepeHecEHHON MH(EKIMU ¢ TH-
neprepMueii, peOEHOK roCIUTAIN3UPOBAH B OTACICHHE PeaHUMaluH
Y MHTEHCUBHOH Tepanud. [Ipu nmocrymienun orMeyaroTcs Gpeoprib-
Hasl TMXOpaJKa, dSIIIENTHIECKuil cTaryc. B maboparopHbIX aHam-
3aX BBISBJICHO TIOBBIIICHUE KOHIIEHTPALMH (heppUTHHA U HHTEpIIeH-
KHHA-6, TTONUKIOHAIbHBIC [gG B TMKBOPE M CHIBOPOTKE KPOBU (THIT
cuHTe3a 1), 0TCyTCTBHE OHOMapKEPOB Ay TOMMMYHHBIX 3a00JI€BaHHMA.
[Ipn MarHUTHO-pe30HAHCHOI TOMOrpadUH TOJIOBHOTO MO3Tra ycTa-
HOBJICHBI CTPYKTYPHBIC H3MEHEHHUS B TUIIIOKAMITATBHBIX 00ACTAX.
Ha ocHOBaHMY THX TaHHBIX OOJIBHOM C MOJOKUTETEHBIMU MapKepa-
MH HECTIEI(PUIECKOTO CHCTEMHOTO BOCIIAJICHUS U OTPHIATEIIEHBIMA
pe3yapTaTaMy aHAJIM30B, YKAa3bIBAIOLINX HA QyTOMMMYHHYIO 3THOJIO-
ruto 3aboneBanus, ObuT mocrasiieH quaruos: FIRES. Dror kimanue-
CKHUI1 ClTy4ail IpeaCcTaBiIsIeT HHTEPEC C TOUKU 3PEHUS TEpaluu JaH-
HOMU MaToJIOTHU. DNUIIENTHUECKUE IPUCTYIIBI COXPaHSUIUCh, CTPYK-
TypHBIC U3MEHEHHS TOJIOBHOTO MO3Tra MPOTPeCcCHpPOBAIH, HECMOTPS
Ha MPOBOJMMYIO NPOTHBOCYIOPOKHYIO TEPAINUIO C HUCIIOJIb30BaHU-
€M CeJaTUBHBIX IPENapaToB, MyIbC-TEPANHIO [NIIOKOKOPTHKOCTEPOU-
JIlaMH, BBEJJICHHE HIMMYHOIIOOYJIMHOB M ITPOBEICHUE IJIa3MOO0OMEHa.
Perpecc 3a0oneBanus ObUT JOCTUTHYT IIOCIIE BBEACHHS B CXEMY Te-
pamuu mpemnapara aHaKWHpa, aHTarOHUCTA PELeNITOpa HHTEPICHKH-
Ha-1. DTO peKOMOMHAHTHBIM, clerka MOAU(GHUIUPOBAHHBIH BapHAHT
0eJKa-aHTarOHMCTAa PelenTopa MHTEpIeHKNHA-1 YenoBeKa, HCIOb-
3yeMbIi B T€palMy BOCHAIUTEIbHBIX 3a00I€BaHUH.

3aknouenue. IpencraBneHHbId KIMHUYECKHUH CITy4aii TTOKa3bIBa-
€T 3HAYMMOCTh HCIIOIB30BaHMs OJIOKATOPOB PELENTOPOB HHTEPIIEH-
KHHa- 1 py Tepanuu 3a00JeBaHMi, pa3BUTHE KOTOPHIX 00YyCIOBIEHO
HeCnenn(pHUIECKUMH BOCTIATHTEIFHBIME (PaKTOPaMH, pE3UCTEHTHBI-
MH K CTaHJApTHBIM METOZaM JICUCHHUSI.

CITYYAN conMnHo-HCEBuonAnmnnﬂgHoﬁ
ONyXonu ronoBKW NOMXXENYOOYHOW XENE3bl

CaBenbeBa M.C., PomaHoBa E.A., PatHukoB C.A.,
Komuna E.WN., LLly6uH H.B., LimbikoBa A.O.
HayuHbIn pykoBoauTenb: A.M.H., npod.

A.B. AnxacoB

HaunoHanbHbIN MegULMHCKUIA UCCrenoBaTenbCKUn LEHTP
3gopoBbs geten MuHsgpasa Poccnn, Mockea

Knouesnbie criosa; demu, oryxorib 205108KU M0OXeTy0o4HOU
JKernesbl, ie4eHue

Axmyansrocms. COMMAHO-TICEBIONANMIIIIPHAS OMYXOJIb HOKe-
JIyJOYHOH >KeJIe3bl OTHOCHUTCS K PEIKUM JOOpOKauyeCTBEHHBIM HOBO-
00pa30BaHUsIM C BBICOKHM MOTEHI[HAIOM 03/10KadeCTBICHUSI, 0COOEH-
HO B JISTCKOM Bo3pacte. [1o TaHHBIM CTaTHCTUKH JaHHBIH THIT OITyXO-
1 cocTaBisgeT 1-2% oO1mero yncia omyxoei SK30KPHHHBIX JKeIé3
1 OKOJIO 5% KHCTO3HBIX HOBOOOPA30BaHUH MODKEITYI0YHOM sKese3bl.
OCHOBHBIM METO/IOM JICUESHHS HA CETONHAIIHNI AEHb SIBISCTCS Paji-
KaJIbHOE XMPYPrudecKoe yaaneHue o0pa3oBaHus, 4To B PsJIE CIydacB
TpeOyeT BBIIOITHEHNE TAaHKPEATOAyOJCHAIBHOH PE3eKIINHL.

Onucanue KIMHHYECKOro ciayyas. JleBouka, 12 e, B sHBape
2022 r. npu BemonHeHny Y3V OproniHoi MoJ0CTH BBISBICHA KUCTA
B NIPOEKIUH TOJOBKH IOMKEITyTOIHON Kene3bl. [ oOciaenoBaHus
¥ JIeueHus peOEHOK TOCIUTATIM3UPOBaH B XUPYPrHUECKOE TOpaKab-
Hoe otjeneHne. Pe6EHKy IpoBeieHO KOMILIEKCHOE 00CIIeI0BaHUE, 110
naHHBIM MPT opranoB OpronIHO# MOJIOCTH: KHCTO3HO-COMUIHOE 00-
pa3oBaHHe TOJOBKH ITODKETYIOUHOH JKele3b! 1uameTpoM 10 30 Mm,
MAHKPEaTHYEeCKUI MPOTOK paciupeH 10 2 MM. PeGEHOK OBLIT KOHCYIb-
THUPOBAH OHKOJIOTOM, OHKOMapKephl (XOPHOHUYECKHUH TOHAI0TPOIINH
4enoBeka, anb(a-heTonpoTernH, HelpoHcenuduieckas eHomasa) B
npezenax HopMbl. C MpeABapUTENbHBIM JHATHO30M TICEBAONAMMNII-
JISIpHAs! OITyXOJIb TOJIOBKH HODKEITYJOUHOI KeJie3bl peOEHOK B3AT Ha
xupyprudeckoe jgedenue. 14.06.2022 mpoBenena onepanus: Jamnapo-
TOMMSI, BU3YyaJIM3UPOBAHO 00pa30oBaHKe, BBIIIOJIHEHa MOpQoIornye-
CKasl 9KCIPECC-UarHOCTHKA. YCTaHOBJIEH AUArHO3 IICEBIOMAIIIIIIP-
HOI OITIYyXO0JIY, B CBS3HU C YEM 6bIJ'IO IMPUHATO PEIICHUE O BBIMTOJIHEHHUH
MaHKPEaToLyOACHAIBHON PEe3eKINHU U HaJIOXKEHHH SHTEPOCTOMBI JUIS
kopmiteHus. ITo aHHBIM MOP(OIOrHYECKOTro HcCiIeI0BaHus: MOphO-
JIOTHYecKasi KapTHHA U UMMYHO(EHOTHIT COJTMIHOM NCEeBIOMAMIII-
JISIPHOM OIyXOJIH MOKEITYI0THOH xKene3bl. OMyXolb He IPOoPacTaeT
B MapanaHKpeaTH4ecKylo KIeT4aTKy, ABEHAIATUIIEPCTHYIO KHIIKY,
00N JKETYHBIA POTOK U OOJBIION TyOneHABHBIN COCOK. B kpae
PE3eKIMH, YAaIEHHBIX NapanaHKpeaTH4ecKuX JIUM(paTHIEeCKUX Y3-
JIax OITyXOJIeBBIE KJICTKU He oOHapyxeHsl. [locimeonepaimoHHbIH 11e-
puon mpotekan maako. Ha 12-e cyTku mocine onepanun peOEHOK ObLT
BBIITACAH JIOMOM.

3axniouenue. Ha 3Tamne npenonepanuoHHOT0 00CIEI0OBAHNS Je-
TSIM C KHCTO3HBIM 00pa30BaHUEM IMOKETYT0YHOMN XKele3bl HeoOXo-
JMMa TIarenabHas qudGepeHraiIbaas AMarHoCTHKa UL INIaHNPOBa-
HUS 00BbEMa OllepaTHBHOTO JieueHus. IHTpaonepaiioaHoe Mopgoo-
TMYECKOE HCCIIEI0BAaHNE HMEET PelIalolee 3Ha9eHNe B ONpeIeNICHIN
00BEMa XUPYPrUIEecKOTo JeueHns. PaqukanisHOe XUPYPrudecKoe Jie-
YeHHE [03BOJISIET IIOJHOCTHIO H3JICUUTD MAUEHTA U JIOJDKHO SIBJISATh-
Cs1 METOZIOM BBIOOpA Jlake TP HEOOBIIHNX pa3Mepax 00pa3oBaHMHs.

* kK
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PSEUDOMONAS AERUGINOSA: KOIMOHU3ALUA
M OLUEHKA KNMHUYECKMX UCXOO0B
NMPU BAKTEPUEMUU

CapeeBa 3.3., HoBukoBa WU.E., TpsinoukuHa A.C.,
Ansiobea H.M.

HayuHbI pykoBoauUTenb: A.M.H., Npod.

A.B. IlazapeBa

HaunoHanbHbIN MeAULMHCKUIA UCCreqoBaTeNbCKUn LEHTP
3gopoBbs getert MuHsgpasa Poccun, Mockea

Knrouesbie crioea: uHghekuuu, 6akmepuemusi

Axmyanvrnocms. UHexuun, BeI3BaHHbBIE P. aeruginosa, IBIsIOT-
¢ cepbE3HOU MpobIeMoi B eIUaTpUUECKO IPAKTUKE. DTO CBSI3aH-
HO C BBICOKOH KOJIOHH3UPYIOIIEH CIIOCOOHOCTHIO JAHHOTO MHKPOOP-
TaHU3Ma U CO 3HAYUTENbHOH CMEPTHOCTBIO MAL[EHTOB.

I]env: oxapakTepH30BaTh KOJIOHU3ALHUIO OpraHU3Ma IpH OakTe-
pHeMHH, aCCOLMUPOBAHHOM C P. aeruginosa, u3y4uTh 0COOEHHOCTH
TeueHUs! UHQEKINH IPU HeOaronpHsTHEIX UCXOAaX.

Mamepuanst u memoowi. IloceB KIMTHIYECKOTO MaTepuaia ocy-
HICCTBJIAJICA HA XPOMOT'€HHBIC MUTATCJIbHBIC CPEIIbI. 06pa3ubl KpOBH
HMHKyOHMpPOBAIX B aHAJIM3aTOPE TEMOKYIBTYp 10 (PUKCAIH POCTA MHU-
KpPOOPTaHU3MOB, 3aTeM NpoOy OTCeBaIM Ha IIOTHBIE IMUTATEIbHbIE
cpenbl ¥ MHKYOHpoBany B TepMocTare. MnenTndukarmio Bo30yu-
TeNs MPOBOAWIN MeTofoM Macc-ciekrpomerpud MALDI-TOF. [{ns
OLICHKU KJIMHMYECKUX JaHHBIX U UCXOIOB HCIOIB30BAIH PETPOCIIEK-
TUBHBIH aHAJIM3 MEUIIMHCKON JTOKyMEHTAIUH.

Peszynomamur. B nepuon ¢ 2014 no 2021 r. 65170 BBISIBICHO
18 ciryyaeB GakTepueMuw, BEI3BaHHOH P. aeruginosa. B 3 ciaydasx
BBICEB CHHETHOMHOM Majouky OBUT TOJIBKO M3 00pa3noB KpoBu. B 2
Clly4asix — U3 KPOBH C MOCIEAYIOIMM €€ BBIISICHUEM C [ICHTPallb-
HOTO BEHO3HOTO KareTepa. Y OJHOTO MalHeHTa, HabIIoqalomerocs ¢
JIMarHO30M MYKOBHCIIHO03, 70 31H30/1a OakrepueMun P. aeruginosa
BBIJIETIAIACH U3 TPaxealbHOTO aclupara B TedeHue 6 Mec. Y 2 manu-
€HTOB OJJHOBPEMEHHO ¢ OakTepreMueli Oblia BBISIBICHA KOJTOHU3ALHS
2 JOKyCOB MOHHTOpPHHTa (3¢B, aHyc). B 7 ciyuasx Gakrepuemus co-
MIPOBOKAATACH KOJIOHU3AIMEH 3 TOKYyCOB (3eB/aHyc/paHa/Mo4a/actu-
par), mpu 3TOM CPOK KOJIOHU3AIMHK ObLT OT 3 10 18 mHeit. Y 3 marwu-
eHToB P. aeruginosa ObUIa BBIIENICHA U3 6 JIOKYCOB — KPOBb W/HIIH
3eB/aHyc/paHa/acniupar/mMoua/OpromHas monocts. CpoKK KOJIOHK3a-
i — oT 4 1o 10 mueit. 13 18 snu3010B OakTeprueMuy, BEI3BAHHON
P. aeruginosa, 5 nmMenu HeOIarONpUATHRIA ucxoA. JuarHos cercu-
ca ObUT YCTaHOBICH B 4 ciyyasx. [Ipu aTom P. aeruginosa KOIOHU3H-
poBaia ot 3 10 6 10KycoB. CpoKH KOJIOHH3AIHH COCTaBILUIHN OT 1 10
17 nueit. Tonbko B 1 cimydae cmepTh HacTynuiaa Ha 30-e cyTku nocie
Gakrepuemuu. B 3 ciaydasx jeTanbHBIH HCXOJ HACTYIHII Ha 2-€ CyT-
k1 GakTepueMuu U B 1 cilydae JgeTaabHbIN HCXOI HACTYNHI B JIEHb
oTpeiesieHNs] GaKTepHEMHN.

3akniouenue. P. aeruginosa npu 6aKTepHEMHN dale KOJIOHH3H-
pyet 3 u Gonee JokycoB. CpOKH KOJIOHU3ALUH BapbUpPYIOT OT 1 10
18 mHeit. OTo MOXKeT yCyryOusITh Te4CHHE OCHOBHOTO 3a00JICBAHMUS,
MIPUBOJIS BO MHOTHX CITy4asX K JieTalbHbIM HcxoaaMm. [Ipu Hamuunm
cerncuca HeOIaronpyusITHEIH HCXOX IPU OaKTepHEeMHH, BHI3BAaHHOM
P. aeruginosa, 4acto HacTymaet Ha 1—2-€ CyTKH.

% %k %k

KNMUHUYECKUN cnquPlpCTPoro TEYEHUSA
LUUTOMEFANOBUPYCHOW MH®EKLIUU
Y HOBOPOXXOEHHOIO

CapceHb6ek M.X., CeprasueBa A4.0.,
XypanbepreHoBa XK. X.

HayuHbI pykoBOoauUTEnNb:

K.M.H., goueHT C.T. Knsarosa

MepguumHckun yHmsepcuteT Kaparangbl, Kaparanga,
Pecnybnvka KasaxcrtaH

Knouesbie crioga: HOBOPOXOEHHbIE Oemu,
uumomeeanosupycHasi UHgbekyusi, duazHocmuka

Axmyanonocme. Llutomeranosupycnas uadpekus (LIMBN), sB-
JSIACH caMOM 9acTo! HH(EKIIMOHHOH (eTomnarneil, IpecTaBiseT ak-
TyaJbHYIO0 POOIeMy H3-3a BO3MOKHOCTH PeaT3alliy TSHKENOTo reHe-
PaNM30BaHHOTO Hporecca, GopMHUPOBaHHS BPOXKAEHHBIX TIOPOKOB Pa3-
BUTHS U MIOTEHIIMAIBHOTO PUCKA PAa3BUTHS XPOHUUECKOHN MATOJIIOTHH.

Onncanue KIMHHYECKOTO cirydast. Pe6EHOK oT 6-1 GepeMeHHo-
CTH, 4-X OIepaTHBHBIX poyoB Ha 31-if Hexene. OTATOMEHHBIH aKyIIep-
ckuii anamHe3s: B 2017 . 3amepiuas 6epeMeHHOCTh B cpoke 11-12 Hen.
BepemeHHOCTH TIpOTEKalla B IIEPBOH IOJIOBHUHE C YTPpO30ii IpephiBa-
HHS1, BO BTOPOIf TONOBHHE OBLITa BBISIBIICHA apTepHANIbHAS THIIEPTEH3HUS
YMEpEHHOH CTeNeH!. 3aiep)kka poCcTa IUIofia, aCCUMeTpUYHAast (opma.
Ha 19-ii menene recranmu npu Y3U quarHocTHPOBAHBI BPOXKIEHHBIN
MOPOK cep/iia — Ie(eKT MeXOKeIyJ0uKoBoii neperopoaku. Ha 31-i
HeJlelle FeCTaluy IPOBEICHO POLOPa3pPELICHUE 110 MEIULIMHCKHUM I10-
Ka3zaHusAM. PeOEHOK pomuics ¢ oleHKoit o mikaine Amrap 7/8, macca
tena 1135 1, qnuHa Tena 33 cM, OKPYKHOCTb TOJIOBBI 26 CM, OKPYX-
HOCTh Tpyau 22 cMm. CocrosHHue peOEHKa TsDKENOe 3a CUET pecnupa-
TOPHBIX HAPYIICHUI ¥ BHYTPUYTPOOHOH MH(PEKINH C MPU3HAKAMH
MOphOo(YHKIIMOHAIFHON HE3PENOCTH Ha (JOHE HETOHOIIEHHOCTH.
Brons neBoro kpast rpyArHBI BEICTYLIMBAJICS CPelHENH HHTEHCUBHO-
cTu cucronmyeckuii mym. [ledens BricTynana Ha 3 ¢M M3-TIOX Kpast
pEbepHoit myTH, cene3éHka He nansnupyercs. C poxaeHns pedEHOK
HaxOIWICS Ha PEKUME UCKYyCCTBEHHON BEHTHJLILUM JIETKMX HOCTO-
SHHBIM MOJIOKHTENbHBIM JaBienreM (CPAP-tepanus), FiO, — 30%.
DHpoTpaxeaiabHO BBoAMICS cypdakrant. CoxpaHsuiach KUCIOpOI03a-
BHUCHMOCTb. Ha 2-e cyTku KoHIeHTparus KUciIoposa Obuia CHIDKEeHa
10 25%. Ha 4-e cyTku nipu ceposornyeckoit IMarHoCTUKeE B KPOBU 00-
HapyXeH nuromeraioBupyc. OcMOTpeH HH(EKIIMOHICTOM, BHICTAB-
neH nuarHo3: Bpoxnénnas LIMBU, aktuBHas daza, Bupemus, ¢ Ipy-
THMH OCJIOKHEHHsIMHU. [IpoBeaeHo iedeHne: HeOMTOTEK 110 2 MJI/KT
1 pa3 gepe3 kaxpie 24 4 N 5, TaHIUKIOBUD 8 MI/KT X 2 pa3a B ICHb
21 nenp (TabneTrpoBaHHas (OpMA FAHCKI WK BHYTPUBEHHO TaHII-
KJI0BUp). Bo Bpems Teparmmu npoBoauiics OHOXMMHUYECKUH aHAIN3
KPOBH C OIPEJIENICHNEM aKTHBHOCTH aJlaHWH- U aCllapTaTaMHHOTPaHC-
(epasbl, ypoBHEil OunupyOuHa, koaryiaorpaMmmsl. B Bospacte 1 mec
15 nuelt mocne npoBenEHHON Tepanuu MOoIy4eH OTPULIATeNbHBIN pe-
3ynbTar uccaenoBanus MeronoMm I1LP na IIMBU B kpoBu, CitoHBI U
moun. Habmronenne y nH(eKIuoHucTa IpOIOIDKEHO.

3akarouenue. Takum 00pa3oM, y HaIIeTO HallMeHTa OBIJIO BBISB-
neHo octpoe Tedenne [IMBU, koTopoe HeOGIaronpusATHO MOBIHSIIO
Ha €ro BHyTPHYTPOOHOE pa3BHUTHE, ITOCIY>KIJIO IPUIHMHON Tperk/ie-
BPEMEHHOTO poJopa3pelIeHus. B cOOTBETCTBUM ¢ COBPEMEHHBIMU
KIIMHIYECKUMHA PEKOMEHalMsIMI OCHOBHBIMH IpeTiapaTaMy ISt JIe-
yeHust BpoxaéHHo LIMBU Obu1i raHIMKIOBHD ¥ HEOUUTOTEKT. CBO-
eBpEeMeHHas THarHOCTHKA ¥ paHHee Hayajo JICUSHNUs] IMEIOT pellaro-
11ee 3Ha4eHHEe B UCXOAE 3a00IeBaHMS.
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OCOBEHHOCTU BPOXAEHHbIX UH®EKLIUA
B COBPEMEHHbIX YCNOBUAX

CapceHbek M.X., CeprasueBa A.0.,
XypnanbepreHoBsa XK. X.

HayuHbI pykoBOaUTENb:

K.M.H., goueHT C.T. Kuzarosa

MepguumHckun yHmsepcuteT Kaparangbl, Kaparanga,
Pecnybnuka KasaxcTtaH

Kniroyesnie criosa: 8poxx0EHHbIE UHGhEKUUU, 3Ha4UMOCMb,
OuasHocmuka

Axmyanvrnocme. IIpodnema BpoxxIEHHBIX HH}EKINH 0000 aKTy-
aJIbHA B COBPEMEHHBIX YCIOBHSX B CBS3U C PACIPOCTPaHEHHOCTEIO U
TSKECTBIO BOCTIATUTEBHBIX IPOLIECCOB, SIBIAETCS OHON U3 BEAYILIUX
B aKyIIEPCKOH MpPaKTUKe, IEPHHATOIOTHH, B CBSI3U C BEICOKUM yPOB-
HEeM HH(OUIMPOBaHUS OEPEMEHHBIX, POXKEHHI] X POIIIBHHII, OITACHO-
CTBIO HapYIICHUS Pa3BUTHS IUIOJA ¥ POXKICHUS OOIBHOTO peOEHKa.

Lens: onpenennuTs TUHAMUKY 3a00J€Ba€MOCTH U CTPYKTYpPY
BPOXIEHHBIX HHPEKLHI Y HOBOPOIKAEHHBIX.

Mamepuanst u memoowi. Hamu IpoBei€H peTpOCTIeKTHBHEIIN aHa-
JIU3 UCTOPHI Pa3BUTHU HOBOPOXKAEHHBIX B MIEPHHATAILHOM IIEHTPE.
Bbuta n3yuena quHaMuKa 3a00J1€BaeMOCTH BPOXKAEHHBIMYI HH(EKIIHS-
MH 3a 3 ropa. beutn npuMeHeHsl MeTOAbI KITMHNYECKOH ANarHOCTH-
KU BPOXKIEHHBIX MHEKIMH 1 00CIeJOBaHHE C HCIIOIB30BAHHEM UM-
MyHO(GEPMEHTHOTO aHaJIM3a U ITOJIMMEPa3HON HETHOH peakIuy Kpo-
B, MOYH, CITFOHBL

Pesynomamei. YCTaHOBIIEHO, YTO JHArHOCTHKA BPOXKAEHHBIX
vHOEKIMH B HaIlel o0acTH yBeIHYMIach B 6,5 pa3a u cocraBuia
14,3%. B cTpyKkType BpOXKIEHHBIX HHOEKIHIA TPOIOKACT JIUAUPO-
BaTh [UTOMeranoBupycHas nHpeknus (LIMBU), mpuuém BeIsBISIC-
MOCTb €€ BO3pociia MouTH B 2 pasa u coctaBuiia 84% mnpotus 44,6%
B 2019 r. B cTpykType BHYTpHYTPOOHBIX HH(EKIUH Ipeodianany
mononHpekuuu (61,6%) Han Mmukct-uHpexuusamu (38,4%). Benen 3a
IIMBMU no yacrore cnenyet repreruueckas nadekuus (BIIT), koro-
past Oblta BEIIBIIEHA B 16% cimydaeB. bompmmas yacte MUKCT-HHpEK-
it (75%) Taxke OblIa MpecTaBIeHa reprecBUpyCHBIMU HH(EKIUs-
mu (UIMBH + BIIT'), acconmanust LIMBU ¢ Mukoruia3MeHHOM HH(EK-
1ueii Oputa oOHapyxeHa B 25%. XnaMia103 ¥ TOKCOIIa3Mo3 He ObLIH
JMarHOCTUPOBAHBI HU B OHOM ciydae. TakuM o0pa3oM, B CTPYKType
BYWU npeBanupoBanu repriecBUpycHbIe HHPEKIHU. [ eHepaan30Ban-
HOE TeYCHHE BPOXKIEHHBIX NH(EKIMH 3HAYUTEILHO YMEHBILIIIOCH C
21% 10 6%. Crana yamie BcTpeyarhes KIIMHAKA O€CCHMIITOMHOTO HO-
curensctBa LIMBU (24%), ymeHbIIMIACH IETAIBHOCTD, YTO CBUIC-
TEIbCTBYET, BO3MOKHO, 00 YIIy4IIEHUH AUarHOCTHKU Ha PAaHHUX dTa-
Tax pPa3BUTHS, TIPU CBOEBPEMEHHBIX OCMOTPaxX OEpEMEHHBIX C IIpUMe-
HEHHeM KimHuuYeckoro nporokosna LIMBU y nereit.

3aknouenue. CTpyKTypa HHOEKIIMOHHON ITaTOIOTHH YEJIOBEKa B
HOCJIC/THNE TO/IbI IPETEepIIesia CYIECTBEHHYO SBOJIIOLIHIO, CPEIH KOTO-
PBIX 0c000€ MECTO 3aHMMAIOT TaK Ha3bIBaeMbIC BO30YIUTENN OIIIOPTY-
HUCTHYECKNX MH(eKIHid, B ToM uncie [IMBU. [Ipo6iaema BpoxaEH-
HBIX HH(EKIMI Ha COBpEMEHHOM 3Tare TpedyeT pa3padoTKu U BHe-
JPEHUS] MEPOTIPUATHH 1O YITyUIIEHHIO HHAEKCA 370POBbS )KEHIINH,
CHI)KEHHUIO YPOBHs 3a00JI€BaHUH, TEPearOIINXCS OJIOBBIM ITYTEM.

PUCK PA3BUTUSA CEPOEYHO-COCYOUCTbIX
OCNOXXHEHWUW NPU NEYEHWUM NEUKO3A Y OETEN

CaxunrapaeBa U.P.
HayuHbIn pykoBoauTensb:
K.M.H., goueHT U.H. YepesoBa

KazaHckuin rocygapCTBEeHHbIN MeAULMHCKUIA YHUBEPCUTET
MuHsgpasa Poccnu, KasaHb

Knroueenbie criosa: 0emu, relikos, nedyeHue

AxtyanpHOCTE. COBpeMeHHas! Tepamnusi OOJBHBIX OCTPHIM JIeH-
KO30M SIBJISIETCSl BEICOKOTEXHOJIOTUYHOI TPOIeypo, NpUMEHEHHE
HOBBIX TE€PAIeBTUUECKUX CTPATET il MO3BOIMIIO CYIIECTBEHHO yITyd-
HIUTh Pe3yabTaThl Teparnuu. OQHAKO MPHIMEHEHUE HOBBIX JIEKAPCTBEH-
HBIX CPEZCTB U TEXHOJIOTHI BBI3BIBAET CIIeNU(UUECKIE PacCTPOICTBa,
910 TpeOyeT OT Bpaya MX CBOEBPEMEHHO ANArHOCTUKH W KOPPEKIINHL.

Onucanue knunuueckoz2o ciayuas. Jlesouka I1., 12 ner, Haxo-
JUIach Ha JICYCHUHU B OTJEICHUH OHKOT€MATOJOTHH C JUATHO30M:
Ocrpeiii tumdoOIacTHbIN Jieliko3, common-Bapuant, CNS — Hera-
tuBHBIA. Pred — good-respond. Pemuccus I. [Iporpamma ALL IC —
BFM-2009. Protocol II. [TonnepsxuBaroras Tepanusi. JunarannoHHas
KapauoMmuonarus coueranHoro resesa ¢ HK 2b-3 craguu. Jluaraos
OBLT BBICTABIICH HAa OCHOBAaHWUHM kajio0 ((peOpuibHas TeMIepaTypa,
c1aboCTh, BSUIOCTH) HAJIMYUSI HHTOKCHKAI[HOHHOTO, FeMOpparuye-
CKOTO, aHEMUYECKOTO CHH/IPOMOB U JAaHHBIX aHAJM30B: JICHKOIIUTO3
81,7 x 10%/1, rpomGouuronenust 24 x 10°/n, Hamu4yne GIACTHBIX Kile-
Tok 41% B nepudepudeckoii kposH, B KoctHoM Mo3re 80%. [Ipu 06-
ClIeIOBaHUH OOJILHOM MO AaHHBIM 3JIEKTPOKapAHOTpadHH U IXOKap-
JIMOCKOITMH IAaTOJIOTHU He oOHapyxeHo. JIleBouka B3sTa Ha JICUCHUE
o mpotokorry ALL IC-BFM 2009, uaTeHCHBHASA 9aCTh KOTOPOTO CO-
cTaBiseT 6 Mec, 3aBepiumiach B Mae 2020 r. B mporpaMmy npoTtoko-
J1a BXOJWJIN aHTPAIUKIMHBL, 00Iaqarone KapAnoTOKCHYHOCTBIO.
C urons 2020 . 6ompHast OblIa IepeBeicHa Ha TOJICPKUBAIOLIYIO Te-
panuio 6-MepKanTomyprHHOM U MeToTpekcatoM. B cenTsiope 2020 .
MOSIBUITCH 7KaJI00BbI Ha cIaboCTh, OIIyNICHUE cepALneOneHus. Yuu-
TBIBasl BHUIBJICHHBIE M3MEHEHHUS ¥ BBICOKYIO BEPOSITHOCTD Pa3BHTHS
M0OOYHBIX (P (PEKTOB aHTPAIMKINHOB OBUIH MPOBEICHBI HEOOXOMH-
Mble oOcnenoBanus. [Ipu snexrpoxapauorpaduu Obu1a 0OHApYXKE-
Ha CHHYCOBasl TAXHAPUTMHS, THIEPTPO(US JEBBIX OTIEIOB CEpPA-
ra. IIpu 3X0KapIHOCKOIHNN YCTaHOBIEHO CHIDKEHHE COKPATHUTENb-
HOH CIIOCOOHOCTH MHOKAap/a JIEBOTO KEJYI04Ka, JUIaTalus JIEBBIX
OT/IEJIOB CEepJIia U MPABOTO JKEeIyJoUKa, IPH3HAKH JIETOUHON THIep-
ten3un. Conepxanue Mapképos B kpou: NT-pro BNP 4642,0 rir/mu,
tpononuH 0,214 ur/mit. J{ns yTouHeHus [uarnosa OblUia IpoBeaeHa
MarHUTHO-PE30HAHCHAs TOMOTpadus Cepla, Py KOTOPOH BBISBIIE-
HBI U3MCHEHUS], XapaKTepHBIE IS TOKCHIECKOTO ITOPaKEeHUsI MUOKap-
J1a 000HX KETYIOUKOB.

3akniouenue. Tlpu UCHONB30BAaHNY AHTPALMKIMHOB B JICYCHUH
JeTelf UMeeTcs pUCK BO3HHUKHOBEHHS CyOKIMHNYECKOH TUCQYHK-
LMY JIEBOT'O JKEJIyA0UKa, apUTMHUH, KapauoMuonaTui. [lockonbky aH-
TPAIUKIMHBI IMEIOT KyMYJISITUBHEIE CBOICTBA, 3TO TpeOyeT OT Bpa-
Ja CBOEBPEMEHHOMN JMAarHOCTUKH M KOPPEKINH CTIEIU(PHIECKUX pac-
CTPOWCTB, a TAaK)K€ MOHUTOPHUHI KapAWOBACKYJISIPHOH 0OJIE3HH IO
3aBEPIICHUH TEPAIUHL.
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

FrEHOTUMN-®EHOTUMUNYECKUE XAPAKTEPUCTUKMN
MATOMEHHbLIX HYKNEOTUAHLIX BAPUAHTOB
C.3697C > TW C.772G > ATEHA MYBPC3Y OETEN
C KAPOAMOMUOMATUEN

CumakoBa C.0O., NaHpaeBa J1.A.
HayuHbin pykoBoauTens: A.6.H. K.B. CaBocTbsAAHOB

HaunoHanbHbIN MeAUUMHCKUIA UCCreqoBaTeNbCKUn LEHTP
3gopoBbs getert Munsgpasa Poccun, Mockea

Kntouesbie criosa: demu, kapOuomuonamuu, HyKieomuoHble
eapuaHme|

Axmyanvnocmeu. IlaTorennsie BapuanTsl reHa MYBPC3 MoryT
BBI3BIBATh runeprpopuueckyro kapauomuonaruio (F'KMII) y ne-
TeH, 3a4acTyIo ¢ KHU3HEYTPOXKAIOMIMMH HAapYIIEHUSIMU PUTMa CepALa
(HPC), a Taxxe SIBISATHCS MPUYMHON HEKOMITAKTHOTO MHOKap/ia JIEBO-
ro xenynouka (HMJDK) u pexxe — annatanimoHHON KapIHOMHOIIATHH.

Lenw: onucarh BapuaHThl KapAUOMHUOIIATHH, BBI3BAHHBIX I1aTO-
TeHHBIM HYKJICOTHIHBIM BapuantoM c.3697C > T (p.Q1233) u ero
COYeTaHHEM C MAaTOTeHHBIM BapuaHTtoM c.772G > A (p.E258K) B re-
He MYBPC3 y nerei.

Mamepuanst u Memoost. MeTooM CEKBEHUPOBAHUSI HOBOTO I10-
KOJICHUS BbIsIBJICHBI |1 MalMeHToB ¢ naTroreHHbIM BapuanToMm ¢.3697C
> T (p.Q1233) B rene MYBPC3 3a nepuon ¢ 2016 mo 2022 r. cpenu
naruentoB ¢ KMII, npoxoauBmiux oOciieioBaHUE B KapIMOJIOTHYE-
CKOM OTJIeJICHUH. BoNbHBIM OBIIO IIPOBEEHO 00CIIEeI0BAaHNE, BKITIO-
YaBlIee 9X0KapaAnorpaduIo, MeKTpokapauorpadio, MarHUTHO-pe30-
HAHCHYI0 ToMOrpaduo cepana (3a UCKIIOYCHUEM TallueHTa 2 JieT),
ompezieNieHne coaepkanusi N-TepMHHAIBHOTO MPONENTHIA HATPHii-
ypetndeckoro ropmona (NT-proBNP, Hopma 10 62 nir/mi1) B KpOBH.

Pesynomamur. Ilatorennsiit Bapuant ¢.3697C > T (p.Q1233)
Bepu(UIMPOBaH Kak npuunHa 3a0oneBanus y 10 6onpHbix ¢ 'KMIIT
(9 mansamKoB, 1 neBouka). B 1 cirydae (neBouka) nmeno MecTo code-
TaHME ABYX MaTOT€HHBIX BapHaHToB: ¢.3697C > T (p.Q1233) u c.772G
> A (p.E258K) rena MYBPC3, o6ycnosusiiee HMJIXK ¢ qunaranyon-
HBIM (DEHOTHUIIOM U PECTPUKTUBHON reMOANHAMUKOH. XKamoOs! BKITIO-
yaiu (n = 11) CHW)KEHUE TONEPAHTHOCTH K (U3MUYECKOIM Harpyske ¢
Pa3BUTHEM OJIBIIIKH, IIEPUOANISCKH BO3HHUKAIOIINE OOIH B TPYyIXHOIT
KieTke, yqaménublii putM. [loBbimenne konuenTpauuii NTproBNP
ObLI0 y Beex manueHToB (cpexHee 3HaueHne 1221 nr/mir). HPC Brico-
KUX TpaJaliii 3aperucTpupoBansl TonbKo y 2 aereit ¢ ['KMIT; pazmny-
HBle HapYIICHUs NPOBOAsIIEH cucTeMbl — y 8 manueHToB. CpenHss
TOJIIIMHA MEXOKENTyI0uKkoBON neperoponku y nereit ¢ 'KMII cocra-
Bua 20 mm (8,9-35,5 MM), y 2 uMena MecTo JIaTeHTHasi OOCTPYKLUS
BBIBOZTHOTO OTJIEJIa JIEBOTO Kerynouka (23-34 MM pt. c1.). Y 1eBOUKH
¢ HMJIX c poxxnenns tsoxénoe teauenne XCH, arpuomeranus, anna-
TaIMsl JISBOTO JKEJTYI0YKA C €r0 HU3KOH COKPAaTHUTENILHOH CIIOCOOHO-
CTBIO, ANACTONIMYECKas! AUCQYHKIHS 110 TUITy PECTPUKTHBHON. Du-
6po3 muokapaa npucytcTByeT y 10 mauuentoB. HebnarompusitHbx
coObITHIf He 3aperucTpupoBano, nanuenTsl ¢ I'KMII nomyyaror Te-
pamnuto Gera-6nokaropom, neBouka ¢ HMJDK — 6asuchyro mo XCH.

3axnouenue. 1llnpokast BaprabeabHOCTE PEeHOTHIIA KapIOMHO-
MIaTHH TIPU OTAETBHBIX MyTalusX 00yCIOBIMBAET HEOOXOIHMMOCTh MO-
JIEKYJISIPHO-TEHETUYECKON BepUPHKAIINY, U3yUESHHS Ka)JI0TO CIIydast
3a00JIeBaHus AT YCOBEPIISHCTBOBAHHS ITOAXOAO0B K JICUCHHIO, B TOM
qHCIle — pa3paboTke FeHHON Tepanui.

AEBIOT N TEHEHUE HEOHATAJIbHOW ®OPMbI
NPOMUMOHOBOWU ALIMOYPUU

CokonoBa A.B., llanuHa A.A., Abgynnaesa J1.M.
HayuHble pykoBogutenu: aA.M.H. T.B. ByuiyeBa,
A.M.H., npod. J1.M. Ky3eHkoBa

HaunoHanbHbIN MEANLIMHCKUIA NCCreqoBaTeNbCKUN LEHTP
3nopoBbsa aetert Munsgpasa Poccun, Mocksa

Knouesnie criosa: demu, nponuoHosas ayudypus,
OuasHocmuka

Axmyansnocmes. Ilponuonosas anunypus (ITA) — aytoco-
MHO-PELECCUBHOE HaCJIEACTBEHHOE 3a00JIeBaHUE U3 TPYIIIBI Op-
TaHUYECKUX alUAypHi, 00yCIOBICHHOE NePUIIMTOM IPOMHOHMII-
KoA-kap6okcuiassl, HapyleHneM MeTaboI3Ma n30JeiiHa, BajInHa,
TPEOHHHA, METHOHWHA U XHUPHBIX KUCIOT C HEYETHBIM YHCIIOM aTo-
MOB yIiepoza U xosectepusa. Pacnpocrpanénnocts 1A B Poccun
HEeW3BeCTHa, B cTpanax Esponsl cocrasuser 1 : 100 000, B CILIA —
1:242 741. HeonaranbHas ¢popma [1A MaHubecTUpyeT 0CTphIM KH3-
HEYTPOKAIOIIIM METa00IMIeCKUM KPH30M Ha 1-if Hefelie )KU3HH.

Onucanue KJINHHYecKoro cay4yas. Knuandecknit cmydait
(manpunk 1 rox 3 Mec) oTpaxkaeT XapaKTepHYIO KIMHUYECKYIO Kap-
THHY HEeOHaTaJlbHOTrO 1e6rota ITA 1 BO3MOXHOCTD IOJIOKUTEIBHOM
JUHAMHUKH Pa3BUTHS MAlMeHTa Ha pOHE CBOSBPEMEHHOTIO U aJIeKBaT-
HOTO JIedeHUs. B aHamMHe3e )KM3HM HAIIeTO MalldeHTa OTCYTCTBYIOT
yKa3aHHs Ha (PaKTOpBI pUCKa KaKUX-THO0 HACIIEICTBEHHBIX 3a001eBa-
HUH. B cembe ectb crapmmii 3n0poBblii ped€nok. Ham nmarment ot 2-if
0OepeMEeHHOCTH, TIPOTEKaBIIEH 0e3 0COOCHHOCTEH, 2-X eCTECTBEHHBIX
CPOUHBIX pozoB, Macca Tena 4200 1, JyinHa Tena 56 cM Ipu poxe-
HUH, OLICHKA 10 Arrap 8/9 6aiioB, HHUITMHPOBAHO IPYAHOE BCKAPM-
nuBanue. Ha 3-u cyTkH coCTOsIHHE HOBOPOXKAEHHOTO YXYALIMIOCH 32
CYET CUMNITOMOB MHTOKCHKanuy: yraerenne [{THC, oObmibHbIE CpBITH-
BaHUS, YIaIEHHBIN CTYyII, HKTEPUIHOCTH KOXKHBIX TIOKPOBOB, TTATOJIO-
rudeckas yobuib Maccsl Tea. Ha 13-e cyTku B CBSI3H C pa3BUTHEM JIbI-
XaTeNbHOI HeZI0CTaTOYHOCTH, YTHETEHHEM CO3HAHUS BIUIOTH JIO0 KOMBI
NanuMeHT nepeBe)léH B p€aHMMAllMOHHOE OTACJIICHUE, T€ BIICPBBIC 6bI—
JIM BBISIBJICHBI runiepaMMonueMust (1315 MKMOIIB/IT) M THIIOTIIMKEMUSL.
Hauate! nckyccTBeHHAsI BEHTUIIALMS JETKUX U TTOJTHOE MTApEHTEPallb-
HOe NUTaHKe u3 pacuéra 6enka 1 I/kr Maccel Tena. B kpoBu 1o Hava-
712 MHQY3HOHHON Tepanuyu 00HapyKEHO MTOBBIIICHHE KOHIICHTPALlUH
aJlaHKMHA, TIIMIUHA, JeinnHa/u3oneiiyna, Bamuaa, C3 u C0O, B Moue
3HAYUTETHHOE YBENNUCHNE TPONHOHIINIHIIIHA, METHIIIUTPATA, ITO
BBICOKO BeposiTHO 1uisi [TA. Ha oHe HHTEHCHBHOM Tepanuu U BBe/e-
HUSI TIPETIapaToB, CHIDKAIOIINX YPOBEHb aMMHaKa, COCTOSIHUE CTa0u-
JM3MPOBANIOCH, HAYATO YHTEPATBHOE MNTAHKE CLEKEHHBIM TPYyIHBIM
MOJIOKOM U CIICIIMIN3UPOBAHHOM CMEChIO HA OCHOBE aMUHOKHCIIOT
0e3 MeTHOHHHA, TPEOHNHA, BanuHa, n3oneinuHa (AKC) u3 pacuéra
obmiero 6enka 1,8 r/kr, 13 HEX Oenok rpyaHoro monoka 1 AKC B co-
orHomenuH 1 : 1. J/laHHOe JIeueHne TPOBOAMWIOCH 110 MECTY JKHUTEIIb-
ctBa. B Bo3pacte 1 mec pe6&HOK rocniutanusuposad B HUU nenua-
TpUH, TA€ MPOROIDKAN NONIY4aTh JUETOTEPANHIO, KAPHUTHH, TEPAITHIO
METPOHHAA30I0M IPEPHIBUCTHIMU KypCaMy, ObLI yCTaHOBIEH Apo0-
HBII 4aCTBIN PEeXKUM KOPMIICHHUH 0€3 HOYHOTO TIepephIBa, OIKIII0Ye-
Ha Teparis KapIiIFoOMOBOH KHUCIIOTOH IJIst HOAEPKAHHUSI HOPMAJIEHO-
ro ypoBHA aMMuaka KpoBu. Jluarnos I1A 6but moaTBepxaEH MeTO-
JIOM TIPSIMOTO aBTOMaTHYECKOTO CEKBEHHPOBaHUs 1o CoHrepy reHa
PCCB, BbIBICHBI HYKJICOTHUIHBIE 3aMeHEI ¢. [ 540C>T u ¢. 16064>G
B KOMITayH/I-T€TEPO3UTOTHOM COCTOSIHHH, OIMCAHHBIE KaK IaTOreH-
HEle B 0a3e manabpix HCMD. O6cnenoBanue ponuTenei mokasano,
4TO MaTh SABJISETCS HOCUTENEM HyKJIEOTUAHOM 3aMeHsl ¢. [ 540C>T B
TeTepPO3UTOTHOM COCTOSTHUH, OTEIl ¥ CTapIINi IPoOaH]] — HOCHTEIH
¢.16064>G. Ha done neyeHnss 0TMEYaIOCh CHIDKCHHE aMMHaKa 10
46-90 MmMoIIB/11 (HOpMa), IPOITHOHWINININHA 10 pedepeHCHBIX 3Ha-
yeHuil. Bo BpemMs MOBTOpHOH rocrnuTanu3anyuy B Bo3pacTe 7 Mec B
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CBSI3M CO CTOHKOW aHEeMUEH, SIBJIIOIICHCS OTHUM U3 CUMITOMOB [1A,
K Tepanuu 1o0aBeHBI Mperapar Keiae3a u SpUTponod’THH. Bo Bpe-
MS OYepeIHOI rocnuTanu3auuy B Bo3pacte 1 rox 2 Mec KOHCTaTUpo-
BaHO a/IeKBaTHOE (PM3UIECKOE M ICHXOMOTOPHOE pa3BUTHE peOEHKa.
B MexrocnuTanbHbIe NEPHOABI OTMEYATNCH 2 METAOONNYECKUX KPH-
3a cpelHel CTeNeHH TshKkecTH Ha (oHe npopesbiBanus 3yoos u OP-
BU, xoTopsle yranoch KymiupoBaTh ¢ IOMOIIbIO HH(Y3UOHHOU Tepa-
MU, PeaHNMAIMOHHBIX MEPONPUATHI He moTpedoBanock. B ceszu ¢
HOpManu3alyeil ypoBHs reMoIo0MHa Bpad 110 MECTY XKUTEJIbCTBA OT-
MEHUII 5PUTPOIIOITHH U Ipernapar xejesa, OfHaKo uepes 2,5 Mec 1o-
BTOPHBIE aHAJIM3bl BHOBb BBIBUIM T'HIIOXPOMHYIO aHEMHIO CpeIHEN
creneHu. JlonomHUTENIPHOE 00CIEI0BaHNE OKA3aI0 HAIMIHE XPO-
HHYECKOTO TyOyIOMHTEePCTHLHAIBHOTO HedpuTa 2 cTamu, 4To SIB-
nsercst xapakTepHbiM s [1A. B HacTosmumit MOMEHT peOEHOK ¢ He-
oHaTalbHbIM 1e6t0ToM ITA nposomxaeT nomyyars Ha3HAYEHHYIO JTH-
€TO- U MEIUKaMEHTO3HYIO TEPAIUI0, HAXOAUTCS MO JUHAMUYECKUM
HaOITIOIEHNEM CIIEIHAUCTOB.

3akmiouenue. OueHb BaXKHO NPOBEJCHIE CUCTEMATUIECKOIO KOH-
TPOJISI METaOOINIECKUX OTKIOHEHHH, COCTOSIHHUS BHYTPEHHHX Opra-
HOB M CBOCBPEMCHHAsA KOPPEKIUS BBISBICHHBIX HaprJCHI/IP'I. Csoe-
BpPEMEHHasI TMarHOCTHKA, TAKTHKA HHTCHCUBHOU U JJOJITOBPEMEHHOM
Tepamnuu, AUCIAaHCEPHBIH KOHTPOIb MO3BOJISAIOT HE TOJIBKO COXPAHUTD
PeOEHKY *KN3Hb, HO U 00ECIIEUUTh €My COOTBETCTBYIOIIEE BO3PACTY
HEPBHO-TICUXUYECKOE I MOTOPHOE Pa3BHUTHE.

& %k ok

OCOBEHHOCTU TEYEHUA TEMOPPATMYECKOM
NUXOPALKN C TSXKENBIM NOYEYHbIM
NOBPEXAEHMEM

ConTtaHoBa P.A.

Hayu4Hble pykoBoguTenu:
A.M.H., npod. A.A. KopcyHckui,
A.M.H., npod. 1. CmnpHoBa

MepBbIt MockoBckuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuepcuteT um. .M. CeyeHoBa MuH3gpasa Poccum
(CeueHoBckuii YHuBepcuTeT), Mocksa

Krirouesbie criosa: demu, eemoppazuydeckas nuxopadka,
rnospexxoeHue rnovyek

Axmyansnocme. I'eMopparudeckas IMXOpajika ¢ HOYEUHBIM CHUH-
npomoM (IJITIC) — ocTpas BUpyCHas IPUPOAHO-04aroBast 00Ie3Hb,
TIPOTEKAIOIIAs C BBICOKOM JIMXOPAAKOH, BbIpQ)KEHHOM MHTOKCUKALIUEH,
reMopparn4ecKiM CHHAPOMOM H TSDKENBIM IMopakeHueM nodek. Hamr
KIMHUYECKUH ClTydail IpeCTaBIIeTCs aKTyadbHBIM JUIS TTOBBIIIE-
HUSI KOMIIETEHTHOCTH [IeIMaTpoB B JUarHocTuke u jedenuu [JIIIC.

Onucanne KIMHUYECKOTO cay4as. JleBouka, 12 net, 6oeeT
9 nHeil, moBbIIeHHe Temmepatypsl Tena 1o 40°C. Peota no 3 pa3 B
CYTKH U KammieoOpasHelii CTyi 10 2 pa3 B cyTkH. JXKamyeTcs Ha 60n
B XMBOTE C UppajuaIiell B 001acTs MOACHUIBL. B cBs3M ¢ yxymme-
HHEM COCTOSIHUS 00JIbHast OblIa T0CTaBIeHa B IPUEMHOE OT/IEIeHHE
JTKB Ne 9 mm. I"H. Criepanckoro, 1eBOUKY HalpaBUIH B HHPEKIU-
OHHOE oTzieneHue. M3 aHaMHe3a BBIABICHO, UTO 3a 2 HeJ 10 HaJania
3a00eBaHMsT HEOAHOKPATHO KyIlajlach B OTKPHITEIX BojoéMax. Kon-
TaKTBhI C )KHBOTHBIMU OTpuInaeT. COCTOSTHUE TPH MOCTYIUICHUH TSDHKE-
JI0€ 32 CYET BBHIPAKEHHOH MHTOKCHKAINH, 00J1€BOr0o abIOMUHAIBHO-
TO CHHAPOMA, BsUTOCTH. [0 TShKecTH CoCTOSHUS IeBOUKa OblTa Iepe-
Be/IcHa B OT/EJICHUE peaHuMallu U HHTeHcuBHOM Tepanuu (OPUT).
Ipu mocrymnennn — a3oremust (ModeBHHa 13,3 MMOIB/JI, KpeaTHHUH
234,66 MxMonb/1), npotennypusi — 17,8 r/n, abnomMuHabHbIH Oore-
BO# CHHJIpOM, Jerkoruto3 18,44 Thic/MKII, HEHTPOGDUIE3 MaI0uKO-
SIIEPHBIN cABUT BIIEBO 10 18%, MoHOINTO3 16%, TpOMOOLUTONICHHUS
(53,4-60,9 TeIc/MKIT), coneprkanue C-peakTHBHOTO Oenka — 52,3 /11,

YPOBEHb MPOKATBIIMTOHUHA B KpoBH 1,79 Hr/n. [lnype3 — 1,2 Mi/kr/4.
[Mpunsto pemenue o Heooxoqumocty uckmodeHus [JIIIC u nposene-
HHUH Noucka nHpekunoHHbIX areHToB. B OPUT y GonbHO# oTMedeHO
HapacTaHHE a30TEMUH U YMEHBILCHUE JUype3a, COUeTaroIeecs KIu-
HHYECKHU C YXYAUIEHHEM CaMOYyBCTBUS, BSUIOCTBIO U COHIMBOCTBIO.
OIHOBPEMEHHO BBISIBJICHO HapyLIeHUE CTPYKTYphl U (QyHKIHH ITO-
4eK 10 JaHHBIM Y3U: 5X0IpU3HaKN yBEIHYEHHS Pa3MepPOB ITOYEK CO
CHI)KEHHEM KOPTHKO-MeY/UISIPHOM An(depeHIIMPOBKY H HapyIICHH-
SIMH [IOY€YHOTO KPOBOTOKA, 3XOT'€HHBIC MUPAMUJIKH, YTONIIEHHNS T1a-
PEHXUMBI ¢ 00eux cTopoH. Jlanee HabIIOAAI0Ch MPOrPECCHPOBAHUE
octporo nospexaenus nouek (OITIT) mo 3 ctanuu B COOTBETCTBHH C
KIMHIYECKUMH MPAKTHIECKIMU PEKOMEHIAMSIMU IO OCTPOMY II0-
yeyHomy nospexaeHuio (KDIGO), HapacTanue a30TeMuu B AUHAMHU-
ke (MoueBuHa ¢ 22 —25,4 Mmons/11, kKpeatHuH 574,31—635,31 Mk-
MOJIB/J1, onurypust B Tedenue 12 4 — 0,5 Mit/Kr/4), MosiBICHUE OTEY-
HOTO CHHJIpOMAa U MeTabOINYeCKUX HapylIIeHUH, YTO yKa3bIBaJoO Ha
BBICOKYIO BEPOSITHOCTh ()OPMUPOBAHMS MOKA3aHUH K 3aMECTHTEIbHON
noueunoi Tepanuu (3I1T). YuutsiBas orcytcTBre 3¢ deKTa oT Tepa-
[IUY ¥ HaJIW4ue NoKa3aHui, Ob110 npuHsTo pemenue o 3I1T B pexu-
Me reMouadGuIbTPali NOCTOSHHON (IPOJOIKUTEIBHON) BEHO-Be-
HO3HO# (continuous veno-venous hemodiafiltration (CVVHDF) 6e3
AHTUKOATYIISIWY, T.K. 60JbHON MPOBOAMIACH AHTUTPOMOOTHIECKAST Te-
panus ¢pparmuHOM B 03¢ 200 en/kr/cyT B 2 BBeneHus. Ilog koHTpo-
nem UCC/A/l/catypamuu mocie yCTaHOBKH ABYXXOJOBOTO THATIM3HO-
IO KareTepa B MpaByro OcapeHHYI0 BeHy, Hadata nporuenypa CVVHDF
Ha anmapare «Prismaflex» cer ST100 co cnexyrommmu napamMeTpa-
MH: CKOPOCTb KpOBOTOKa — 120 MJI/MMH; CKOPOCTH AHaIN3aTa —
750 mut/a; 3amentaromuii pactBop — 650 Mur/4; yasTpaduisTpanys
— 100 mn/4; no3a admroenta — 43 Mi/Kr/4, 6€3 aHTUKOATYJIALUH.
Yepes 9 u 24 mun 31T ObUI0 BBIMOIHEHO MIIAHOBOE 3aBEPIICHHE MTPO-
uexypsl CVVHDF mon konTponem UCC, Al u carypammu. [locne
IPOBEIEHHOTO CEaHCa YCTaHOBJICHO YMEHBIICHNE a30TEMHH — MOYe-
BUHA — 16 MMOIB/I1, KpeaTnHuH — 381,32 MKMOJIB/JT ¥ HapacTaHHe
quypesa. B nuHamuke — fanbHelIee yMEHbIIEHUE COAEPKAHUSI MO-
4eBUHBI — 15,2 MMOJIB/1T 1 KpeaTHHIHA — 264 Mrmonb/i1. [Ipn Y31
MOYEK OTMEUEHA ITOJIOKHUTEIbHAS CTPYKTypHAsI AMHAMHKA. AHAIN3BI
Ha POTaBUPYChl, HOPOBUPYCHI, CATbMOHEIUIBI, KAMITMIIO0AKTEPUH, IIIH-
TeJUThl, Ha KUIeYHble nHdekn, mucrepruo3, COVID-19 6pum ot1-
punarensHel. ViccnenoBanue kana Ha Enterobius vermicularis — mio-
JIOKUTEINIFHO, IPOBEJICHa aHTUTeIbMUHTHas Tepanus. [Ipu nmposene-
HUH HETPSIMOH peakuyu nMMyHodmoopecenn K supycy [JITIC
OBLT BBISIBIICH IIOJIOXKUTEIBHBI pe3ynsTar K Bupycy [JIIIC — tutp
1:1000. Takum 06pa3zoM, Ha OCHOBaHHU aHAMHE3a U KIIMHUKO-J1a00-
PaTopHBIX JaHHBIX BbIcTaBieH auarHo3: [JIIIC, nonuypuueckuii ne-
puox, Txénas Gopma. B cBs3M ¢ yiydiieHneM COCTOSHUS IAICHTKY
nepeBeld B MHQEKIHOHHOE OT/ENEHHE IS MPOJOIDKEHUS MEUKaMeH-
TO3HOTO JIEYEHHMsI, BKJIIOYasi aHTHOAKTepHaIbHYI0, GUOPHHOINTHYE-
CKyI0, MHQY3HOHHYIO Tepanuio. 3aTeM OosibHas ObLIa BBIMHCAHA C
yiIydIlIeHHeM I10]] HaOJIofAeHHe NeuaTpa, Hepoora, racTpodHTe-
poJIora B COOTBETCTBHH C PEKOMEH/IAIIHASMH.

3axnouenue. JlaHHBII KITMHAYECKUH CIydaii IIOKa3bIBAET, YTO B
Hacrosee Bpems [JIIIC moxeT BcTpedarses y IeTell B HedHAEMUY-
HBIX 30HaX. B CBA3M ¢ 3TUM ClleqyeT yBeIHIUTh OCBEJOMIEHHOCTD
Bpaueil o I'JIIIC u cBoeBpeMEHHO ITPOBOIUTH PaCUIMPEHHbIH AUarHo-
CTHYECKHH MOUCK, T.K. €€ CHMIITOMAaTHKa HeclienududHa, a mpoBesie-
Hre qudepeHIMaNbHOr0 HarHo3a JOBOJIBHO CIOXKHO.
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

MyKOBUCLMAOO3

CrekonblmkoBa E.A.", CepreeB K.B.2
HayuHbin pykoBoguTtenb: C.U. MenbHuK'

'CeBepo-3anafHblii rocyaapCTBEHHbIN MeaULUHCKUIA
yHuepcuteT um. N.N. MeyHnkosa MuHsgpasa Poccun,
Cankr-MNeTepbypr;

2CaHkT-leTepbyprckuii Hay4YHO-UCCRNEenoBaTENBCKUN MHCTUTYT
dTM3nonynsmoHonorun Munsgpasa Poccuu,
CaHkT-MNeTepbypr

Knouesbie criosa: demu, Mykosucyudos, uacHocmuka

Axmyanvrnocms. MyxoBuciuaos (MB) — penxoe HaciencTBeH-
HOE ayTOCOMHO-PEIECCHBHOE 3a00JIeBaHNe, XapaKTepu3yomeecs
MOpaKeHUEM IK30KPUHHBIX JKeI€3 U HapylIeHHeM (YHKIUH pa3ind-
HBIX OPraHOB U CHUCTE€M. MyKOBHCIIH/I03 SIBIISIETCSI MYJIBTHCHUCTEM-
HBIM 3200JICBAHUEM H MOXKET CKPBIBATHCS IOJ MaCKaMH Pa3IMIHBIX
(OpM IaTOJIOTUH, YTO CHIIBHO 3aTPYyAHSET €ro CBOSBPEMEHHYIO JIH-
arHOCTUKY ¥ TpeOyeT OT MPaKTHKYIOIIETO Bpaya HACTOPOKEHHOCTH
Ha JaHHOE 3a0oNieBaHue.

Onucanne KIMHAYECKOro ciay4as. [leBouka, 16 ner, nepuna-
TaJNbHBIA aHAMHE3 He oTArome. Pocna u pa3BuBaiack o BO3pacry.
Jlo rona He 6onena, B nanpHeiiniem peakue OP3. C centsops 2020 .
Hayasa >KaJloBaThCsl Ha CyXOU Kalllellb, OBIIIKY, 9yYBCTBO CIAaBICHUS
B pr}ll/l. Honyqana TEparnuro My](OJ'II/lTI/IKaMl/I, MPOTUBOKALLIICBBIMHU
IpernaparamMmu, OpoHXOIUTHKaMu 0e3 dddekTa. B ssHBape KOHCYIIBTH-
poBaHa MyJIbMOHOJOTOM. YCTaHOBJIEH JUarHo3: PeuuauBupyroniuii
TpaxeoOpPOHXUT, Ha3HAUE€Ha MHTAIIHOHHAS TePanusl MyJIbMHKOP-
ToM, payumymioM, 6e3 apdexra. B HosOpe 2021 1. kamens crain
MIPOIYKTHUBHBIM, C OTJEJICHHEM 3eJIEHO-)KENTON BSI3KOH MOKPOTEL.
Co ci0oB neBoukd, crana game 6onets OP3. [lepuognyeckn otmeua-
nach cyodebpmipHas Temneparypa. B ampene 2022 r. KOHCYIBTHPO-
BaHa JIOP-BpadoM, ycraHoBieH nuarHo3: ['uneprpodus ageHONUI0B
2-3 cTemneHH, peKOMEHI0BaHO XHpyprudeckoe jgeueHue. [lepen mra-
HOBOHU aJIeHOMJIPKTOMHEH ObUIO BBINOJIHEHO PEHTTEHOBCKOE HCCIIe-
noBaHue opraHoB rpynHoi kinetku (OI'K). Briasnena napuisTpanms
B S4, S5 cneBa. Ha3sHaueHa aHTHOaKTepuanbHast Tepamnus ¢ MOJ0XKHU-
TEJIBHOHN KIIMHUYECKON 1uHamMuKoil. Ilpu peHTreHOBCKOM HccienoBa-
HuM yepe3 20 nHell — auHaMmuKa oTpunarensHas. [lo qaHHBIM KOM-
neroTepHoit Tomorpaduu OI'K BeisiBIICHB! TUPPY3HO OPOHXOIKTA3HI
B oboux nérkux. [lo pe3ynsraram aHanm3a GpyHKIUN BHELIHETO IIbI-
XaHHs BBISIBIICHBI HapyLICHHS POXOIUMOCTH MepH()EpUUSCKHX TbI-
XaTeNbHBIX MyTeH, HeoOpaTuMble Tocie nmpuéma campOyramona. 1o
JTaHHBIM JIAOOPaTOPHOTo 00CIIeI0BAHNS BBISBICHO YBEIMUYCHUE XJIO-
puUIOB mota 1o 73 Mmonb/n (HopMa jio 60), camkenne pO, — 71,0
(HOpMa ot 80) M HOCHUTENBCTBO TONBKO Staphylococcus aureus, 94T0
SIBIISIETCS. PEIKOCTBIO ISl OOJBHBIX MYKOBHCIHI030M. MoIeKysip-
HO-TEHETHYECKUI aHalu3 Ha YacTHUHbe MyTanmu B reHe CFTR ot
21.09.2022 — BbIsIBIICH TeHeTHUECKUi BapuaHt F508del B reTepo-
3UTOTHOM COCTOSIHUH. Y JAaHHOM NMAIMeHTKH oOpamaeT Ha ceOsl BHU-
MaHHU€e MOCTENIEHHOE MPOrPECCUPOBAHNE CUMIITOMOB MOPAXKEHHS IbI-
XaTeJIbHBIX MyTeH U oTCyTCTBHE (p(eKTa Ha IPOBOIUMYIO TEPAITHIO.
[lo manHBIM 0OCNEOBaHHS U KIMHUKO-aHAMHECTHYCCKIM CBEIICHH-
SIM JIEBOYKE YCTaHOBJICH AUArHo3: MyKOBHCIIHI03 CpeiHEN CTeIeHH
TSHKECTH, XpPOHHYECKas AbIXaTellbHast HEOCTATOYHOCTD | CTENeHH.

3axnouenue. B TaHHOM KIIMHUYECKOM Cllyyae, HECMOTpS Ha Ha-
JIMYHe y MANUeHTKH OJHOW N3 CaMBIX PacHpOCTPaHEHHBIX MyTaluit
B TeHe Oenka TpPaHCMEMOPAaHHOTO PETyNATOpa MyKOBHCIH03a, JKa-
1100bI peOEHKA U KITMHUYECKUE MTPOSIBIICHHUS 3a00JIeBaHKs ObUTH Clia-
00 BBIpaXXEHBI, OTCYTCTBOBAJIH THITMYHBIC TIPOSBICHUS KHCTO3HOTO
(¢ubpo3a, 4TO MPHBEIIO K 3aTPYIHEHHUSIM P MOCTAHOBKE JIMarHo3a.

OCOBEHHOCTUN ®U3NYECKOIO N HEPBHO-
NCUXUYECKOIO PA3BUTUSA OETEWN 4-6 NET
PA3HbIX TUNOB KOHCTUTYLIUA

C XPOHUYECKUM AEHOUOUTOM

CynrtaHoB U.C.
HayuHbI pykoBOoAUTENb: A.M.H., OOLEHT
WU.E. Bo6oluko

MBaHoBCKas rocyaapcTBeHHas MeamuUyHCKas akagemust
MuH3gpasa Poccuun, MiBaHoBo

Knouesnie criosa: demu, pasgumue, adeHoudum

Axmyanvrocms. KOHCTUTYIIMOHATIBHBIN MTOXO] TO3BOJIIET UHIH-
BUJIyJIU3UPOBATh NPOQUITAKTHKY Pa3BUTHs 3a00JICBaHHs TyTEM BbI-
SBJIEHNs (JaKTOPOB PHUCKa, TP HEPEHIIPOBAHHBIX MOIXOIOB K CO3-
JAHWIO ONTHMAJbHBIX YCIOBHIT Ul pU3MYECKOrO U HEPBHO-TICUXH-
YeCKOTo pa3BUTHS peOEHKa.

L]ens. BBISIBUTH 0COOEHHOCTH (PU3HMIECKOTO M HEPBHO-TICHXHIE-
CKOTO pa3BUTUs AeTel 4—6 JeT pa3HbIX THIIOB KOHCTUTYLHH C XPOHU-
YECKUM aIeHOMAUTOM (XA).

Mamepuanst u memoost. B uccnenoBanue BKIIOUEHbI 125 neteit
(40 uaTpOBEpTOB, 45 TIEHTPOBEPTOB, 40 SKCTpaBepToB) 4—6 JIET C Be-
puduIMpoBaHHEIM AUArHo3oM XA, pa3aenéHHbIX O TUIAM MCHXO-
COMAaTHYECKOH KOHCTUTYIMH NPH MOMOIIY IIKaJIbl OLEHKH HaIlpaB-
JICHHOCTH NICUXWIECKOH aKTUBHOCTH.

Pesynomamut. Y neteii ¢ XA CylIeCTBEHHBIX H3MEHEHHH OTHO-
CHUTEIBHO POCTa, TIOKa3aTeNeil OKPy>KHOCTH TOJIOBHI HE BBISIBICHO. Y
JeTel-uHTpoBepTOB 3—5 JeT Macca Teja Obula noBbileHa. Haunnas
¢ 6 Jer HaOMIOATaCh TCHICHIUS K €€ YMCHBIICHUIO. Y JIETeH-KC-
TpaBepTOB 3—5 JIET Yalie BCTpedacs TUreCTUBHBIHN (OPIOIIHOM) THIL,
KOTOpPBII OTIMYaeTcs KpyIHOIl rojloBoM, pa3BUTOM HIDKHEH yenro-
CTBI0, KOPOTKOH I11€eH, IUPOKON U KOPOTKOM TPYIHOM KIIETKOH, BBI-
paxeHo KUPOOTIOKEHUE, SMUTaCTpalbHbIN yroa Tynoi. IIpocnexu-
BaeTCs TEHJACHLUS [1epeXoa OT JUICCTUBHOIO K TOPaKaJIbHOMY TH-
my TenocuokeHus. OleHKa HEPBHO-TICUXUYECKOTO 3[J0pPOBbs JETeH
MIPOBOAMIACKH 10 CIEAYIOIIUM [I0Ka3aTeIsIM: MBIIIJICHUE U Peub, MO-
TOpUKa, BHIMAaHUE U MaMATh, COIMAIbHBIE KOHTAKTHI, ICHXUIECKOe
3n0poBbe. VIHTpoBepTaM ¢ XA CBOMCTBEHHBI HECKOIBKO IPHUITYILEH-
HBI€ SMOIOHAIBHOCT U AKTHBHOCTb, BHICOKHIT BepOAIIbHEIN HHTE-
JIEKT, UHTPAIlyHUTUBHBINA (BHYTPEHHMIT) TUII PearupoBaHusl, TEHCH-
s BEIOMPATh MHAUBHAYAJIbHEIH CTHIb B HTPOBOH JIESTENEHOCTH,
npeobafaHue abCTPAKTHOTO MBIIIICHUS, TPEBOXKHO-MHHUTEIbHbIE
YyepThl XapakTepa, aCCUBHO-COLUAIBHBIN TUIl IOBEACHU. DKCTpa-
BepTaM CBOICTBEHHBI SIpKas SMOIHOHATBHOCTH, HAIIOP, TPAKTHYe-
CKUI MHTEIJIEKT, SKCTPAIlyHUTUBHBIN (HalpaBlIeHHBIH BOBHE) TUII
pearupoBaHus, TEHACHIUS JINANPOBATh BO BCEX BUAAX JIESATEIBHO-
CTH, KOH(IUKTHOCTb, arPECCUBHOCTD, KAaIPU3HOCTb, NIPpeobIagaHue
HaIIsITHO-00Pa3HOTO MBIIIICHUsI, MOTOPHAs JIOBKOCTb, aKTHBHO-CO-
IUATbHBIN THIT TTIOBEACHHUSI.

3axnouenue. VI3meHeHys, BBIIBICHHBIE IIPH OL[CHKE (U3MYECKO-
TO U HEPBHO-TICUXWIECKOTO Pa3BUTHS AETEH, MOTYT OBITh CIIE/ICTBH-
€M XPOHUYECKOH THIOKCHH JeTel ¢ XA, cConpsKEHHBIX C HUM 3200~
JIeBaHUH B BUJIE IKCCYaTUBHOTO OTHTA, CHIDKEHHS CITyXa M KauecTBa
KHU3HU peO&HKa. JlaHHBIe 0COOEHHOCTH Pa3BUTHSA IOJDKHBI OBITH y4Te-
HBI [IPU COCTABJICHHH NPOTrPAMMBbI ONTUMHU3AINY U CTUMYISIINH (H-
3W9ECKOTO M IICHXHYECKOTO Pa3BUTHS PeOEHKa.
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KNMHUYECKOE HABIIOOEHUE
NAPA330®ATEAIIbHOW 3KTONMUU AOEHOMbI
NAPALUUTOBUOHON XENE3bl B AETCKOM
BO3PACTE

Cyxoponbckas 0.B.', AnpaneTtsH M.U.', Tonunuu O.2
HayuHbI pykoBoAUTENb: A.M.H., npod.
A.A. MopozoB!

"MepBbIt MOCKOBCKUIA rOCYAapCTBEHHbIN MEeAULMHCKUIA
yHuepcuteT um. .M. CeveHosa MuHsgpasa Poccuu
(CeueHoBckui YHuBepcuteT), Mockea;

2Mopo3oBckasi AeTckas ropoackas KnmHuyYeckasi 6onbHuua
[enapTtameHTa 3gpaBooxpaHeHuns ropoga Mocksbl

Knroyesnie criosa: demu, nepeuyHbIli 2uneprnapamupeos,
OuasHocmuka

Axmyanvnocms. 1lepBUdHBIN TUNEpIapaTUpeo3 — peaKoe 3a00-
JIeBaHHE B JIETCKOM BO3PACTe, B OCHOBE KOTOPOTO JIEKHUT MOBBIIICHHAS
nponyKius naparupeongHbx ropmonos (I1TI) maronormyuecku nzme-
HEHHOI MapanmroBuaHON *xene30i (TTHIK). Onmcannslii Hamu ciy-
4aii IPEACTABIACT HHTEPEC B CBA3M C HU3KOH BCTPEUAEMOCTHIO JaH-
HOH NaTOJIOTMK M aTUIIMYHOH JIOKaNIU3alyel aJeHOMBI.

Onucanue KIMHUYECKOro cayuas. JleBouka, 17 net, orMeuana
’aJ00bl Ha MOBBIIIEHHYIO YTOMIISIEMOCTh, H3MEHEHHUsI HACTPOCHUS,
MIPUCTYTIBI TOBBIICHUS apTepHaibHOro nasiueHus 1o 140-150/80—
90 MM pr. cT. [Ipn 100GCIEN0BaHNH BBISBIECHBI THIIEPKATBLIEMUS 0
1,58 mmoib/n, moBeimenue yposHst ITTT o 318 nr/mi, runogocdare-
MUSI, THIIEPKAIBIIYPHsI, COOTHOIICHHE KAJIBIINS/KPEaTHHHUH B CyTOU-
Hoit moue 1,03. IIpu pentrenorpaduu KucTeli — CHIKEHUE TIOTHO-
CTH KOCTHOH TKaHH. [0 TaHHBIM KOMITBIOTEPHOH TOMOTpaduy IIeH,
cuuHTUrpaduu ¢ Texnenuem-99 u KOMOMHUPOBAHHOW OTHO(OTOH-
HOM SMHCCHOHHOW KOMITBIOTEPHOH TOMOTpadHHu yHaloch yCTaHOBHUTD
npu3HaKu ageHomsbl HkHEH npasoit [TIIDK. B xone oneparuu Bbl-
MIOJIHEHA CEeJICKTUBHAS NapaTUPEONIIKTOMUS C YACTUYHOH pe3eKiei
HIDKHETO TIOTIOCa TIPAaBOH JOJH IUTOBHIHOH xKene3sl. HesHaunrens-
HOE CHIDKEHHE JJaO0PaTOPHBIX MapKEPOB MOTPEOOBAIIO BBHIMOIHEHUS
TIOBTOPHOH KOMITBIOTEPHOH TOMOTpaduu C NCTIOIb30BAaHAEM «TEXHO-
JIOTUH JIOTIONTHEHHOH pearbHOCTH», TI0 JaHHBIM KOTOPOil BU3yaIn3u-
poBaHO 0Opa3oBaHue OBaJIBHOHN (GopMbI pazmepamu 11 x 4,5 x 27 mm
TI0 3a/THENIaTepaIbHOHN IIOBEPXHOCTH MTHUIIEBO/IA, HAKATUINBAIOIIEe KOH-
TPACTHBIN Npenapar HASHTUYHO TKaHU IIUTOBUIHOI jkene3sl. B xozne
TIOBTOPHOM PEBU3MH MO KOHTPOJIEM XOZa BO3BPATHOTO HEPBA C HC-
M0JIb30BaHUEM HEHPOMOHUTOPHHTA OCYIIECTBIEH JOCTYTI K MUIIEBO-
Iy, TIe 10 ero OOKOBOW MOBEPXHOCTH OOHAPYKEHO OIYXOJIEBHIHOE
obpazoBanue. OMyXoib yAaneHa U MPOU3BEAEH HHTPAOIEPAIIHOHHbIH
MoHUTOpHUHT ypoBHs IITI uepes 15 MuH nocne yganeHus 3KTOMUPO-
pauHo#1 [THIK. YpoBens ropmona coctaBmi 64 rr/mi (Hopma 16—62
MI/MJT), 4TO TOATBEPIHUIO aJ€KBATHOCTh BBITIOJTHEHHOTO ONEPATHBHO-
ro npuéma. [ToceonepanioHHbIH Hepruoz IPOTeKall 6e3 0CI0KHEHHI.

3axnouenue. Knnanaeckoe HaOMIOIeHNE TEMOHCTPHPYET HE-
OZHO3HAYHOCTh JUAarHOCTHKH M XHPYPIHYECKOTo JiedeHHs peO&HKa
C TIepPBUYHBIM TUIIEPIIAPaTHPE030M, OOYCIOBICHHBIM SKTONHEH aje-
Homs! TTIDK. Bepudukauns 1aHHOrO quar€osa TpeOyeT HCKITIOUH-
TEIBHO MYJIBTHIUCIHIIMHAPHOTO IIOIX0/Ia ¥ OIPEAEIEHHOTO OIIBITA.
IIpenonepanoHHOE MIaHUPOBAHKUE JOIKHO YUUTHIBATh TOTOBHOCTD
MIPUMEHUTD JIOTIOJTHUTENBHYI0 HHTPAOIEPAlMOHHYIO AUATHOCTHKY,
HaBHTAIMIO0 1 MOHUTOPHHT.

XUPYPIM'MYECKAS TAKTUKA NEYEHUA
MATBbYUKA C OCITOXKHEHHOW ®OPMOW
BOJIE3HU KPOHA

TecneHko C.E.", BekuH A.C.?
HayuHbIn pykoBoauTensb:
A.M.H., npod. E.FO. ibskoHoBa'?

"MOCKOBCKWIA rOCYAapCTBEHHbIN YHUBEPCUTET

mMm. M.B. JTomoHocoea, MockBa;

’HaumoHanbHbIA MeguLUMHCKMIA ccrenoBaTenbCKU LEHTP
3gopoBbs geten Munsgpasa Poccmm, Mockea

Knrouesasle cnosa: demu, 6onesHb KpoHa, neyeHue

Axmyanvnocmo. bonesns Kpona (BK) — xponmueckoe, peru-
JIUBHpYyIOIIee 3a001eBaHNe HESICHON 3THONOTHH, XapaKTepHU3yIole-
€Csl TPAaHCMYPaJIbHBIM, CETMEHTAPHBIM BOCHAJICHHEM, TOPAXKAIOIIIM
7100011 OT/EN JKEeTYAOTHO-KHUIIEYHOTO TPaKTa. ATPECCHBHOE TEUCHNE
BbK y nereii mpuBOOUT K XUPYPrHUECKUM OCIOKHEHUSAM, HECMOTPSI
Ha yCIeX COBPEMEHHO! OHOJIOTNUECKON Teparum.

OnucaHne KIMHHYECKOro cydas. Maneauk, 17 net, Haxoxui-
Csl Ha JIGYSHUH B XUPYPrUUECKOM OT/ieIeHHH. VI3 anHaMHe3a BBISBIECHO,
410 B 9 51T OH OBII OIEPHUPOBAH 10 MTOBOAY OCTPOTO AMIEHINIINTA,
MOCJIE YeTO MOSBHINCH NEPHOANYECKUe O0IH B XKHBOTE, HEYCTONYH-
BBI cTyn, 00H B cycTaBax. B Bo3pacrte 15 ner mo MecTy KUTENbCTBA
noiyyan creruduyeckoe jedeHue ¢ auaraosom: KOHomeckuii apTpur.
UYepes 3 Mec mociie JIeYeHHUs TTOSBHIICS BRIPAKSCHHBIH a0TOMUHAIIBHBIH
6011eBOIf CHHAPOM, CHIDKEHHE alMeTHTa, ToTeps Beca, MHOTOKpaTHast
pBota. ['ocnuranu3upoBad B XUpypruueckoe OTAEIECHUE ¢ 10J03pe-
HHEM Ha KHIIEYHYI0 HeIPOXOAUMOCTb. [1pu 006cIenoBaHNN BEISBICH
MHQUIBTPAT OPIOLIHOMN MOJIOCTH C SIBJICHHEM YaCTHYHON KHIIEYHOM
HETIPOXOJIMMOCTH U SPO3UBHO-SI3BEHHBIM IIOPAXKEHUEM TOJICTOM KHUIII-
ku. 3amono3pena bK. HaznauenHast nmpoTuBOBOCTIANUTENbHAS TEpa-
st — 6e3 s dexra. [Ipu mocTymiaeHun: cocTosiHue THKENOE 3a CUET
BBIPKCHHOW OEIKOBO-IHEPTETHYECCKON HEJOCTATOYHOCTH, BRICOKOM
KJIMHUYecKoil u naboparopHoii aktuBHoctd BK. TIpu noobcnenosa-
Huu: Y3U OpromrHoi monocTn — MHQUIBTPAT NPaBoif HOJIOBHHEI JKH-
Bora. KoHcepBarusHas tepanus 6e3 addexra, HapacTaHue sIBICHHI
KHIIIEYHOI HeNpoXoauMOoCTH. BBeneHne Gnoiornieckux mnpemnapa-
TOB IIPOTHBOMNOKAa3aHO. [IpoBeIEéH KOHCHINYM CMEXHBIX CIEIHa-
CTOB, [1I0Ka3aHO HEOTJIOXKHOE OIlepaTHUBHOE JedueHue. Jlanapockonus,
JIaapoTOMHUS, PE3eKIHs MOPAKEHHOTO YIacTKa KUIIKY, THKBU AU
HETIPOXOIMMOCTH, WieocToMa. B mocneonepannoHHOM epHoae Ha-
3HaueHa crienuguyeckas Ouonorndeckas repanus. JlaboparopHsie
MOKa3aTelll HOPMaJIM30BalliCh. B TeueHne 6 Mec nonoxxuTenpHast au-
HaMHKa, BOCCTAaHOBJIEHHE MAacChl Tea ¥ POCTa, KIIMHINYeCKasi, J1a0o-
paTtopHasi U 3HJI0OCKONMUYECcKas peMuccus. Bropoit atan xupypruye-
CKOTO JICYEHUsS] — YCTPaHEHHE MICOCTOMBI, HaJIOKCHHE allapaTHo-
TO aHacToMo3a «0ok B 60Kk». Brimmcan Ha 7-e mociieoneparoHHbIe
CYTKH C MPOJNOJDKeHUEeM Ouonorudeckoi tepanuu. CoxpaHeHUe pe-
MHCCHH B T€UEHHE roja.

3axnouenue. IlpencTaBneHHBIH KIMHUYECKUA CIIydail moa-
TBepxkAaeT arunnyHoe TeueHue bK nox mackoil peBMaToaoruyecko-
T0 3a00JI€BaHNs, YTO SBUIOCH IPUINHON HECBOEBPEMEHHOH OHOIIO-
TUYECKOW TeparuH, IPHUBEIIO K Pa3BUTHIO XUPYPIHUIECKUX OCIOKHE-
HHUH U yXY/IIIIO Ka4eCTBO JKU3HN peOEHKa.
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

OLIEHKA AOANTALWKU OETEW K AOLLKONIbHOMY
OBPA30OBATEJIbHOMY YYPEXOEHUIO

TumocheeB U.B.
HayuHbI pykoBoaUTEnNb:
O.M.H., npod. M.1O. NanakTnoHoBa

MckoBCkMI rocyaapCTBEHHbIN yHUBEpcUTeT, [ckoB
Knroyesnie criosa: demu, oby4eHue, adanmayus

AxmyanvrHocmyb. B MOMEHT JIOIIKOJIBHOTO 00pa30BaHMs JIETH I10-
MaJIal0T B CTPECCOBYIO CUTYAIHIO M3-3a MIEPEX0a U3 YCIOBUH CEMbU
B MHYIO MHKPOCOIMAJIBHYIO CPEy U U3-332 BO3MOXKHOCTH NEPeKPECT-
HOTO MH(UIIIPOBAHNUS C APYTUMH JETHMH, OKa3bIBAIOIIETO yTOMIIS-
IoIllee BO3JCHICTBUE Ha HEPBHYIO CUCTEMY M, B HTOTe, Ha 00pa3oBa-
TEJBHBIC CIIOCOOHOCTH peOEHKA.

I]ens: onpenenuTh MOKa3aTeH aJanTallK IeTeH K JOIIKOIbHO-
My 00111e00pa30BaTEIBLHOMY YUPEKICHUIO.

Mamepuanst u memooul. IIpoaHaTN3UPOBAHBI KaPTHI 3T0POBbS
(popma Ne 026/y), ucropun passurtus (popma Ne 112/y) 72 nereii.
Cpennuii Bo3pact aereit cocraBui 3,2 + 0,7 roga. Kpurepusimu miist
OLIEHKH aJlaNTalluy IBUINCh YaCTOTa SIHU30/10B OCTPBIX PECITHPATOP-
HbIX nHOeknuit (OPN), onenka dusnaeckoro passutus (OP), smonmo-
HaJIbHOTO COCTOSIHUSI, CHA U alIeTUTA.

Pezynomamer. B anamuese y 42% matepeil BbIIBIECHBI IPU3HAKU
(eTorTaneHTapHOH HETOCTATOUYHOCTH, y 21% — yrpo3a mpephIBaHus
OGepeMeHHOCTH, y 25% — ocTpble pecripaTopHble 3a00JIeBaHUS B T1ep-
BOI1 montoBHHE GepeMeHHocTH, y 46% — anemust -1 crenenn. Bee ne-
TH POJMINCH JOHOIICHHBIMH, IPU3HAKU MOP(HODYHKIMOHAIBHO# He3pe-
noctr 66u y 8%. Cpennee rapmonmdanoe P nmemn 92% neret, y 8%
nereit @P Obu10 TEICrapMOHMYHBIM 32 CYET NeduuuTa Maccsl Tena. AHa-
JIM3 XapakTepa U BUjia BCKapMITMBaHUsI TOKazall, uTo 46% nereii BCkapM-
JIMBAJIACH TPYIBIO J10 Tona, 29% — no 6 Mec. B anamuese y 50% nereit
6bu10 nepuHaranbHoe nopaxkenue LIHC, runorpodus auarnoctuposa-
Hay 17%, mucOmo3 kumednnka — y 12,5%, aieHOWIHBIC BEreTaum —
y 12,5%, anemust — 8%. Ilpn ananuse tedenus aganrammu y 17% ne-
Teii 3apeructpupoat 1 smmzon OPU, y 33% — 2, y 42% — 3 u Gostee,
y 7 w3 Hux OPU npotekaina ¢ pa3BUTHEM OOCTPYKTUBHOTO OpOHXHTA.
Y 9 neteit B HEPBHO-NICUXHYECKOM Chepe He BBISABICHO MATOIOTHYSCKUX
M3MEHEHHUH, PacCTPOHCTBA SMOLMOHAIBHOTO COCTOSIHHS M [IOBEICHHS OT-
Medanuch y 42% paeteit. OMOLMOHANIBHOE COCTOSIHIE, OMOCOLHAIbHAS
aKTUBHOCTb HOPMAJIM30BAIUCh B TeueHue 1520 nueil. CHkeHue mac-
CBI TeJIa BBIIIE JOITyCTUMBIX HOpM OBLITO Y 6 JeTeid.

3aknouenue. Ha mepuon agantanuy y JOIIKOJBHUKOB 3HAYH-
MO BIHSIOT HEOIAronpusITHBIE MEIUKO-OHOIOTHIECKHE H COLUAlIb-
Hble (pakTophl. ¥V 42% neteil MukpocouagbHas afalTHPOBAHHOCTD
COOTBETCTBOBAJIA CPEAHEH CTETIeHH TshKecTH. Jle3amanTamus JErkoi
CTeTeHH perucTpupoBanack y 1/3 nereil.

% %k %k

TPYOHOCTU OUATHOCTUKU CUHOPOMA
®PAN3EPA

TuxoHoBckum MN.A.
HayuHble pykoBoauTenu: A.M.H, npodc. A.H. LibirnH,
K.M.H. A.M. MunoBaHoBa

HaunoHanbHbIN MEQULMHCKUIA UCCReq0oBaTENbCKUN LEHTP
3popoBbs aeten Munsgpasa Poccnn, Mocksa

Knouesnie criosa: demu, HeghpomuyecKuli CUHOPOM,
nevyeHue

Axmyanvrocms. Cuagpom Ppaiizepa — penkoe MOHOTEHHOE 3a-
GoseBaHME, XapaKTePU3YIOIIEECs COYeTaHUEM He(POTHIECKOTO CHH-

npoma (HC), myxckoro niceBaorepMadpoauTu3mMa, acCOUMPOBAHO C
BBICOKHM PHCKOM Pa3BHUTHS OIyxony Bruismca. 3aboneBanne o0ycios-
neHo nedexrom B rene WT1, urparoiieM BaKHYIO poJib B OpraHore-
He3€ MOYEIOJI0BOM CUCTEMBI U ME30Te/INAIbHBIX TKaHeH. [TanuenTs!
C HYKJICOTUIHBIMU BapHAaHTAMH B 3TOM I'€HE COCTaBIIIOT 10 5% Ciry-
yaes crepouapesucrenTHoro HC, a npu Hanuuuu skcTpapeHalbHON
CHMITOMATHKU AU(depeHINaTbHbII JUarHO3 CIIeyeT IPOBOAUTH C
cunapomoM Ppaiizepa u cunapomomM Jlenuca—/pama.

Onucanue KJIMHUYECKOTO cayydasi. [lanuenTka A., 14 ner, Ha-
OmromaeTcst HepoOIOTroM ¢ Bo3pacTa 3 Mec, Korna BIiepBble OblIa BBI-
sIBJICHA CJIel0Bast IPOTeuHypust, Mukporemarypus. C 11 mec nporeu-
HypHS yBEJTMIMIACH 10 HE(QPOTHIECKOTO YPOBHS, a C 2,5 JIeT pa3BuiICs
cuMIToMokoMILIeke Heroaroro HC: mpoteunypus mo 2,91 r/i, rumo-
nporenHeMus 49 1/, THHoaEOyMUHEMUS 29 T/J1, THIIEPXOJIECTEPH-
Hemus 9,3 MMoib/i1. [IpoOBOAMINCE NOMBITKY CTAHIAPTHON CTEPOUI-
HOH Tepanuw, IMyJIbC-Teparniuy METHIIPETHN30I0HOM N3 — 6e3 a¢-
(ekTa, Ha3HAYEeHa He(YPOIPOTEKTHBHAS U TIOCHHAPOMHAs Tepanusl. [1o
JaHHBIM MOP(}OJIOrMYECKOro HccienoBaHus Hedpobduonrara KapTu-
Ha COOTBETCTBYET OOJNE3HH MHHUMANBHBIX H3MeHEeHHH. [10BTOpHBEIH
KYpPC TPEIHU30JIOHOM 2 MI/KI/CYT, MyJIbC-TePANUsl METHIIPEIHNU30-
noroM N3 6e3 adpdexra. B reuenne 2 ner 11 mec npoBoamnack Tepa-
st nuKnocnopudoM A 1o 4,0-6,5 Mr/kr, Ha ()OHE Yero mpoTeHHy-
pus coxpansiack. [IpoBeeHO MONEKYISIPHO-TEHETUIECKOE UCCIIeN0-
BaHne MeTooM NGS, BBISBIICH AaTOr€HHBI HyKJICOTHAHBIN BapUAHT
¢.1447+4C>T B reTepo3UroTHOM COCTOSHUM B reHe WTI. Beinon-
HeHO KapuorunupoBanue — 46XYV. IIpu noobcnenoBannn Bepudu-
LIMPOBaHa JAUCIEHE3UsI TOHAJ, JIOKHBIH MYKCKOH repMadpofUTH3M.
B 9 net npoBenena ronagakromusi. Pe6€HOK HaOIIORAEeTCS SHIOKPH-
HOJIOTOM, TTIOTy4aeT 3aMECTUTETbHYI0 TOPMOHAIBHYIO TEPAITHIO 3CTPO-
redamu. C 11 ner no nanssiM Y3U onpenenstoTcsi MHOXKECTBEHHBIE
kucTH 00enx mouek. C 10 eT oTMedaeTcss mporpeccupyroniee CHI-
JKEHHe CKOpOCTH KiTyOoukoBoit punsrpannu (CK®D), k 14 ronam CKD
o popmyie [lIBapua cocrasmna 36 Mi/MuH. J[eBouka KOHCYIBTHPO-
BaHa TPAHCIIIIAHTOIOTOM.

3axniouenue. Ipu nedrore HC Ha 1-M romy *H3HH NPHOPUTET-
HBIM SIBIIIETCS MOJIEKY/IAPHO-TEHETHYECKOE HCCIIEA0BAHIE TaPTETHBIX
obnacteil reHoB, BbI3bIBatomuX HC, 4To 1MO3BOJISET NPEIOI0KUTh
TIPOTHO3 3a00JI€BaHMS ¥ CBOEBPEMEHHO 1000CIIeI0BATh B OTHOIICHUH
9KCTpapeHaIbHON CUMIITOMAaTHKH JUIsl PaHHETO Hauana jedeHus. [pu
9TOM OCHOBHOE HAIIPaBJICHHE TepaIrii — HEQPOIPOTEKIHUS C Hep-
CTEKTHBOH TPAaHCIUIAHTALUY TIOYKH TIPH Pa3BUTHN XPOHHYIECKOH 00-
JIE3HU MOYEK 5 CTaUHU.

k %k ok

ONyXOnu CEPOLA Y OETEW

TuwkuH NB.", Bepewaruxda M.C.?
Hay4yHbii pykoBoguTens: A.M.H. E.1O. [IbsikoHoBa®

"MOCKOBCKWIA FOCYAapCTBEHHbIN YHUBEPCUTET

um. M.B. JlomoHocoea, MockBa;

2MeaunumHckuii konnemx Ne 5 [lenaptameHTta
34paBooOXpaHeHus ropoaa Mocksbl;

SHaumoHanbHbIN MeguUMHCKMIN NCCreqoBaTenbCKUM LIEHTP
3a0poBba aeten Munsgpasa Poccun, Mockea

Knrouesnie criosa: demu, oryxonu cepduya, OuacHocmuka

Axmyanvrocms. OIyXoH cepjilia — IpyIia peaknx 3adonesa-
HUI, TOpaKaroIINX TKaHU U 000JI09KH cepana. Yactora BcTpedaeMo-
CTU NMEPBUYHBIX, PA3BUBAIOLINXCS U3 TKaHEH ceplua, omyxonei y ae-
Tell o aHHbIM ayToncuu cocrasnsger ot 0,0017 o 0,28%, no nan-
HbIM 3x0Kapanorpadun (OxoKI') — 0,15%. IlepBuunblie omyxomnn
cepana — no0pokadecTBeHHBIe MpuMepHO B 90% ciyyae. YactoTta
BCTPEYAEMOCTH BTOPHYHBIX OMYXOJIEH, MIPEACTABISIOMNX COO0H Me-
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TacTasbl WM HHPUWIBTPAT 3JI0Ka4eCTBEHHBIX HOBOOOPA30BaHHUI HHOM
JIOKAITM3aI|H, 10 IAHHBIM ayTOIICHHU cocTaBiseT 10 1,23%. Mmerorces
olnpenenéHHble TPYIHOCTH B IMaTHOCTHUKE oryxouieil cepaua. Ux kiu-
HUYECKHE MPOSBICHHS YacTO HECIEU(DUIHBI 1 IMUTHPYIOT APyTHE
cepledHO-cocyaucThie 3a001eBanust. [Ipnuém nposiBieHus 1oO6poKa-
YECTBEHHBIX U 3JI0KaYE€CTBEHHBIX OIYXOJIEH cep/ua MpakTHIeCK He
pazmmaarorcs. Knmandeckast KapTHHA OIyXOJIH, Pa3BUBILIEHCS B aHTe-
HaTaJIbHOM MEPHOJIe, MOXKET BKJIFOYATh aPUTMHUIO TUI0/a, 3aCTOHHYIO
CEepIEUHYIO HEJJOCTaTOYHOCTb, BOASHKY U MepTBOpOXAeHHe. B moct-
HaTaJbHBIA NEPHOA OITyXOJHU CEP/LA MOTYT BIHATH HA IIETTOCTHOCTD
(YHKIUIO OpPraHOB CPEJOCTEHHs, BHI3BIBATH 3aCTOWHYIO CepICUHYIO
HEJ0CTaTOYHOCT, IIMAHO3, OTEKU, TUCOHYHKIIIO MAOKApAa, KIIaaH-
HYIO HEZI0OCTaTOYHOCTh M BHE3AIHYI0 cMepTh. [lapaHeornacTHyeckuii
CHHJIPOM TIPH 3JI0Ka9eCTBEHHBIX HOBOOOPA30BaHUSAX CepAlla HATIOMH-
HAeT NPOSIBICHNUsI CHCTEMHBIX 3a00J1€BaHUH (JIMXOpajaKa, aHOPEKCHS,
HeJIOMOTaHue, 1oTeps Beca). PacnpocrpanéHHbIe 0OpOKadecTBEH-
HBIE OITyXOMH cepauna — padgomuoma (40-60%), Tepatoma (16%),
¢udpoma (oxono 10%) u mukcoma (okono 10%). Hacto BcTpeyaro-
myecs ePBUYHBIC 3I0KAIECTBEHHBIE OITyXOJH CEepALla — PabIoMHo-
capkoMbl U (HHOPOCAPKOMBI, CPEAN BTOPHUHBIX — METACcTa3bl HEUPO-
01aCTOMBI, MEIaHOMBI, THM(OMBI, KapIIMHOMBI JIETKHX. [IpoBeneHne
JOOTIEPALIOHHON OMOIICHH OIyXOIH CEpALa 3aTPyIHEHO U3-3a TeX-
HUYECKUX TPYJHOCTEH U BBICOKOTO pHICKa, 00yCIIOBIEHHOTO PacIoio-
JKEHHEM OIyXoJsi. B kadecTBe cTaHmapTa AMarHOCTHKH B HACTOSIIEE
BpeMs Ucnob3yoT IXoKI™ 1 MarHUTHO-PE30HAHCHYIO TOMOTpaduro.
Hapsiny ¢ nanasiMu 1aboparopusix uccnegoBanuid, OKI' i kommbio-
TEpHOH ToMorpaduu rpyIHOH KIETKH ¢ BHYTPHBEHHBIM KOHTPACTH-
POBaHHEM OHU MO3BOJISIIOT CO 3HAYUTENHFHOH CTETIEHBIO JOCTOBEPHO-
cta audhepeHIpoBaTh JOOPOKAUESCTBEHHYIO U 3JI0KaYE€CTBEHHYIO
OITyXOJIb ¥ BBIOPATh ONTUMAIEHYIO TAKTUKY JICYCHHSI.

3axnouenue. CMEpTHOCTH IPH 37I0KaIE€CTBEHHBIX OITyXOJISIX CEepA-
1a y JieTeil ocTaéTcst BBICOKOW, HECMOTPS Ha XUPYPrUuecKoe JIeUeHHe
u xuMmuorepanuio. IIporHos, kak mpaBuiIo, HEOIATONPUATHEIN. DTO
YKa3bIBaeT Ha HEOOXOAUMOCTh OUCKA HOBBIX MOAXOO0B K JIEYEHHIO.

k %k k

BHEBOJIbHUYHbIE MHEBMOHWWU Y OETEWN:
OTUONOINMYECKAA CTPYKTYPA, BO3PACTHbIE
OCOBEHHOCTH, NEYEHUE

TkaueBa A.A., NMonsikoBa A.C., Acakos [.C.
Hay4HbIn pykoBoaguTenb: A.M.H., npod.
M.A. bakpaa3se

HaunoHanbHbIN MEAULIMHCKMIA NCCREeLOoBaTENbCKUN LEHTP
3a0poBbsa aeten Munsgpasa Poccnn, Mockea

Kntoueesnie criosa: demu, 6He60MNbHUYHbIE THEBMOHUU,
Jie4yeHue

Axmyanvnocms. BueOonpanunble THeBMOHNH (BBII) B cTpyk-
Type oOueii 3a601eBaeMOCTH JeTel ONpeneNsioT BRICOKHE MoKa3a-
TEITH AeTCKOH CMEPTHOCTH, B CTPYKTYpE MIIaJeHIeCKOH CMEPTHOCTH
OHH COCTaBIISIFOT OOJIBIIIE TOJIOBHHBI CiTy4aeB. [IpoBeneHre cBoeBpe-
MCHHOH TMAarHOCTHKH, Ha3HAYCHNE aJIeKBaTHOH Teparuy OIpeness-
10T OJIAarONPUSATHBIA UCXO0]] 3a00I€BaHHUS.

L]env: onpenenuTh Bo3pacTHbie 0cobeHHOCTH TeueHus: BBIT Tu-
MTIYHON U aTUITNYHON STHONIOTHUH B Ka9€CTBE TUArHOCTHIECKOTO KpH-
Tepus TpH npoBeneHun auddepenianpHoi quarnoctuky BBIT.

Mamepuanvt u memoowi. IIpoBenEH PeTPOCIEKTUBHBIN aHAIN3
140 cnyuaeB BBII y nereit B Bo3pacte ot 9 mec no 17 net, rocnu-
Tanu3upoBaHHbIX ¢ 2016 1. IIpoBoguIachk oLleHKa STHOIOTHYECKON
CTPYKTYPBI, BO3PAaCTHBIX 0COOCHHOCTEH, TPUMEHEHNUS aHTHOAKTEPH-
QIBHOU Tepanuy Ha JOTOCIUTAIBHOM 3Talle U B CTallMOHape, e 3¢-
(heKTHBHOCTE.

Pesynomamer. B 58,6% cinydyaeB nuarHocTpoBaHa ITHEBMOHHUS,
BBI3BaHHAS aTHIIMYHBIMH BO30OynuTersiMy, B 41,6% cirydaeB — Tede-
HM€ TUIIMYHOM ITHEBMOHMH. MaKkCUMaIbHOE YMCIIO TOCTIMTAIM3aLMI 110
[OBOJly TUIIMYHOM MHEBMOHUM IPUILIOCH Ha Bo3pact 1-5 set (51,7%
JieTelt), aTHITITYHON THEBMOHHUY — Ha Bo3pacT crapiie 10 ner (47,6%
nereif). Y nereil B Bozpacte 5—10 ner 3Ha4MMOI pa3HUIIBI IO 4acTO-
Te THIWYIHON M aTUNMUYHON MHeBMOHMH He Obut0. Ilpm pacnpenene-
HHUHU JieTell Ha TPYMIIb! JOLIKOJIBHUKOB (0 6 neT 11 Mec) U MKOIbHU-
k0B (7 JIeT 1 cTapllie) BO3pacTHBIE Pa3JIMUHs OKa3aJIICh CYIECTBEHHBI-
MH (p <0,0001): y TOMKOTBHUKOB Mpeobiaiana TUIIMYHAS THEBMOHUS
(84,5%), y mKONEHUKOB — aTtunuyHas maeBMonus (70,7%). 95 rocrmu-
TAJIM3UPOBAHHBIX JIETel IMOTydYann CHCTEMHBIH aHTHOMOTHK Ha JI0TO-
CIMTaJIbHOM 3Tane: 67,2% nereit U3 rpynisl ¢ THIXMYHON THEBMOHUEH
u 70,7% nereit — ¢ aTHIUYHONM MHEBMOHHEH. OCTaIbHBIM ACTSIM aH-
THOMOTHKHM OBIIM Ha3HAUEHBI B CTalMoHape. M3 nerell, momyvaBmmx
AQHTHOMOTHK Ha aMOyJIaTOpPHOM 3TaIle, B TPYIIe ¢ TUIIMYHON ITHEBMO-
Huei 41% neteil momy4yanu aMHHOIEHUIWIUINHEL, 46% neteit — me-
¢anocnopussl, 10,2% nereit — mMakponuabl. OnuH peOEHOK MOy IHIT
HECKOJIBKO aHTHOMOTHKOB IIOCIIEI0BaTENbHO. BrIsBieHo, uTo y 48,7%
JeTel ¢ THIIMYHOM THEBMOHHEH Ha JIOTOCIIUTAIBHOM 3Tare ObUIH cie-
naHbl Hed(eKTHBHBIE Ha3HAUESHNsT aHTHONOTHKOB. 13 58 nereit ¢ aru-
MUYHOI THEBMOHHEH, MOCTYNUBIINX B CTAI[MOHAP Ha (hOoHE aHTHOAK-
TepHasbHOI Tepanuy, y 77,6% nereit He ObUI0 oMydeHo dddekra. 13
HEX 37,9% nereit momyyanu aMAHONICHUIIUTAHEL, 37,9% nereid — 1ie-
¢anocnopunsl, 1 peGEHOK 10 FOCIUTAIM3ALNH [TOTyYal MEPOIICHEM.

3akniouenue. Pe3ynbTaThl aHaIM3a MOKA3hIBAIOT, YTO MOYTH MO-
JIOBMHA JIETeH ¢ TUIIMYHON MHEBMOHHEH 1 TOJaBsAtoIIee GOMbIINH-
CTBO C aTHIMYHOHU MoTydany HeaPeKTHBHYIO aHTHOAKTEepHaIbHYIO
Tepanuio Ha aMOyJIaTopHOM STare. AKTyadbHBIM B HAcCTOSIIEE Bpe-
M3l SIBJSIETCS HApacTaHUE POJIM aTHITMYHBIX BO30YIUTENeH, KOTOphIe
SIBJIAIOTCS TIPeo0IafaloyMHY y JieTel crapiie 7 JIeT, 9YTo HeoOXoau-
MO YYMTHIBaTh IPH NPOBEACHUH TU(DPepeHINaNbHOH STHONOrHYe-
ckoii quarHoctuku BBIT.

OTHOWEHVE N U(HOOPMUPOBAHHOCTb
MATEPEW NO BOMNPOCAM
BAKUMHOMPO®UIAKTUKA

TokeHoBa [.H.
Hay4HbIn pykoBoauTenb:
K.M.H., goueHT C.T. Kusatosa

MegouumHckmn yHueepcuteT Kaparangpl, Kaparanga,
Pecnybnuka KaszaxctaH

Knroueable criosa: HOBOPOXOEHHbIE, 8aKUUHaUUSs, chakmopsbl
pucka.

Axmyanvrocmo. biarofaps ycrnexaMm MeJUIMHBI, B TOM YHUCIIE UM-
MYHONIPOMHIAKTHKY, 3HAYUTENIBHO COKPATUIIACh AETCKas CMEPTHOCTD
U yBEIMYHJIACh MIPOJIOKUTENBHOCTD XKU3HU. DOopMHUpOBaHUE OTHO-
HIEHHs] POAXTENEH K BAaKIMHAINHY U NPUHATOE HMH PEIICHHE 110 BO-
IPOCY BaKIMHAIMN UX JIeTei 3aBUCST OT MHOXKeCTBa (aktopoB. [Ipu
9TOM OCHOBHOE MECTO 3aHMMAIOT HAJIMYUE JIMYHOTO OIbITA POTUTE-
Jeit ¥ ypoBeHb JOBEPUS K MEIUIIMHCKIM PaOOTHUKAM.

L]env: onpenenuTs OTHOIIEHHE X HHPOPMUPOBAHHOCTh MaTepeit
0 BOIIPOCAM BaKIMHONPO(MUIAKTUKY B 0OTACTHOM MEPHHATAIFHOM
LEHTpE.

Mamepuanvt u memoosi. [IpoBenéH peTpOCIEKTUBHBIN aHAIIN3
MEIULUHCKON JOKYMEHTAI[MM POAMIBHUI] C OTKa3aMHU OT BaKIMHa-
Uy poTHB renaruta B n tybepkynésa (BIK) 3a 2021 . Beero mpo-
aHanmu3upoBaHo 150 ciaydaeB oTKaza.

Pesynomamet. Tlo nanubM otuéta, 87,5% neteii ObLIM PHUBUTHI
MIOJTHOCTBIO WJIM YaCTUYHO, 12,5% neteit He MPUBUTEHL. YCTaHOBIIECHO,
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yT0 64% Marepeli A0BepstOT Bpauy, 14% — mnoapyram U 3HaKOMBIM,
12% — cpencrBam MaccoBoif mHpopmanuH, 10% — unaTepHETY. Cpe-
I MaTepeit onpeaessii ypoBeHb oOpaszoBanus: 40% marepeii nume-
1 BeIcIiee oOpazoBanue, 60% — cpennee crnenuanbHoe. [Ipu mpo-
BezieHNH BakimHAMK 70% Marepeil BOTHOBAN PHCK Pa3BUTHUS MOCT-
BaKLUHAJIBHBIX OCIOKHEHHH. [IpH cOXpaHEHHH IOJIOKHUTEIHHOTO
OTHOIICHHS K BAKIIMHAIIMHK Y OOJIBIIMHCTBA MaTepeil 0TMeYaeTcs Heo-
CTaTO4HAasi TPAaMOTHOCTH MO BOIIPOCAM MMMYHOIIPO(GHIAKTHKHU. YCTa-
HOBJICHO, 4TO 14% OIpPOIIEHHBIX OBIIN 0OSCIOKOCHBI TEM, YTO IMMYH-
Has CHCTeMa JieTei MOXeT OBbITh OcTabiaeHa OOMBIINM KOTHIECTBOM
MIPUBHBOK, CIIEJIAHHBIX B OJMH JIeHb. JINYHOCTHBIE YOSK/ICHUS H OT-
Ka3 061 0OHapyXkeHHI B 67 (44,6%) caydasx: yCTaHOBKH, IPEICTaB-
JIeHUs, YOSKACHHSI OTHOCUTEIFHO PUCKOB MOOOYHBIX 3()(eKToB —
B 46 (30,6%); penuruo3nsie yoexxaenus — B 17 (11,3%), Henose-
pue obHULIHaTbHON MEAUIMHE U FOCYAapCTBEHHBIM CTPYKTypam —
B 4 (2,6 %). Ilcuxomornueckue (pakTophl 0TKa3a ObIIM OOHAPYKEHBI
B 25 ciyuasx (16,6%): HeraTuBHBIN pouutslii ormbiT — B 8 (5,3%);
HETaTUBHBIN OMBIT B COLMAILHOM OKpYykeHnH — B 10 (6,6%); Hera-
THBHOE BIIMSHUE HHPOpMAIWy, noxydenHoi u3 CMU, — B 7 (4,6%).

3aknmiouenue. Hemocrarounas uHpopManonHas pabora Meau-
IHCKUX pabOTHUKOB C POIUTENSIMU BeAET K HEJOIIOHUMAHHIO 3Ha-
YUMOCTH BaKIIHHOMPODUIAKTUKH ASTCKUX HHPEKLHIA 1 BISUET mpe-
JIOTBPAaTUMBbIE OTKa3bl M COMHEHHS B I1eJIeCOO0Pa3HOCTH IpOBeJie-
HUSI BAKIIUHALH.

TPUXOBE3O0AP XENYAOKA Y PEBEHKA

TpuwkuH A A.
Hay4HbIn pykoBoguTenb: K.M.H. .A. MopaBuH

Poccuncknin HaumoHanbHbIM ccrieaoBaTenbCKui
MeauunHCKUIn yHuBepeuteT nmenun H.W. Muporoea, Mocksa

Kntoyesnbie crnosa: demu, mpuxobesoap, duazHocmuKa

Axmyanvnocme. Tpuxobe3oap xkerrynka sBISIETCS PEIKO BCTpe-
JaeMO MaToIOTHeH, KOTopasi 9acTo AUArHOCTUPYETCs Ha MO3THUX
CTaMsX.

Onucanue KIMHHYECKOro ciay4as. [IeBouka 13 net 15 despa-
151 2022 1. NOABMIIUCH KaJIOOB! Ha 0OJM B KMBOTE, HOCSILUE ITEPUO-
JIMYEeCKUI XapakTep, COXpaHAIOMUecs B TeUCHHE 1 HeX 10 MOMEHTa
oOpareHust 1 pBOTY HOce eabl IoTHOH numeit. 21.02.2022 poau-
Tes pebéHka oOpaTmiiuch B MOPO30BCKYIO JETCKYIO KIIMHUYECKYTO
OonpHUIY T. MOCKBBI. B mpuéMHOM OTIeneHnn ObLT BRICTABIICH MIPEA-
BapUTEIbHBINA AUAarHO03 — a0JOMHHAIBHBINA 00JCBOIT CHHAPOM, 00b-
&éMHOe HOBOOOpa3oBaHue keyaka? [ocuTanu3npoBaHa B XUPYpri-
gyeckoe oTaenenue. IIpy 00beKTHBHOM HCCIIeI0BAHUH B SIUTacTpallb-
HO¥ 00J1acTH NaJbIIMPOBAJIOCHh HECMeaeMoe 00bEMHOE 00pa3oBaHue
IUTIOTHOW KOHCHUCTEHIIMH pa3MepoM okoio 15 x 9 cm. Ha 0630pHOi#t
pEHTreHOrpaMMe OpraHOB OpIOIIHOMN MOJOCTH — MPU3HAKH BBICO-
KON KHIIEYHON HEIPOXOAUMOCTH (ITHEBMATH3aNNUs METENb KUIIed-
HUKa ¢ HAIM4YMEM MHOXECTBa MajbIX ypoBHel xunkoctu). Ha Y3U
OpTaHOB OPIONIHOHN MONOCTH — B MPOEKIHH JKeTyAKa 9XO-IUNIOTHOE
BKJIIOUEHHE, IUAMETPOM 10 95 MM., BBINOIHSIOIEE BECh IPOCBET HKe-
nynka. PeGEHKy npoBeneHa auarHocTuueckas 330QaroracTpomyone-
HOo(uOpocKomus. 3aKimoueHne: Tpuxo0e30ap 3HAYUTEIBHBIX pa3Me-
POB. YUHUTBIBasi HEBO3MOXKHOCTB YIAJICHHs] HHOPOJHOTO Tella JKeTy/IKa
MaJIOTPaBMAaTHYHBIM METOJIOM ITIPH MOMOIIH SHI0CKOIINIECKOH TeX-
HHKH, BBITIOJHEHO ONEPaTHBHOE JIeYeHHEe B 00bEME TanapoTOMHH, Ta-
CTPOTOMHY, yHAJICHUs TpHX00e30apa. B mocieonepannoHHOM 1epHo-
Zie B TeueHue 4 cyT peOGEHOK HAXOAMIICS B OTAEICHUN PEaHNIMALUH 1
WHTEHCHBHOM TepanuH, Ha 3-1 CyTKH JIeBOYKa HavaJia MoJy4aTh BOLY
U aJJAITHPOBAHHYIO CMECh B TPOYUUIECKOM 00BbEME C MOCTEIEHHBIM
pacIIMpeHHeM SHTePaNbHOIO TUMHTA T10J] KOHTpoieM ycBoenus. I1o-

clie epeBoia peOEHKa B XUPYPrUUECKOe OTACNICHUE MTPOIOJDKUIIACH
paHee Ha3HAaYCHHAS TEpaIus, HalUCHTKA KOHCYIFTUPOBAaHA TICHXOJIO-
ToM — JaHbl pekoMeHnanmu. Ha ¢pone nmpoBoxumoro jieyenus Ha 7-e
CYTKH TIOCIIe ollepaniy peOEHOK OBUT BHITHCAH JOMOI1 B YIIOBJIETBO-
PHUTETBHOM COCTOSIHUH C BBI3OPOBICHUEM.

3axmouenue. Tpuxobe3oap xKemyKa — J0CTaTOYHO peaKoe 3a60-
JIeBaHUE, BCTpeYaeMoe y ieTei. B 0CHOBHOM 0OICIOT A€BOYKH, IMEFO-
IIME MATOJOTHYECKYIO0 CKIIOHHOCTD BBIAEPTHBATh U TIIOTATh BOJIOCHI
C TOJIOBHI, OpoBeii u pecHuI]. Ha paHHUX cTagusax Tpuxobe3oap KIH-
HUYECKU HE MPOSBIAETCS, Ha Oolee MO3IHUX CTAAUAX OH yBEIHUH-
BaeTcs B pa3Mepax, npuBoxut k ooctpykimu XKKT, uto nposiBisiercst
CHUMIITOMAaMH KHIIEYHOH HETIPOXOIUMOCTH.

& ok ok

OVWABETUYECKAA ®ETOMNATUA

Tarywesa E.H.
Hay4HbIn pykoBoguTenb:
K.M.H., poueHT E.UN. HaymeHko

MeanumMHCKUA UHCTUTYT
MopaoBcKoro rocyfapcTBEHHOIO yHUBEpcUTeTa
um. H.IN. Orapésa, CapaHck

Kntouesnie criosa: nnod, duabemudeckas gpemonamus,
OuasHocmuka

Axmyanvrnocme. Ilomxenynodnas xeses3a 4eJoBeKa HaYMHAET
pa3BHUBATLCS Yepe3 4 HeJl MOCIe 3a4aTus, a IepBble MOMEHTHI CHH-
Te3a MHCYJIMHA MOKHO OOHAPYXHUTh MeXIy 7-if u 8-i Hempemsimu. [e-
CTAI[IOHHBIN AHa0eT SIBISIeTCSI OCHOBHBIM (paKTOpOoM pHcKa auabe-
tuaeckoit peronarnu (D). [lnanenTa sBuseTcs macCHBHBIM KaHa-
JIOM JUIs 10JIM MaTe€pUHCKON IIIFOKO3bI, IIpeIHa3HAaYE€HHOM 1UIs 1i1o/a
B KOHIIe OepeMeHHOCTH. [T0TOK ITIOKO3BI MEXKLy MaTephio U IIOJOM
00yCIOBIIEH I'paJHEeHTOM KOHLEHTPAIMU TIIIOKO3Bl MEXKIY MaTephbio
U 1w1070M. KoHTponb [Ir0Ko3b! 10JDKEH OCYILECTBIATHCS Ha PAHHUX
Cpokax GepeMeHHOCTH, YTOOBI PEIOTBPATUTh BOSHUKHOBEHNUE THIIEP-
UHCYIMHEMHUU IJI0Z.

Lenv: mpoBecTH aHANH3 My OIUKAIUii, TOCBAMIEHHBIX J[D.

Mamepuanvt u memoowi. [IpoBenén 0030p HayuHBIX CTaTeH C MIy-
6uHOIt moncka 5 ner. Ilonck Mpon3BOAMIICS B IEKTPOHHBIX pecyp-
cax medRxiv, PubMed.

Pesynomamer. 1O spnsieTcst TAKENBIM OCIIOKHEHHEM, OIpe/e-
JSIEMBIM KaK CHCTEMaTHYeCKHe N3MEHEHUS y HOBOPOXKIEHHBIX, KO-
TOPBIE MOT'YT 6l)lTl) BBI3BAHBI paHEE CYLICCTBOBABIIMM MAaTCPUHCKHUM
WU TeCTAllOHHBIM CaxapHbIM auaberom. M3-3a Havana u mpomoi-
JKUTEITBHOCTH HETIEPEHOCUMOCTH ITTIOKO3BI BO BpeMsi O€pEMEHHOCTH
MaTepUHCKasi THIEePIINKEMUsI MOXKET 00yCIIOBINBATh THA0ETHIECKYTO
SMOPHOMATHIO, IPHBOASILYIO K BPOXKAEHHBIM MOP(OreHHBIM HITH 3H-
JOKPUHHBIM HapymeHusM. J[® MoXHO 0OHapyXUTh B PaHHEM pas-
BUTHUH TIPH YIBTPA3BYKOBOM HCCIIEIOBAHHIN U JONIUIEPOBCKOM CKaHU-
pOBaHMHU BO BpeMs OepeMeHHOCTH. HOBOpOXKAEHHBIE MOTYT CTPAaTh
MeTaboINYeCKUM CHHPOMOM, IMETh PUCK OXKHPEHHS U PECIINpaTop-
Horo auctpecca. Kak cieacTBue MaTepHHCKOTO ANa0ETHIECKOTo CTa-
Tyca, pacTylas MOITYJISIHs MIaeHIIEB ¢ METa0OIMYECKUM CHHAPO-
MOM BBI3BIBAET OOBIIYI0 00ECITOKOEHHOCTB 10 TIOBOY CEPAEIHO-CO-
CYIMCTBIX 3a00J1€BaHUM, Pa3BUBAIOLIMXCS B IIOJPOCTKOBOM BO3PaCTe.
PacnpocTtpanénnsiv npusHakoM @ sBisgeTca MakpoCOMHUs, KOTOpas
SBJISETCS PE3yNbTaTOM MATEPHHCKOTO AMabeTa M CYMTAETCs OUEHb
LIEHHBIM IPEIUKTOPOM Ul HOCIEAYIoIeil HeNepeHOCUMOCTH III0-
KO3BI M ()aKTOPOM BBICOKOTO PHCKa HETIPAaBHIBHOTO PA3BUTHUSI IIOAA.

3axnouenue. Tarodusmonornyeckas CBsI3b MEKLy MAaTEPUHCKOM
TITIOKO301 U OKHPEHHEM IUIOJIa, ONIOCPEIOBAaHHAS Yepe3 YPOBHU HHCY-
JMHA 110713, Oblita mpexnoioxeHa oonee 60 et Ha3az, a ceyac ObUI0
TIOATBEPXKIEHO, YTO ITO IIPOUCXOANT Ha 24—28-i Hexele GepeMeHHO-
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CTHU. YBeNIMueHHe 3a00pa IIFIOKO3kI 1J10/1, BEI3BAHHOE TUIIEPUHCYITH-
Hemuel miona, cnocobcTByeT hopmupoBanmio JJO.

& ok %k

NMPUBEPXEHHOCTb NMPABUITbHOMY NMUTAHUIO
YYALLIMXCA HAYATIbHON LWWKONbI

Tarywesa E.H.
HayuyHble pykoBoguTenu: K.n.H., JOLEHT
H.H. YepHoBa, cT. npen. J1.1. KutaeBa

MeanuMHCKUIA HCTUTYT
MopaoBcKoro rocyfapCTBeHHOIO yHUBepcuTeTa
um. H.MN. Orapésa, CapaHck

Knouesnie criosa: demu, numaxue, pPexum

Axmyanvnocmo. UTOOBI pacTH, YIUTHCSA U Pa3BUBATHCS, OUCHB
BAXHO TPABUIIBHO MUTATHCS. 3HATh, YTO MOJE3HO, @ YTO COBEPIIEHHO
HE HY>HO, HeOOXOMMO ¢ MAJIBIX JIET. DTO OYEeHb Ba)KHO IS JJaJbHEH-
el KU3HU. VICTOKM XpOHHYECKNX HEMH(EKINOHHBIX 3a00IeBaHUI
Ha4YMHAIOTCS B IETCKOM BO3pacTe. YUUTHIBast 3TO, Mbl BBISICHHIIN, YTO
3HAIOT YYE€HHKH 4-T0 Ki1acca O TMOJIE3HBIX U BPEAHBIX IPOAYKTaxX M-
TaHUs, a TAKKe OCBETOMIEHHOCTD 10-IE€THUX IIKOJIBHUKOB K KaKUM
3a00JIeBaHHSIM MOJKET IIPUBECTH HETIPABIJILHOE INTAHHE.

Lenv: nath OLEHKY MUTAHUS YYEHHKOB 4-T0 KJIacca MyHHUIIUIIAIb-
HOTO0 00111e00pa30BaTeIbHOTO YUPEIKACHUS «JIumei.

Mamepuanvt u memoowi. IIpoBeneHo anketnpoBanue 114 yga-
muxcst 4-X KJIACCOB MYHHUIMITAJILHOTO 00111€00pa30BaTesIbHOIO Y-
pexnenns «JIumei» o BorpocaM NMpaBIILHOTO THTAHMS.

Pesynomamoi. I1paBUIbHBIM MPOTYKTOM TUTAHUS OONBIIAs aCTh
yueHUKOB (75%) Ha3Bana 1-¢ Omono, 35,7% — Kaiy U TBOPOT, U3 HUX
Oounpre nesouek. Beero 3,6% cUMTAIOT, 9TO COCHCKH — TOXeE Ipa-
BIWJIBbHAS €1, OJIHAKO, YTO PaJyeT, KoJ0acy HUKTO He Ha3Ball PaBUIIb-
HBIM TIpOayKTOM nutanus. Ha 3aBrpak BeIGop ornaror kame (40%),
U3 HUX B 2 pa3a OoJibIlie MaJIBYnuKoB, 28,6% ensat OyTepOpomsl, a Kax-
JIBIH MIATHIN — TBOpOT WK ssmgHuIly. Ha 06en 75% MIKOMTBPHUKOB Kak
MaJIBIUKH, TaK U AEBOYKH €T CyTI, a 25% — Mmakaponsl. Ha yxun
B Ka4ecTBe OJIrofia BEIOOpA MPEIIOYUTAIOT CAETaHHbIE U3 KapTodes
(46,4%), orpangHo, uto 35,7% IIKONBHUKOB €IAT cajlaT U3 OBOLICH,
25% epdar uto-To npyroe. M3 HarmuMTKOB OOJILIIMHCTBO HIKOJBLHUKOB
4-ro xyacca IpeAnovnTaroT Yai (75%) U3 HUX OONBIIMHCTBO JIEBO-
yek, 1 50% coku — 6e3 pa3Hullbl B rone. ['oBopst 0 clnaakux rasupo-
BaHHBIX HAIIUTKAX, TOJIBKO 10 y4EHHKOB OTMETIIIH, YTO yIOTPEOISTIOT
HX B KauecTBe JII0OMMOro HamuTka. Ha BOompoc 0 HEmoJe3HbIX Mpo-
nykrax Bce 100% npereit oTBeTMIIN, YTO ATO YMNChl. HeoxunanHbIM
oKazascs TOT (haKT, 4To 25% IIKOIBHUKOB €JIIT, KOTZa 3aX0TAT. Pamy-
eT TO, YTO IIOJIOBUHA AeTei endaT 3 pasa B 1eHb, 14% — 4 pasa. Oxa-
3aJI0Ch, YTO IIKOJIBHUKH 3HAIOT O TOM, YTO HENPABWIFHOE IHTaHUE
MOXKET MPUBECTH K TAKUM 3a0oleBaHMsAM, Kak oxuperue (75%), ca-
xapHbIil nuabder (53,6%), OponxunanbHas actMa (3,6%), rHIIEPTOHU-
yeckast 6om1e3Hb (10,7%). O mpobieme aTepockiepo3a U3BECTHO HE
BceM: 67,8% — He 3HAIOT O JJaHHOM 3a00JI€BaHUH.

3axnoyenue. OCHOBHOE KOJIMUYECTBO IIKOJIBHUKOB 4-TO Kiacca
3HAIOT, KAKKE TPOTYKTHI TUTAHUSI SIBJISIOTCS MOJIE3HBIMU, @ KAKKE TIPHU-
HOCSAT BpeJ oprann3my. ITojoBrHa y4eHHKOB KyIIaoT 3 pa3a B ICHb,
a 25% — KorJa 3aX0TSAT, YTO HENb3s OTHECTH K NPAaBUIBHOMY TTHTa-
HHIO. [IIKOTBHUKY 3HAIOT O TOM, YTO HENPAaBUIILHOE TUTAHUE MOXKET
MIPUBECTH K OXKHPEHHUIO W CaXapHOMY IHA0eTy, OJHAKO 3HAHUS IPO
aTepocKIepo3 HeOOXOIUMO PACLIUPSTh.

AHTUBUOTUKOPE3UCTEHTHOCTb 3
B ABAAOMWHAIIbHOW XWUPYPTUN'Y IETEU
A0 1 BO BPEMA KOPOHABUPYCHOU MH®EKLIMUN

YcmaHoBa A.U.
Hay4Hbin pykoBoguTtens: B.A. CaxabetguHoB

KazaHckuin rocygapCTBEeHHbIN MeAULMHCKUIA YHUBEPCUTET
MuHsgpasa Poccnu, KasaHb

Knrovesnie criosa: demu, aHmMubUOMUKOPE3UCMEHMHOCMb,
OuasHocmuka

Axmyanvrocms. JXU3HEYTPOXKAIOUIUM COCTOSIHUEM UIS 3110pO-
BbSI OONIBHBIX C a0IOMHHAIBHOW XMPYPTUUSCKON MaTOJIOTHEH SBIIS-
eTcs pa3BUTHE IEPUTOHUTA, TPEOYIOIIETO Ha3HAYEHHUS B ITOCIIE0nepa-
[IMOHHOM TIEPUOJIC aJICKBAaTHOM aHTHOaKTepuasHOi Tepanuu (ABT).
OnHako B OCNeHee BpeMsi OTMEUAeTCsl HeTaTHBHAs TEHCHIINS yBe-
JIMYEHUSI Y¥ClIa aHTHOMOTUKOpe3UCTeHTHBIX (ABP) mrammoB, uto 06-
YCIIOBIIMBAET aKTyaJlbHOCTh JJAHHOH TEMBI.

L]ens: mpoBectu cpaBHUTENbHBIN aHanu3 ABP no Hauama Bo3-
HUKHOBEHHMS U B IIEPHO]] TAaHAEMHN HOBOW KOPOHABUPYCHOH HH(EK-
uuu (HKBUN).

Mamepuanst u memoosi. [IpoBe€H peTpOCIEKTHBHBII CpaB-
HUTEeNbHBIA aHanmu3 133 ucropwmii 6oxe3HH AeTeil B Bo3pacTe
9—-18 neT, MPOXOAMUBIUUX JICYCHUE B XUPYPTUUECKOM OTAEIECHUU
B nepuox nannemun HKBU: 133 nanuenta — Bo3pacTtHas mojaa
14 nert, Bo3pacTHas Meanana 13,5 rona. CpaBHUTENbHBIA aHAIHU3
JIaHHBIX, Noay4yeHHbIX B nepuon 1o HKBU, noka3zan, uto 81,3%
GONBHBIX MIPUMEHSIIH 3a rof A0 rocnutanm3anuu ABT — amokcu-
LWINH, B TOM YHUCJIE B COYETAaHUH C KJIABYJIaHOBOH KUCIOTOH U
cynp0akTamoM, nedanocnopunsl I-111 mokoneHwit, a3UTPOMHULINH.
B 78,4% cnyuaes nanHas ABT ucnosnb3oBanack 63 KOHCYIbTaIllUN
Bpada M HEMOIHBIM KypcoM. Takke CTOMT OTMETHTH, UTO KypcC IpH-
meHeHuss ABT w11 HemonHbIM 1 B 90,1% ciydyaeB cocTaBisuI He
Gostee 4 nHel (naHHBIE U1 AMUHOTICHUIMJIIMHOB U e (haioCIIopH-
HOB). [Ipn GakTepHOIOrHIeCKOM HCCI€AOBAHUH BEIIIOTA OPIOMIHON
IIOJIOCTH B NMEPBOM Ipymiie ObUIN MONTYy4€EHbI CIeIyIONe pe3yabTa-
1e1: E. coli, S. viridans, E. faecelis, L. acidofilius, K. pneumonia.
ABP Obina cnepytomas: B 58% cinydaes — ycToiiunBocTh kK ABT
(uedrpuakcon, neprazunum, rnedorakcumy), B 45% — aMOKCHIINII-
TUH + KiIaBynaHart, B 23% — a3tpeonam, B 17% —iunpodrokca-
LHH, B 9% — MeponeHeM. B sMmnupudeckoii nocieonepanioHHON
Tepanuy NPUMEHSUINCh aMHHOTICHUIMIUTMHEL U3 pacuéra 60 Mr/kr
Macchl Tena, unedanocnopursl — 80 MI/KT Macchl Telia ¢ Hocie-
nytomeid cmenoit ABT npu HeraTUBHOM KJIMHUYECKOW THHAMUKE.

3axmouenue. CoOCTBEHHBIE TAHHBIE U AHAIU3 JINTEPATYPHI BHISBIIIA
yBennuenne ABP Bo3Oynuteneit B nepuon HKBU B 1,5 pasa. ABP 3a4a-
CTYIO OIIpeNeNsieTCss OECKOHTPOIBHBIM IPHEMOM aHTHOHOTHKOB. Parmo-
HasbHOe HasHaueHHe ABT mpu pa3nuuHbIX HHGEKIMOHHBIX 3a00eBa-
HUSIX TIPETIITCTBYET (JOPMUPOBAHHIO PE3UCTEHTHOCTH ATOTCHOB K HAM.

3HAYEHUE TEPMUHATNIbHOW UNEOCKOMUKU
NPy NPOBEAEHUU
BMOEOPEKTOCUIMOKONTOHOCKOMNWUW Y AETEN

depnoceeB M.A.
Hayu4HbIn pykoBoaguTENb:
O.M.H., npod. A.®. ®PegopoBCKUn

AnTanckuin rocyqapcTBEHHbIN MEAULMHCKUIA YHUBEPCUTET
MwuH3gpasa Poccuu, bapHayn

Kniroyesnie criosa: 0emu, duazHoCcmuKa, UrieocKornusi
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«CTYOEHUKNHCKME YTEHUA» (MOCKBA, 2 IEKABPA 2022 r.)

Axmyanvrocme. IlonHast peanuszanust BO3BMOXHOCTEH MeToza
BupeopexrocurmoxonaoHockonnn (BPCK) netsm mo3sossieT moiry-
4aTh MaKCHMaJIbHYI0 HH(pOpManuio 1 odecnedeHus 3ppeKTHBHO-
TO JICUCHUSL.

Lens. Onpenenutsd 3pHeKTHBHOCTD M HEOOXOOMMOCTH OCMOTpa
TEPMHHAJIBHOTO OT/IeJIa TIO/IB3/I0IIHO KUIIKK ¢ 300pOM MaTepuaia
Ha TUCTOJIOTHYECKOE HCCIEAOBAHKE NIPU MIPOBEACHUN CTAHAAPTHOU
BPCK netsim 17151 BBISIBIICHUS] TATOJIOTHHU B 3TOM OTJIENE.

Mamepuanst u memoowr. I[Ipoanammuposass pe3ynsrarsl 36 BPCK
¢ TepMHHANIBHOH nteockormeit (68% ot Bcex BPCK, npoBenéHHbIX feTsIM
B OT/IeNIeHHnH 3H10ckoru. Bospact nauuentoB (38% mansaukoB, 62%
neBouek) — 10-17 ner. [loka3aHueM K HCCIIEI0BAHHUIO SIBJISIIACH HESICHAsK
KIMHU4YecKas kaptiHa. Beem nanumenram B gononHenue k BPCK Boimon-
HsUTach TEPMHUHAIBHAS MIICOCKOIHS C OMOTICHEH TIOAB3IOIIHOMN KHIIIKH
U TOCIIEAYIONMM MOP(OIOrHYECKUM HCCIIeIOBAHHEM. BMeliarenbcTBo
MIPOBOIWIIOCH TTOZ HAPKO30M (TIporooIr) BUIEOKOIIOHOCKOIIaMH (up-
MmbI «OLYMPUS»: CF-H180AI PCF-Q180AIL CF-Q150L, CF-H185L.

Pezyromamei. 110 TaHHBIM HIOCKOIIMYECKOTO UCCIIEOBAHHUS,
MOJTBEPIKIEHHOTO TUCTOJIOTHYECKH, y BCEX MAI[NEHTOB ObLIa BBISIBIIC-
Ha MaToJI0rHs TEPMUHAIBHOTO OT/eNa MOAB3J0IIHON KHUIIKHU: (OIJLIH-
KyIsipHBIH mientT — 8 (22,2%) ciydaeB, TUMOIUTHKYIISIpHAs THIEP-
mnasust — 7 (19,4%), XpoHW4ecKuii unenT ¢ 00pa3oBaHUEM SPO3HU —
7 (19,4%), xpoHndeckuii wiaent ¢ Mo OINTHKYISIPHOH THITepILIa-
3ueit — 6 (16,7%), xponmueckuii wient — 3 (8,3%), XpoHH4eCcKuit
WICHUT U XpOHHYECKUi GosumkymsipHbiid uient — 3 (8,3%), apo3us-
HBII WIenT 1 TIMGOoGOINHKYIspHas runepiuasus — 2 (5,6%).

3akniouenue. HecMoTpst Ha 0COOEHHOCTH MPOBEIEHHS SHI0CKO-
MIIYECKHUX MCCIEOBAHUN JIETSIM U HEKOTOPOE yBEINYEHHE MPOTOII-
JKUTEITBHOCTH HapKo3a, CBA3aHHOE C HEOOXOMAUMOCTBIO PACIINPEHUS
BMENIATENbCTBA, HEOOXOANM 00S3aTeNbHbIH 0CMOTP TEPMUHAIEHOTO
OT/IeN1a TTOAB3AOIHON KUIIKH C 3a00pOM MaTepHaia Ha THCTOIOTHYe-
ckoe uccnenosanue. Peannzamus BPCK ¢ TepMuHanbsHO# uieocko-
IIHel IeTSIM CIIOCOOCTBYET CBOEBPEMEHHOMY BBISIBIICHUIO ITATOJIOTHH
B 3TOH 00IaCTH, OCYIIECTBICHHIO AU PepeHINATFHON THarHOCTU-
K{ BOCHAJUTENBHEIX 3200JIeBaHNT KUIIETHHKA, T03BOJISIET (YOPMHPO-
BaTh 3P (HeKTUBHBIC CXEMBI MEANKAMEHTO3HOH Tepariy MaueHTaM 1
OIPE/ICNISATh CUCTEMY THHAMUYECKOTO HaOIIOICHHS.

OCOBEHHOCTU HYTPUTUBHOIO CTATYCA 5
OETEW NPU NOCTYNNEHUU B XUPYPITUYECKUU
CTALMOHAP

®domuHa M.B., 3BoHkoBa H.I",, lN'yceB A.A.,
AnxacoB A.B., llebegeBa J1.B., Aubik C.I.
HayuHbI pykoBoauTenb:

O.M.H., npod. T.3. BopoBuk

HaunoHanbHbIN MeAUUMHCKUIA UCCreqoBaTeNbCKUn LEHTP
3gopoBbs getert Munsgpasa Poccun, Mockea

Kntouesbie criosa: xupypeudyeckue 60sbHbIe,
Hedocmamo4YHOCMb numaxusi, HympumueHasi no00epxka

Axmyanonocms. B HaydHON MEAMLIMHCKON JTUTepaType mpea-
CTaBJICHO OOJIBIIOE YHCIIO UCCIIENO0BAHUH, TOATBEPKAAIONINX HAJIU-
YyHe B3aUMOCBSI3H MeXIy HexocrarouHocThio nutanus (HIT) y xu-
PYPrHYECKUX MAlUEHTOB U PUCKOM Pa3BUTHS Y HUX HH(PEKINOHHBIX
1 HEeMH(EKIHNOHHBIX OCIOKHEHUH. YCTaHOBIIEHO, YTO CTENICHb BbI-
paxerHoctu HII mocne xupyprudeckux BMEIIATENIbLCTB TECHO KOP-
penupyeT ¢ JUTNTENFHOCTHIO IPeObIBaHUS B OTJCTICHIH peaHIMalul
U MHTEHCHUBHOM Tepamnuy, pa3BUTHEM HH(EKIIMOHHBIX OCIOXKHEHUH,
o011eit IPOIOIDKUTENBHOCTEIO TOCIHTAIN3auH. {115 BeleH s B3poc-
JIBIX XUPYPTrHYECKUX MAlUeHTOB pa3paboTaHbl U UCHONB3YIOTCS pe-
[JIaMEHTUPYIOLIHE JOKYMEHTBI, B KOTOPBIX M3JI0)KEHBI COBPEMEHHbBIE

HOJIXO/IBI K OLICHKE MHIIIEBOT0 CTaTyca U OpraHnu3aluy Hy TPUTHBHON
TIOAIEPKKH. B menuarprdeckoif tureparype BCTpeJaroTCs JIUIIb OT-
JeTbHbIC MyOINKAIHH1, a TAKXKE OTCYTCTBYIOT OT€UECTBEHHBIE KIIMHU-
YecKre peKOMEHJalliK M CTaHIapTHI 110 THM BOIIPOCaM.

I]ens: IpoBECTH KOMITJIEKCHYIO OIIEHKY HYyTPHTHBHOTO CTaTyca
Ha OCHOBE COMAaTOMETPUUYECKHUX M KIMHUKO-Ta00paToOpHBIX MOKa3a-
Tenel B IpeonepamonHoM repuoe. OnpeneTuTs pUCKH Pa3BUTHS
HIT y rocnuTani3upoBaHHBIX OOJIBHBIX C XMPYPrUUeCKO MaToIoruel,
HCTIONB3YS BAIUANPOBAHHYIO PYCCKOSI3BITHYIO BEPCHIO OIMPOCHHUKA
«STRONGKkids».

Mamepuanet u memoowt. B uccrnenobanue BKITIOUeHBI 49 neteid, ro-
CIIUTAIN3UPOBAHHBIX B TOPAKAIBHOE XHPYPIUUECKOE OTIETICHIE B BO3-
pacte ot 6 Mec 10 17 ner 7 mec. [IpoaHanu3upoBaHbl JaHHbIC aHAMHE3a
JKU3HU 1 3a00J1EBaHN, TIPOBE/ICHBI KITMHIIECKHE OCMOTPEI, OLIEHEH Hy-
TPUTUBHBI cTaryc. Bo3MOXHBIE PUCKM HAPYIIEHUI HYTPUTUBHOIO CTa-
Tyca OLIEHHBAIIH 0 PyCCKOSI3bIMHON Bepcry orpocHuKa «STRONGKids».
Bcewm neTsM mpy HOCTYTUIEHNN B KIIMHUKY OBLTH TPOBEICHBI H3MEPEHHs
Macchl Tella, JUIMHBI/POCTa, OKPY)KHOCTH CPEAHEH TPeTH Iuieya, Kayu-
niepomeTprst. OeHKy (GH3HIECKOTO Pa3BUTHS IPOBOMIIIN C HCIOIB30-
BaHUEM AHTPOIOMETPUUYECKUX IIOKa3aTesIeil IPpU IIOMOLIM IIPOrpaMMBbl
«WHOAnthroPlus» (2009). IIposeneno onpeneneHre KOHIIEHTpaIA
C-peaxtusHoro 6enka (CPB) u ans0yMiHa B CBIBOPOTKE KPOBH.

Pesynomamut. Cpenu 49 nanuentoB y 29 (59%) nereit 3aboie-
BaHMS HOCHJIM BPOXIEHHBIA XapakTep: HEMPOXOAUMOCTh MUIIEBOA
(n = 15; 31%), Bpoxxaéunas auadparmansnas rpepka (n = 5; 10%),
arpesus MHUIIEBO/A ¢ TPAXEOMHIEBOAHBIM cBHIIOM (1 = 5; 10%) u mp.
V¥ 20 (41%) GonpHBIX MMeNach MPUOOPETEHHAS ATONIOT s, YaIlle BCe-
10 (39%) COCTOSIHHUS MOCIIE XHMHUYECKOTO 0KOTa MUIIEBOoa. Y 00ib-
muHCTBa aeteit (97%) BeusiBieH puck passutusa HII, u3 HuX BBICO-
ku#t B 71% ciy4aeB, ymepeHHblil — B 26%. ¥V 41% nauuenro aua-
raoctuposana HII (nérkoit crenenn —y 18%, ymepennoit —y 12%,
Tsokénoit —y 10%), xponndeckas HII —y 18% nereii. /lannsle ka-
JUIIEPOMETPHH, NTOKa3aTelsl OKPYKHOCTH CpeIHEH TpeTH Iuieda yka-
3amu Ha HIT B 1% u 8% ciyuaes. CHukeHHE abOyMUHA B CBIBOPOT-
Ke KpoBH HIke 32 r/11 otMeueHo B 2% ciryyaeB. Konnenrparms CPb
npesbimana 5 Mr/i B 35% ciydaes.

3aknouenue. B 10onepaninoHHOM MEPUOAE Y MOJABISAIOIIETO
OOJBIIMHCTBA MAIMEHTOB, OCTYMUBIINX B TOPaKaJIbHOE OT/ETICHHE
Ul TIPOBENICHUS OTIepaLuii cpefHero win 0oab1Ioro ooséma, ¢ mo-
momubto onpocHuka « STRONGKids» BEIBIEH yMEpEeHHBIH U BBICO-
kuid puck passutus HIIL. Jledumur mMaccrl Tena pa3snuyHOi cTeneHn
u xponnueckast HII ycraHoBneHs! Goiee yeM y HOJIOBUHEI JieTeid. Pe-
3yJIBTaTHl NCCIICOBAHMS YKA3bIBAIOT, YTO B TAKUX CITydasX HEOOXOmH-
MO Ha3HaY€HUE HYTPUTHBHON MOJIEPHKKH C NEPBBIX JHEN JOONEpaLH-
OHHOTO nepuoza. [TanueHTs ¢ runoans0yMUHEeMue! U MOBBIICHHEIM
CPb Ttpebyet 0co60ro BHUMaHUS MOCIE TPOBEACHHS XUPYPIUIECKO-
TO BMEUIATENIbCTBA.

OCHOBHBbIE ACMEKTbI NEYEHUS
BPOHXUAJIbBHOW ACTMbI Y OETEN

XapxunaeBa ®.[., Xapxunaes U.[0.
HayuHbi pykoBoguTens: K.M.H. ®.A. BopnakoBa

CTaBpononbCKMIN roCyAapCTBEHHbI MEOULNHCKAI
yHuBepcuteT Munaapasa Poccun, CtaBpononb

Knrouesnie criosa, demu, 6poHxuarnbHass acmma, fie4eHue

AxmyansrHocme. NAAEMAOIOTHYECKIE JaHHBIE CBUICTEIIBCTRY-
FOT O POCTE pacmpocTpaHEHHOCTH OpoHXHUaNbHO# acTMmbl (BA) mo
BceMy mupy. Cormacao otuéry [mobansHoit cetn actmel (The Global
Asthma Network), B HacTositiiee BpeMst 0kosio 334 MITH 4eJloBeK CTpa-
IIa0T JaHHEIM 3a0oseBanueM, 14% u3 Hux — getu. 3a001eBaeMOCTh
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B Poccun, Ha mepBbIil B3MIAA, HE OYeHb Oonbinas — 2,2% (okoyo
7 MITH 4eJI0BEK), OTHAKO BBISBIISIETCS 3HAYUTEIHHOE KOIHIECTBO JIe-
TaJbHBIX UCX00B — 28,6 cmy4aeB Ha 100 Thic. HaceneHUA. ITO 03-
HadvaeT, 94To OKoJIo 43 ThIC. enoBek B Poccun exxeronHo mornbaer ot
BA. Ycranosneno, uro BA ¢ dextuBrO neuntcs Tonsko y 5-20% ma-
1eHToB. [IpuunHamu HeocTaToYHoro JiedeHus: BA sBisirotcst Hemo-
crarouHas 3(p(heKTHBHOCT JUATHOCTHKH 3a00I€BaHHS; BEICOKAsS CTO-
MMOCTh MPEnaparoB JJIsl JICYSHHUsI aCTMBI; Hea/IeKBaTHOE JICUCHUE, He
COOTBETCTBYIOIIIEE COBPEMEHHBIM PEKOMEHIalMsIM; HEIO0CTaTOYHOE
HCTOJIb30BaHUE HHTAMAMUOHHBIX KopTHrocTeponnoB (MI'KC) B cxe-
Max 0a3MCHOM Tepariy acTMbI; HeI0CTaToYHass HHGOPMUPOBAHHOCTD
OOIBHBIX, IPOJOIKAIOIIEECS YXYALUICHHE KOJIOTHIECKOH CHTYaIlUH.
TpaauIOHHBIMKM KOMIIOHEHTaMU 0a3MCHOW Tepanuu BA sBisioTCs
UI'KC, GpoHXOIUTHKH, KPOMOHBI, aHTHIICHKOTPHUEHOBEIE TIpernapa-
Tel. B kadecTBe albTepHATUBBI CUCTEMHBIM TIIFOKOKOPTUKOCTEPOU-
nam (I'KC) pacemarpusatorest UIT'KC, nx npenMyniecTBOM SIBISETCS
ropa3io MEHBIIHH PICK pa3BUTHS MOOOYHBIX 3P PEKTOB. DTH 00CTOSI-
TENbCTBA SBUJIMCH OCHOBAHHMEM JUIS [IPOBEICHUS HACTOSIIEH paboThI.

Lens: onpenenuts mecto UT'KC B 6a3ucHoii Tepanuu BA y ma-
IIMEHTOB JISTCKOTO BO3pacTa.

Mamepuanet u memoowsr. O6¢cnenoBans! 24 GONBHBIX B BO3pacTe
6—10 met, HaxonAIIMECS B JETCKOM OTAEIEHUH C o0ocTpeHneM BA,
HMEIOIINX COITYTCTBYIOIIYIO MTAaTOJIOTHIO BEPXHUX JBIXaTEIbHBIX ITy-
Tell — aJuIepTUYeCKUil pUHUT.

Pe3ynomamul. BoibHbIE OCMaTPUBAINCH B MOMEHT HOCTYIICHHS U
yepe3 2—3 [Hs, TP MOIyYeHUN HEOOXOAMMOTo MIHHIMyMa JIabopaTop-
HO-MHCTPYMEHTAJIbHBIX METOJI0B 00CIIeI0BaHHs, COCTABIIANICS ILTaH Oa-
3UCHOH TepanuH. [1anieHTs! He pa3ImJaIrch MO0 IOy, BO3PacTy, COIyT-
CTBYIOIIEH TTATOJIOTHH | CTeNIeHH TshkecTh. CpeiHuiA BO3pacT MalMeHToB
7 + 2 ner. BosnbHbIe ObUM pacnpeesieHs! Ha 2 TPyIbL: 1-51 rpymmna mno-
Tydarna HeOynmai3epHyto Teparmiro OyneconnaoM 0,5 Mr 2 pasa B CyTKU
(n=12), 2-1 — Tepanuro mwiawedo, He nonyyana oyaeconus (n = 12) B Te-
yenue 7 gaelt. Kpome 3toro, Bce O0JIBHBIC TakKe MOTyJaan OpPOHXOIUTH-
K{. MOHUTOPHHT BKITIOYAJT JaHHBIE OOBEKTHBHOTO CTATyCa: IIBET KOXKHBIX
TIOKPOBOB M HX BIIQXKHOCTb, yIAaCTHE BCIIOMOTATEIBHOH MYCKYIIaTyphl B
aKTe JIBIXaHuUs, ayCKyIbTaTuBHAS KapTiHa B nérkux, Y1, UCC, aprepu-
AIIBHOE IABJICHKE; OLICHKA CHMITTOMOB: KallleIb, MOKPOTA, OJIBIIIIKA, XPHU-
TIBI; MCCITeI0BaHMS (DYHKIMY BHEIIHETO JbIXaHMS. JJNCTaHIMOHHEIE XPH-
1161 OBUTH KyIIUPOBAHBI KO 2—3-M CYTKaM y OOJIbHBIX, IOMy4YaBLIUX Oyeco-
HHJL, y OOJBHBIX TPYTIE IDTAe00 HCUe3HOBEHHE MCTAaHIMOHHBIX XPUIIOB
OTMEYEHO K 5—6-M cyTkaMm. Tepamust OynecOHHIOM, IO CPaBHEHHUIO C
ane6o, npuBesa K Oonee BHIPAXKEHHOMY YIIY4IICHUIO ITapaMeTpoOB
¢ysKIM BHEMHETO MbiXaHus (mprpoct ODPB1 k 2-my u 7-My 1HIO —
175 1 200 M1 B ocHOBHO# rpymme npotus 120 1 152 M1 B KOHTPOJIBHOM
rpymme) u okcureHaruu (mpupoct PaO, k 2-My u 7-My jwio —3,6 u 6,8
MM DT. CT. COOTBETCTBEHHO, ¥ IIpUpoCT SpO, k 3-M cyTkam Ha 2-3% B OC-
HOBHO#H rpymnme, npotus PaO, — 2,1 u 4,1 MM pr. ct, SpO, — Kk 5-7-M
cyTKaM Ha 2—3% B KOHTPOJIBHOH IpyTITe). YMEHbIIEHNE JUCITHOD OBLIO
JOCTHTHYTO OoJiee ObICTPO y GONBHBIX, MPHHUMABIINX OYIECCOHHI, —
yKe ko 2-My jaHro sedeHus (p < 0,005). OreHka TUCITHOD OLIEHUBAIOCH
no mkane MRC (04 6anna), yactora apixanus, YCC — B mpenenax
BO3pacTHOH HOpMEL ITocie BRIMCKY U3 CTalioHapa IpyIa OOJIbHBIX,
TOJTy4aBIINX OYAECOHHUN, MPOIOIDKIIIA MOMydaTh Oa3UCHYIO TEPAIHIO
WI'KC (mmynsmuxoprt) 1o 0,25 Mr 2 pasa B CyTKU B TedeHHe 3 Mec. Y JaH-
HOM TPpyIITBI MAIUEHTOB OBLIa JOCTUTHYTa CTOHKAst PEMIICCHS B TeUCHHUE
roza. ¥ 2 (16%) narueHToB, He MOy4aBLINX OyIeCOHU, B TEUCHHUE Me-
cAIa BO30OHOBIIINCH CUMITTOMBI BA.

3axmouenue. Haznauenne MI'’KC (Oyneconnna) B 6a3ucHoi Tepa-
i BA T03BOJIsIeT B KOPOTKUI CPOK KyMUPOBaTh 000CTpeHne 3a00-
JIeBaHWS, 32 MHHUMAJIBHBII IPOMEXKYTOK BPEMEHH yBEINIUTh (DYHK-
[IHOHAJIbHBIC ITOKa3aTeNIN BHEIIHETO JbIXaHus, YCKOPUTh BOCCTAHOB-
JICHUE TIOJTHOIEHHOTO ra3000MeHa, CHU3UTh YacTOTy 000CTpeHHil,
MHHUMH3HUPYsL IPH 3TOM Pa3BUTHE MOOOYHBIX AP DeKToB.

k 3k ok

COYETAHUE CUHOPOMOB KO®®UHA-CUPUC
N ©ENNTAH-MAKOEPMUL

XaHkuwueBa 3.A., 3akaBoBa M.A., AnxasoB A.A,,
Ayp6buena K.C.

HayuHbIn pykoBoauTensb:

K.M.H., poueHT O.U. N'ymeHoK

CapaToBCKMiI rocynapCTBEHHbIA MEAULIMHCKUIA YHUBEPCUTET
um. B.U. PasymoBckoro MuHagpasa Poccuun, CapaToB

Knrouesbie criosa: demu, 2eHemuYeckasi mamorsioaus,
OuasHocmuka

Axmyansrnocms. Cuanpom Kopdurna—Cupruca — 310 peakoe re-
HeTH4Yeckoe 3a00IeBaHue, XapaKTepU3yolIeecs ara3ueil/ Tuomna-
3uell TUCTaNbHON (halaHTM/HOTTA Ha MATHIX NAJBLAX CTOII, 3aAEPK-
KOIf B pa3BUTUH, YMCTBEHHOH OTCTAJIOCTHIO, IPyOBIMH YepTaMH JIHIA
U IIPOYHMMH KIMHAIECKHIMH MIPOSBICHUSIMHU C ayTOCOMHO-IOMHHAHT-
HBIM TUIIOM HacsienoBanus. Cunapom denan—Max/lepmun — 310 re-
HETUYECKOE PACCTPOMCTBO C ayTOCOMHO-JIOMHHAHTHBIM THIIOM Ha-
CJIeIOBAaHHUs, BBI3bIBAIOIIEE MIUPOKUH CIIEKTP CUMIITOMOB Pa3IMIHON
CTEIEHH TSDKECTH: 3aIePXKKY Pa3BHTH/YMCTBEHHYIO OTCTAJIOCTh, /-
(UnIUT IBUTaTEIbHBIX HABBIKOB, 33JIEPXKKY pedn/e€ OTCYyTCTBHE, pac-
CTPOWCTBA ayTHCTHYECKOTO CIIEKTpPa, He3HAUUTENbHbIE AUCMOPhU-
4ecKHe 0COOEHHOCTH.

Onucanue KIMHHYECKOro cay4yasi. Manbuuk, S JIeT, IbIraH 110
HAIIMOHAJIBHOCTH, OT 3-if 6EpeMEHHOCTH (2 CTapIIUX CECTPHI 30PO-
BBI), OT HEKPOBHOPOJICTBEHHOTO Opaka ¢ 3aepxKKOi ICHXOMOTOPHO-
O Pa3BHUTHSI, yMCTBEHHOTO U PEUEBOTO Pa3BUTHSI (PACCTPOHCTBO IKC-
MIPECCUBHON PEdH), THIEPAKTUBHBIM, HMITYIbCUBHBIM H arpeccHB-
HBIM HOBeJIeHHueM, HapylieHneM cHa. HaGmonaercs neuxuarpom c
JIMarHO30M: PacCTPONCTBO ayTUCTHUYECKOTO crekrpa. [Ipu ocmotpe:
peOEHOK He Pa3roBapHBacT, HETATHUBHO pearupyeT Ha OCMOTP, MHO-
JKECTBEHHbIE CTHTMBI IU33MOpHoreHe3a (curodpu3s, 6opIne yImmy,
HOC «KapTOIIKOW», KOPOTKUH (PUIIBTP, THIOTENOPH3M, CaHIAICBH]I-
Has 11eJb, KIMHOAAKTHIIN), IIIOCKOBAJIBI'YCHBIE CTOIIbI, HU3KOPOC-
J0cTh ((U3NUECKOe Pa3BUTHE COOTBETCTBYET 3 romam). [laromorun
BHYTPEHHHUX OPTaHOB HE BBISABIEHO, JJAOOPATOPHBIC UCCIEAOBAHMS —
6e3 ocobennocreil. [Ipu mpoBeneHnn ameKkTpoIHIE(ATOrpaduu BHI-
SIBJIEHA 3MHAKTUBHOCTb, MPH CYPJOTIOTHYECKOM HCCIEJOBAaHUU —
CEHCOHEBpallbHasl TyroyXocTh 1 crenenu. Ilpu nposeaeHUN MOIHO-
reHoMHoro cekBeHupoBanusi JJHK BoisiBieHa He onucanHas paHee
reTepo3uroTHas Mytauus B 16 sx3oHe rena SHANK3, npuBozsias
K CABUTY PaMKH CUMTHIBAHMS, HaYMHas ¢ 653 xomoHa. ['ereposuroT-
Hble MyTauuu B rene SHANK3 onucaHbl y HallUEHTOB ¢ CHHAPOMOM
®enan—Max/lepmua. Taxoke BbIABICHA HE ONUCAHHAs paHEee reTepo-
3urotHas Mmytanus B 19 sk3one rena ARIDIA, npuBosmas K 3aMeHe
AMHMHOKHCIIOTHI B 1697 no3unuu Oenka. ['eTepo3nroTHeie Mytanuy B
reHe ARIDIA, B TOM 4ucCIie TUIIAa MUCCEHC, OIMCAHbI y MAallUEHTOB C
cuaapomoM Kodduna—Cupuc, Tum 2.

3axnouenue. I1peacTaBIeHHbIA KIMHUYECKUHA CITy4dail XapaKTepy-
3yeTcsl Ka3yHCTUUECKIM COUETaHHEM JIByX MOHOTEHHBIX CHHAPOMOM C
ayTOCOMHO-JOMUHAHTHBIM TUIIOM HACJICOBAHUS y OIHOTO IAIHEHTA.

k %k ok
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OCOBEHHOCTHN ANATHOCTUKA
W ONEPATUBHOIO JIEYEHUA DETEW
C CUHOPOMOM MNMEUTLUA-ETEPCA

XBaTtoBa E.N.
HayuHbI pykoBoauTenb:
O.M.H., npod. E.10. [IbsikoHOBa

MockoBCKuin rocyaapCTBEHHbIN YHUBEPCUTET
mm. M.B. JlomoHocoBa, MockBa

Knouesnie criosa: demu, cuHOpowm [lNelimya—Ezepca,
ne4yeHue

Axmyanvrocms. Cunapom Ileiitna—Erepca — penkoe reHetu-
geckoe 3a00JeBaHue, XapaKTepHU3yIoleecss BOSHUKHOBEHHEM raMap-
TOMHBIX TOJIUIIOB PA3JIMYHBIX Pa3MEpOB BO BCEX OTHENAX JKEMYyI0d-
HO-KHIIIEYHOTO TPAKTa B COYETAHUHU C MUTMEHTHBIMHU IIITHAMU Ha KO-
JKe W CIM3HUCTHIX 000J0uKax. B HacTosIee BpeMsi OKOHYATEIbHO HE
YCTaHOBJIEHA MOCJIEI0BATEILHOCTD IOSIBICHNSI OCHOBHBIX KIIMHUYE-
CKHX MIPU3HAKOB 3a0oyieBaHMs. B muteparype HemocTaTouHO OCBe-
LICHBI aCTEKThl XUPYPTUYEeCKOH TAKTUKU U MEIUKaMEHTO3HOIO Jie-
geHus. OTCyTCTBYIOT CHCTEMAaTH3UPOBaHHBIE JaHHEIE 110 peaduiiu-
TalH ¥ CPOKaM JUCIAHCEPHOTO HAOIIOICHUS.

Llenv: onpenenyuTh paHHUE MPEIUKTOPHI ¥ pa3padoTaTh alrOpUTM
obcrenoBanus OONBHBIX ¢ cuHApoMoM [efitiia—Erepca.

Mamepuanvt u memoosi. [Ipoananu3upoBaHbl NaHHbIE 24 neTeit
B Bo3pacte 2—18 et (Me = 9) ¢ cunnpomom [leiitna—Erepca c pas-
JUYHBIMU 1e0I0TOM 3a00JeBaHUs, KIMHUYECKOH KapTUHOW U JaH-
HBIMH J1JA00OPaTOPHO-UHCTPYMEHTAIEHOTO 00CIIeIOBaHNUS OOBHBIX.

Pesynomamur. BonpHbIE OB pacpeesieHb! Ha 2 TPYIITBL: € OTle-
PaTHBHBIM BMEMIATENILCTBOM B aHamHe3e — 13 (54,2%) nereif, 6e3
omnepanun — 11 (45,8%) nereif. Y Bcex MaIEeHTOB NPUCYTCTBOBAIN
IIUTMEHTHBIE IISITHA XapaKTEePHOH JOKAJIU3alu1, IPU T€HETHYECKOM
obciienopannn y 2 (8,3%) neteit He ObUTO IOATBEPIKICHUS MY TAIIHH.
VY Bcex aereit OblIH 0OHAPYKEHBI TTOIHUIIBI B TPOCBETE TOHKOW KHUIII-
KU W IICEBJOVMHBAarnHauu 0e3 HapylIeHUs KPOBOCHAOKEHHS B KH-
mieyHoi creHke. [lanpienTam 6e3 onepanuy B aHAMHe3€ MIPOBEIIH dH-
JIOCKOTINYECKUE UCCIeJOBAaHHUS C OTHOMOMEHTHOH MOJIMIIIKTOMUEH.
Bce manuenTsI ¢ onepanuei B aHaMHe3€ OBUTH ¢ pe3eKIell yuacTka
KUIIKY ¢ TomumnoM. Y 7 (29,2%) maiueHToB ObUT CHHIPOM «KOPOT-
KOHM KHIIKW». DTUM JIETSIM ObLIH BBIIOJIHEHBI JalapOCKOIHS U JHTeE-
poromus 0e3 pe3eKIuH KUIIKH. Bce 1eTH HeOqHOKPAaTHO TOCIUTa-
JIM3UPOBAIUCH C UHTEPBAIOM B 3—6—12 Mec OT MOMEHTa OIepalty.

3axnouenue. PazpaboTaHHBIN Jed4eOHO-IHATHOCTHIECKAN all-
TOPUTM MO3BOJISIET CBOEBPEMEHHO 3a0A03puTh cuHapoMm lleliTia—
Erepca y mereit 1 mpoBecTH HEOOXOANMBIE HHCTPYMEHTAIbHBIE 00-
CJIEIOBaHMSI, YTO B JAJbHEHIIEM MO3BOJISIET H30€XkKaTh XHUpypruie-
CKHUX OCJIOXHEHHUH y JIaHHBIX MTAIMEHTOB. BBIIM onpeneneHbl CpoKu
MMOBTOPHBIX TOCHHUTAIHA3AIIHA IJIS IPOBEICHHUS ITAITHBIX SHIOCKOIIH-
4eCKMX 00CIIeOBaHUH U OCYIIECTBICHHUS HEOOXOANMOTO JICUCHHSI.

®YHKLMNOHAIIbHOE COCTOAHUE 3PUTENIbBHOIO
AHAIU3ATOPA MNP PETUHONMATUMN
HEAOHOLUEHHbIX

Xnonkosa 10.C., UBaHoBa [J.U., lopb6ayeBa H.B.
HayuHbIn pykoBoauTenb:
A.M.H., poueHT C.U1. MakoroH

AnTanckuin rocyaapcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
MwuHsapasa Poccumn, BapHayn

Knroyesbie criosa: HeQOHOWEHHbIE 0emu, pemuHonamusi,
OuasHocmuka

Axmyanvrocms. Bo Bcem mupe okoso 50 000 nereit sBisitoTcs
CIICTIBIMU B pe3ynbTare peTHHonariy HenoHomenHsix (PH), kotopast
IpeAcTaBiIseT coboil Tspkénoe BazonponudepaTuBHOE 3a00IeBaHNE
IJ1a3 HEJJOHONICHHBIX JIeTel, CBsI3aHHOE ¢ HapyIIEeHHEeM HOPMAJIbHO-
TO, HE 3aBEPIICHHOTO K MOMEHTY HPEKAEBPEMEHHOTO POXKICHNUS Ba-
cKysoreHesa ceryarku. Y nereii ¢ PH octpora 3penus Hanpsimyto 3a-
BHCHT OT COCTOSIHUSI IPOBOASAIINX ITyTEH 3pUTENHEHOTO aHAIH3aTopa.
Peructpanus 3putenpHbIX BBI3BaHHBIX oTeHIuanoB (3BII) saenser-
sl 0O0BEKTHBHBIM HEHMHBA3UBHBIM METO/IOM OLEHKH (DYHKI[HOHAIBHO-
TO COCTOSTHUSI 3pUTENBHOTO aHAIN3aTopa U MPEICTaBIsAET CO00H CyMm-
MapHBIH OTBET OOJBIIMX IOMYISIMH HEHPOHOB KOPHI HA TIOTOK HM-
MyJTbCOB MOA AelcTBHEM ad(PEpEeHTHOTO pa3IpaKUTEIs.

Llens. onpenenutb (pyHKIMOHAIBHOE COCTOSIHUE IPOBOASIINX
IIyTel 3pUTENbHOrO aHanu3aropa y nerei ¢ PH.

Mamepuanei u memoowi. IIpoBenén 0630p myOIMKaLUii M0 U3y-
4YeHUIO BIUsAHUA nepeHeceHHor PH Ha noxasarenu 3BIL.

Pezynomamur. Tlpu ob6cnenoBanuu aereii ¢ PH BbIsiBIeHO OTCYT-
cTBHe narojorudeckux uaMenenui 3BI1, uro onpenenser Onaromnpu-
SITHBIA (QyHKIMOHANBHEIH porao3. [Ipu 3ToM mokasaHo, 9To 4acToTa
perucTpanuy nartonoruuecky u3MeHEHHbIX 3BI1 HanpsiMyto 3aBuCHT
OT creneHn TspkectH PH, 4To xapakTeprsyeT HapacTalomyro JUCyHK-
o nposonamux myteit. Jlannsie peructpammu 3BI1 konebanucs ot
HOPMBI JI0 YMEPEHHBIX (DyHKIMOHAIBHBIX H3MEHEHHUH, YTO B OOJIBIINH-
CTBE CIIy4aeB KOPPEIHPOBAIO C COMaTHIECKUM U O()TaIbMOIOTHYE-
CKHMM CTaTycoM OOJIbHBIX. YCTaHOBIIEHO, 4TO rokasarenu 3BII y mo-
HOIICHHBIX JeTed u aereil ¢ PH, B ToMm 4ucie nocne na3epHoi koa-
TYISIUH, HAXOSTCS B IIPE/ieNiaX BO3PACTHOH HOPMBI, UTO YKa3bIBaeT
Ha CBOEBPEMEHHOCTD ITPOBEAEHHON J1a3epHOI KOAryisIiy U e€ ¢-
(exTHBHOCTD. JIpyrie aBTOpbI, HAIIPOTHB, BBIIBIIIM IATOJIOTHIECKHE
n3meHenus 3BII B ornanénHoM nepuose y GONBIIMHCTBA JIeTeil 1mo-
cie azepHoit koaryssiuuu npu aktuBHoit PH. Kpome toro, mocne no-
KaJIbHOM JIa3epHOMN KOAryJIsLIUK CEeTYaTKH HapyLIeHUs! (yHKLUH IIPO-
BOZAIINX ITyTel OBUTH BBISIBIICHBI peXe, YeM I0CIIe TAHPETHHAIBHOM
J1a3epHOM Koaryssiiuy. AHalu3 BbISIBICHHBIX U3MEHEHUH yKa3bIBaeT
Ha (YHKIMOHAIbHBIE HApYIICHHs 3pUTENEHOTO aHalIn3aTropa y Je-
teit ¢ PH, npenMy1iecTBeHHO NOCII€ J1a3epHOM KOArysIsiliiy CETYaTKH.

3axnmiouenue. PH 1 npoBenéHHas J1a3epHas KOArymsalus CeTYaTKu
MOTYT OKa3bIBaTh pa3HOE BIMSHHUE Ha (DYHKIHMOHATIHHOE COCTOSIHHUE
MPOBOJSIIMX ITyTeH 3pUTETHHOTO aHAIU3aTOPa, YTO, B CBOIO OUEPEb,
olpeJeNnsieT NepCHeKTUBHOCTD Pa3padOoTKH METOAOB TOYHOTO IPOTHO-
3UPOBAHMS 3PUTENBHBIX (YHKIMH U BBIIBICHUS 00bEMa MOpaKeHHS
poBoAAIKX MyTel y aereit ¢ PH.

OWWUBKN B CTUMYNALNUN MOTOPHbIX HABbIKOB
Y OETEN C HECOBEPLUEHHbLIM OCTEOIEHE3O0OM

Llesapuk B.A., pebeHwmkoBa M.A.
Hayu4HbIN pykoBoguUTEnb:
K.M.H. I.C. JlynaHauHa-BonoroBa

HaunoHanbHbI MeQUUUHCKMIA uCCneqoBaTeNbCKUMA LIEHTP
3a0poBbsa aeten Munsgpasa Poccun, Mockea

Knrouesnie criosa: demu, Hecog8epuWeHHbIU 0CMeo2eHes,
neyeHue

Axmyanenocme. HecoBepmennsiit ocreorenes (HO) — sto rere-
poreHHas Tpymma 3a007eBaHui ¢ Pa3HbIM THIIOM HACIEIOBaHUs, Xa-
PaKTepU3yIOLIAsCs XPYIKOCThIO KOCTEH, YaCThIMU NIEpEIOMaMHU, KOCT-
HBIMH JIe(OpMaIHAMHU, HU3KOH MUHEPATbHOH INIOTHOCTBIO KOCTH H
HapylIeHHeM KOCTHOM MUKpoapxuTekToHuku. Jletn ¢ HO Tpebyror k
cebe 0cob0ro BHUMAHUSI CO CTOPOHBI POIUTENICH U CIEIUAIICTOB JIe-
4eOHO Pu3KynbTypbl. OCOOCHHO BaXKHO MCKIIFOUUTH PACIIPOCTPAHEH-
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HbIE OIIMOKH B CTUMYJISILIMM MOTOPHBIX HAaBBIKOB Ha 1-M Oy *KU3HU
y AHHBIX JIeTell C eJbl0 CHIDKEHHS PHCKa MEPETOMOB M MPOQHIIaK-
THKH Tpy0oil 3a1ep>kku MOTOpHOTO pa3BuTHs. IIpaBunbHOe oOpare-
HHeE ¢ peOEHKOM 1-TO roia )13HU U aJieKBaTHas (pu3nudeckast Harpy3ka
no3BoisieT AeTsiM ¢ HO ykpenuTs MbIIeuHslit KOpCceT, CHU3UTh JacTo-
Ty IIEPEIOMOB U GE30I1aCHO CaMOCTOSTEIEHO BEPTHUKAIN3UPOBATHCSL.

L]eny: onpenennuTs BIMSHAE OMHUOOK B CTUMYIISIIUE MOTOPHBIX
HaBBIKOB U B €KEIHEBHOM OOpaIlleHHH Ha pealn3aluio MocieJoBa-
TEJIbHOCTH MOTOPHOIO pa3BUTHA Ha 1-M roxy xwu3Hu y nereit ¢ HO.

Mamepuanvt u memoowsi. O6cnenosano 10 gerei B Bo3pacTe oT
6 Mec 10 3 net ¢ quaraozoM HO, oOpatuBmmxcs 3a modopoM KoM-
TUIeKca peabMINTAaMOHHBIX MeponpusTuil. B xome ocmorpa mpose-
JICHa OLIeHKa FapMOHUYHOCTH JIBUTaTeJIbHOTO Pa3BUTHS B COOTBET-
CTBUH CO CPOKaMHM peaH3allii KIIOYEBBIX 1103 MOTOPHOTO OHTOTE-
He3a. [Ipu noMouiy aHKeTUPOBaHUS NPOBEAEH PETPOCIIEKTUBHBIN
aHaNM3 aHaAMHe3a Ha HaJIW4ue OMMOOK B CTUMYJIALIMH MOTOPHBIX Ha-
BBIKOB 1 KOJIMYECTBA IIEPEIOMOB Ha 1-M rofy KH3HHU Ha (poHE Herpa-
BUJILHOTO O0paIicHusl.

Pezynomamui. I1pn aHann3e JaHHBIX BBIBICHBI CICTYIONIHE 3a-
KoHOMepHOCTH: Y 90% neteit ObUTH COBEpIICHBI THITUYHbIC OIINOKN
IIPY CTUMYJIMPOBAHNY HABBIKOB U B €XKeIHEBHOM oOpaenun; y 30%
OOJBHBIX OBIIM OTMEUYEHBI TIEPEIOMbI Ha ()OHE HEMPaBUIbHON CTUMY-
JISIMN HaBHIKOB (B MOMEHT cTUMYIsiimy). Habmonanuce ciexyromye
TUNUYHBIE OIIHOKK: MaccuBHOE nmpucaxuBanue (y 90% mereit); Ha-
KJI0H ¢ ukcanumeit 6éaep (20%), npexaeBpeMeHHas TACCHBHAS BEP-
tukamn3anus (90%), Tpakuus 3a pyku (60%), NCTIONBE30BaHKE XOMIY-
HKOB (40%). Ilpu cpaBHEHNHN TaHHBIX aHAMHE3a U OCMOTPA MBI BbISI-
BIJIU TIPSIMYIO B3aUMOCBSI3b MEXIy YHCIIOM COBEPLIEHHBIX OIINOOK
C HapyIIEHNEM €CTECTBEHHOH MOCIIEI0BaTeIbHOCTH 3TAINOB J[BUTa-
TENILHOTO Pa3BUTHS peOEHKA U YaCTOTOM MEPETIOMOB.

3akniouenue. JlOMyIeHHbIE OMIMOKH B OOpAIeHIH U CTUMYIISI-
IIMM MOTOPHOTO OHTOreHe3a y aeteit ¢ HO mpuBomst k Goree no3iHe-
My OCBOEHHMIO JBUTATCIILHBIX HABBIKOB U HECYT 3a COOO IOBBIIIEH-
HBIM PUCK NEPETOMOB.

k %k ok

YHUKATbHbIU CITYYAN
MEHWHIOMUENONONMUPAOUKYIOMNATUN
B MPAKTUKE OETCKOINo MH®EKLIMOHUCTA

Linéusora B.B., N'ynukosa A.C., Asnmoga LLI.T.
Hay4HbIn pykoBoguTEsNb: K.M.H., AOUEHT
M.A. MaTBeeBa

CapaTtoBCKkuiA rocy4apCTBEHHBIN MEOULMHCKAINA YHUBEPCUTET
um. B.N. PasymoBckoro MuHsgpaea Poccumn, CapatoB

Kntouesnie criosa: demu, cuHopom utieHa—bappe,
OuaeHoCcmuKa

Axmyanvnocms. Cunnpom ['mileHa—bappe 00benUHSIET IpyImy
OCTpBIX ayTOMMMYHHBIX MEHHHTOMHEIIONOINPAJUKYIONaTHH, KOTO-
pBle pa3BUBAIOTCS HA (JOHE NMePeyTOMIICHUS WITH PEKOHBAIECIICHIINT
MocJjie KaTapalbHBIX U BUPYCHBIX 3a0oseBanuii. bes oOmenHpexim-
OHHBIX ¥ WHBIX aCTCHHYECKUX CHMIITOMOB Pa3BHBAIOTCS M HapacTa-
10T OOJIEBBIE U JIBUTATEIbHBIE HAPYILICHUS.

Onucanue kiInHU4Yeckoro caydas. [lanuent /., 6 net, 3a-
0oen ocTpo, KOTIa TeMIeparypa Tena nogHsuiace 10 37,2°C, cna-
60cTh, roIoBHAs 00JIb, OHOKpATHAs PBOTA. JIeueHHEe CUMIITOMATH-
yeckoe. Ha 3-it nenp Oone3Hu nosBIiIach ciaboCcTh B 00EUX pyKax U
Horax. Ha 8-it neHb 60ne3HU B CBA3M C yXyIIICHHEM COCTOSHUS HO-
cTynui B otaenenue. [Ipu ocmoTpe cocTosiHuE TskENOE, 00yCIIOB-
JICHHOE HEBPOJIOTHYECKOH CUMIITOMAaTHKOM. [lonoxeHne naccuBHoe,
aKTHBHBIE IBWKEHHS pe3ko orpannyeHsl. Co3HaHUE SICHOE, HeraTH-
BEH K OCMOTpY, Kanpu3seH. Peds HeBHATHAs, Tnxas. JlarodTansm cie-

Ba, CIVIAJKCHA JIeBasi HOCOTYOHas! CKJIajiKa, OIyILeH JIEBBIH yroJ pTa.
@onanust cHmwkeHa. Carypamms 94% Ha caMOCTOATETHHOM JIBIXaHHUH.
Pecdnekcer ¢ pyk S = D, cHukensl, ¢ HOr abs, OpromHbie abs. Cum-
nToMm babGunckoro cieBa. MbllleuHast CHiIa CHIDKEHa B HOTax Jio 2
0aIoB, B pyKax ciieBa 10 4 6amios, crpasa 1o 2 6amioB. Koopau-
HaTOPHBIC POOBI HEe BHIMONHSET 3a cYET napesa. OyHKIUH Ta30BBIX
OpraHOB HAPYIICHHI IO THIYy OCTPOH 3aAepKKU. MeHHHTeaIbHbIe
3HAKU NosoxuTenbHble. OOIEKINHIYSCKHEe aHATU3bl 0e3 MaToo-
run. IIpu KT roaoBHOro Mo3ra BbIIBICHO YMEPEHHOE PaclIUPEHUE
MPEIMOCTOBOM U MOCTOMO3XKEYKOBOH HucTepH. Kucta nmpo3pau-
HOH nmeperopoaku. Ilpu cTUMYISALUOHHON 37€KTpOHEeipoMHorpa-
(UM IIMHHEBIX HEPBOB BEPXHUX KOHEYHOCTEH: IPU3HAKH YMEPEHHO-
r0 MOPaKeHUS CPEJUHHOTO HepBa ¢ 00EHX CTOPOH MO aKCOHAJIBHO-
JeMHSIMHI3HPYIONEMY THITY, OoJIbIIe ciipaBa. B mMHHBIX HepBax
HIDKHUX KOHEUHOCTEH: MPU3HAKU HaYadbHON JIeMUEINHN3AIMU MO-
TOPHBIX BOJIOKOH OospniedeprioBoro Hepsa ciesa. [Ipy MPT mreit-
HOTO OTJIeJIa TIO3BOHOYHMKA BBISBICHBI ABUTATEIbHBIEC apTE(aKThI.
B ananuse nmkBopa muMdonnTo3. AHaNIM3bl Ha BEISIBICHUE BO30Y-
nIuTenei nHPEKIHiA oTpuLaTenbHble. BoicTaBieH nuarno3: MeHuH-
roMuenopaaukyaonatus. Jleuenue: alukIoBUp (YUUThIBas KOHTAKT
[0 TePIIeTHYECKOH MH(EKInuN ¢ MaMoi), AeKcaMeTas3oH, nedrpu-
AKCOH, ITyJIbC-Tepanus METUINPEAHN30I0HOM. B nanpHeimem Obl-
JI1 OTMEHEHB! NIIIOKOKOPTUKOCTEPOUIbI U Ha3HAYEHbI HUMMYHOIJIO-
OynuHbl. [Tocte nedeHust ObLT BBINUCAH C TOJIIOKUTEIBHON ANHAMU-
KO 1o/l HaOMIO/IeHNe HeBPOJIOTa U IIEANaTpa 10 MECTY JKUTEIbCTBA.

3axnioyenue. IpaBUIBHBIN ITaH 00CIETOBAaHNS TIOMOT B AWAar-
HocTHKe cuHapoMa ['miteHa—bBappe, Bo3HuKIIero Ha oHe nepeHe-
céanoro OPBI, a BepHast TakTHKa JIEYEHHs CIOCOOCTBOBAJA MTOJIO-
JKATEJILHON TUHAMHKE.

NUNOKANWH, ACCOLIMNPOBAHHbIU
C XEJNTATUHA3OWN HEUTPO®UNOB, — HOBbIN
3HOOMEHHbLIV BUOMAPKEP ®YHKLIMU NMOYEK

UnHuanse B.4.
Hay4HbIn pykoBoguTtenb: K.M.H. K.A. KazakoBa

HaunoHanbHbIN MegULMHCKUIA UCCrenoBaTeNbCKUN LLEHTP
3gopoBbs geten Munsgpasa Poccuun, MockBsa

Knoyesble criosa: nunokanuH, 6UoMapKEp, byHKUUU rMoYeK

Axmyanvrnocms. OOUH U3 CaMBIX KIMHUYECKH HHTEPECHBIX Oel-
KOB, OTKPBITBIX B HEJJABHEE BPEMSI, — 3TO JIUTIOKAIIMH, ACCOLMUPOBAH-
HBIU C XKeJaTHHAa30i HelTpodmios (neutrophil gelatinase-associated
lipocalin; NGAL; npyroe Ha3BaHue — qunokaiuH 2). BrepBreie
NGAL 06bu1 BbIIECNICH U3 CyIIEpHATaHTa aKTUBUPOBAHHBIX HEHTpO-
(hIII0B YeTIoBeKa M COOTBETCTBEHHO ObLT Ha3BaH. Ha3BaHue okazanoch
He coBceM yaauHbIM. XoTs NGAL fefcTBUTENBHO BEIXOAUT B IUIA3-
MY U3 BTOPHYHBIX I'paHyJl aKTHBHUPOBAHHBIX HEUTPO(UIIOB, HO CHHTE-
3MPOBATHCSI OH MOXKET B PA3HBIX OPraHax M B Pa3HbIX THUMAX UX KIe-
ToK. ¥ NGAL MHOrux BaxkHsIx GpyHKImi. [Ipesxie Bcero — oH KoM-
MOHEHT OCTPOHi (ha3bl BOCIAIUTENEHOTO 0TBEeTa. B HacTosmee Bpems
B KJIMHUYECKOH NPaKTHKe (QYHKIHIO MMOYEK NMPUHATO OLEHUBATD 110
YPOBHIO KpeaTHHHHA B CEIBOPOTKE KPOBHU H IO CKOPOCTH KITyOOUKO-
BOH (DMIBTPAIMH, U3MEPEHHOH 110 KIUPEHCY KPeaTHHHHA MIIH TIOJ-
CUMTAHHOU 1O (OopMyJie HA OCHOBE KpeaTHHHUHA. B cBs3n ¢ Takumu
HEJJOCTaTKaMH KPEaTHHHHA, KaK 3aBUCHMOCTh €TO KOHIICHTPAINH B
KpPOBH OT MAcCChI T€Jia U Ty6y)'l§[pHOﬁ CEKpeuru, NpEIIOKCHbI HOBBIC
O6romapképsl ¢yHknuu nouek — mucratud C u NGAL.

L]env: onpenenuts pyHKIMOHANEHOE 3HaUeHHEe NGAL 1 BO3MOXK-
HOE €ro IPHMEHEHHE JUIS OLIEHKH (YHKIHH ITOYEK.

Mamepuanvt u memoouvt. IIpoBenéH 0030p COBpPEeMEHHOI JInTe-
paTypsl, MOCBSIMEHHBIN JIUITOKAINHY.
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Pesynomamur. NGAL BnepBble onucad B 1993 ., cunresupyercs
B Pa3HBIX OpraHax M Pa3HBIX THIIA KJIETOK, B TOM YHCJIE B SIUTEINH
MOYEK, BHIXOAUT B IIa3My BTOPHYHBIX TPaHysl HEHTPO(DHIOB, OTHO-
curcs k Oekam ocTpoi (asbl, 32 4TO U MONYYHIT Ha3BaHue. BaxHel-
meit pynxnueit NGAL — ctuMymsanus nponudepanni moBpexxaEH-
HBIX KJICTOK (B TIEPBYIO OYepEb SMUTENHATIBHBIX) U OaKTEePHOCTaTH-
yeckas. Yame Beero onpeneneHue konueHTpanuii NGAL B cBIBOpOTKe
KPOBH ¥ MOY€ IIPUMEHAETCS 1JIsI BBISIBICHHUSI OCTPOTO TIOYEYHOTO T0-
Bpexenus (OINIT). Meraananu3 n3 8 crpaH, BKIIOYAONUX Oolee
2500 manueHToB, MO3BOIMI YCTaHOBHTH HOTpaHW4HbIe ypoBHA NGAL
B CBIBOPOTKE KPOBU U MOYE Ul B3POCIBIX U JIeTel I BbIABICHUS
OIIIL. peumymectBo NGAL coCTOUT B CKOPOCTH €T0 MOBBIIICHUS
110 CPaBHCHUIO C KP€CAaTUHUHOM, HA U3MCHCHUHN KOHLCHTPAlUHU KOTO-
poro crpourcs u3BectHas RIFLE-xnaccudukanus OIIII, n ypoBeHb
KOTOPOTO IMOBBIIIAeTcs Ha 2 cyT nmo3xke. YposeHb NGAL no3Bomnser
muddepenmpoBars centnueckoe u Hecentudeckoe OIIIN, mporHo-
3upoBats pazsutue OIIIl B Onmxkaiimue 48 4 B OTHOIIEHHUSX HHTCH-
CUBHOM Tepamnuu U SBISETCA IOKa3aHUEM Ul 3aMECTUTENIbHON Tepa-
1M, KOTZIa ypOBEeHb KpeaTnHuHa enlé HopManeH. Conepskanne NGAL
CITyXHT MPOTHOCTHYECKUM MapKEPOM JIeTanbHOCTH. B kauecTBe nH-
nmukaropa OINIIT NGAL ucnons3yeTcs npu Hemo4edHsIX 3aboseBa-
HUAX, U3y4YeH MIPH TPAHCIUIAHTAIMHU MEYECHH, KapIHOXUPYPTrHIECKIX
BMEILIATEJIbCTBAX, KAPIUIYIbMOHAPHOM LIYHTUPOBAHUY, I103BOJISIET
nporHo3upoBats pazutue OIIII, ero TsDKecTh U UCXOX Y IeTel, Ha-
XOOAIIUXCA Ha VICKyCCTBeHHOﬁ BCHTUJIALIMHU JNETKUX. l'[pn XpOHHYEC-
CKHX IOYeHBIX 3a00meBaHusIX NGAL MoxeT OBITh KpUTEpHEM aKTHUB-
HOCTH, IPOTPECCHPOBAHMS, Ha Pa3HBIX BUJAX 3aMECTUTENbHOM Tepa-
IIUM MOXET UCIIOJb30BaThCs IS ONIPE/ENICHUs] OCTaTOYHON 10YEUHOH
GyHKIUH, a TaKKe B KadecTBe Mapképa (QyHKINU TPAaHCIUIAHTATA.

3axnouenue. NGAL okazacs mosie3eH MpH HEMOYEUHBIX 3200-
JIeBaHMSAX — MapKEPOM MPEIKITAMIICHH y OepeMEHHBIX, P HH(pap-
KTe MUOKap/a MHANKAaTOPOM HEOIAarompHsATHOTO UCXO/1a, a TAKKe s
JIMarHOCTHKH HE()PPOTOKCHIHOCTH MEANKAMEHTOB M PEHTT€HOKOH-
TPACTHBIX MPENapaToB.
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BPOXOEHHbIE MOPOKU CEPALUA Y OETEN
AITTAUCKOIO KPAA

YepkawunHa K.A., Yaganos M.O.
HayuHbI pykoBOoAgUTENb: A.M.H.,
npod. E.B. CkynapHoB

AnTanckuin rocygapcTBeHHbIN MEOULMHCKUIA YHUBEPCUTET
MwH3gpasa Poccuun, BapHayn

Knouesnie criosa: demu, 8poxxOEHHbLIE MOPOKU cepdya,
OuasHocmuka

Axmyanvnocmo. Bpoxnéunsie nopoku cepana (BIIC) — oxHo
13 4acThIX 3aboneBaHuii cepana y nereif. BIIC mMoryT ocnoxHsATCS
Pa3BUTHEM CEpAEYHON HETOCTATOYHOCTH M CITYXXHUTh IPUINHOH He-
0JIaroNpuUsITHOTO UCXOJA.

L]env: ompenenuTh COCTOSIHUE 30POBBSI MaTepeil U CTPYKTypy
BIIC y mereii.

Mamepuanei u memoowi. IIpoBen€H peTpoCcTIeKTHBHEIH aHamn3 60
UCTOpHI OONE3HN AUCTIAHCEPHBIX JIeTeH 1-ro roja *u3HH, HAXOWBIINX-
Csl Ha JIGYCHHUH Yy JIETCKOTo Kapauosora. Merogamu, Mo3BOJISIONIMMU
BBISIBUTB MTATOJIOTHIO CEPALIA Y AETeH MOCIe POXKACHHUS, SIBIISIOTCS aHa-
113 )KaJ100 U CBeNIeHU aHaMHe3a, 00bEeKTHBHBIM OCMOTP, HHCTPYMEH-
TaJILHBIE METOMBI IMarHOCTHKU — PEHTTeHOrpadust OpranoB rpyaHoit
KJIETKH C OIpesieNieHneM KapauoTopakaasHoro unaekca, KT, OxoKT.
[pouienTHOE CooTHOMIEHHE OONbHBIX eTei BIIC mo momy: 60% manb-
ynkoB, 40% neBouyek. Hamu 00ciie10BaHbI TOIBKO JTOHOILICHHBIC ICTH.
D70 CBSI3aHO C TEM, YTO Y HEJJOHOLIEHHBIX UMEIOTCS (peTabHbIe KPOo-

BoToku. [lo TeppuTtopuanbHOMy (akTopy Hmpeodianain ropoacKue
netn (62%), censckux u3 obcnenyemsix 06110 38%. [aTonormueckoe
TeueHne OepeMEeHHOCTH (BHYTPUYTPOOHbIe HHDEKLIUH, XPOHHYECKast
(eTomaneHTapHasl HEIOCTAaTOYHOCTH) BBISBIEHH! Y 51,5% Marepeii,
XPOHMYECKUE O4aru MHGEKIUH, COMaTHIeCKHe 3a00JIeBaHUsT U Bpell-
HbIe PUBBIYKU — ¥ 48,5%. YacToTa BBIBISIEMOCTH TOPOKOB: JieexT
MEXIIPeICepIHON eperopoaku — y 36%, HeeKT MexOKeIyJOIKOBOH
neperopoaku — y 28%, OTKpBITHINA apTepHanbHbIi NPOTOK — Y 9%,
TPAHCIIO3HIMS MAaTUCTPAIBHBIX COCYNOB — Y 5%, KOapKTaIHs a0pThl —
y 13%, Tetpana ®@amno —y 1%, cteHo3 nérounoit aprepun — y 8%.

3axniouenue. Y nereit Anraiickoro kpas npeotmanator BIIC ¢
oboramieHreM Masoro kpyra kposooopamenus (72% oT o0rmero duc-
na 6ompHbIX ¢ BIIC), 6e3 rinano3a — 28%. BeposaTHeIME 3THOIOTHYE-
CKMMH MPUYHHAMH (HOCITYKUBIINMU poxkaeHuto nereit ¢ BIIC) cra-
71 TIepHHaTalbHble (aKTOPhI PHCKA, B TOM YHCIIE BHYTPHYTPOOHbIE
nHpeKMN, XpoHHYecKast (eToruaneHTapHas HeZJoCTaTOYHOCTb, CO-
MyTCTBYIOIIKE U POHOBBIE 32a00JIEBaHIS MaTepeil.
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®AKTOPbI PUCKA BUPYCHbIX UHOEKLIUNA,
CBA3AHHbIX C OKASAHUEM MEAULIMHCKON
NOMOLLW, Y AETEU

YepHoycos A.0.
Hay4HbI pykoBOAUTEND:
A.thapMm.H., npod. A.U. OBoa

Kypckuin rocygapcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
Mwunzgpasa Poccun, Kypck

Knouesnie criosa: demu, 8UpPYyCHbIe UHeKkuuu, OuazHocmuka

Axmyanvrnocms. BupycHble HHQEKINH, CBI3aHHBIE C OKa3aHUEM
meaunHckoi nomonty (MCMII), perysiasipHO BCTPEHatoTCsl y TOCIH-
TAJIM3UPOBAHHBIX JAETeH U BCE yallle IPU3HAIOTCS IPUINHON IPEoT-
BpaTuMOro Bpena. OfHAKO STHIEMHUOIOTUS U MOAU(PHITIPYEMbIe (pak-
Topbl pucka s neguarpudeckux ICMIT mnoxo usydeHsl, uto o0y-
CJIOBIMBAET HEOOXOAUMOCTD X HCCIICIOBAHMS.

Lenv: onpenenutb (HakTopbl PUCKA M UCXOJIbI, CBA3aHHbIE C Me-
marpuaeckumu UCMII B netckoii 6onpHMUIIE.

Mamepuanvt u memoowvl. JNMUIEMHONIOTHYECKHHA HAI30p 32
HCMII 6b11 ipoBenéH B MacinTabax Kypckoit o0macTHO# aeTckoi
KIIMHUYIECKOH OOJIBHUIIBI C HCIOIb30BaHNEM HOPMAaTHBHO TOKyMEH-
Tanuu. beun 06paboTaHbl NaHHBIE MEIMIMHCKUX KapT U NPOBEAEH
OIIPOC MEHITHCKOTO NTEePCOHAa, KOHTAKTHPOBABIIIETO C MAlUeHTa-
MH, 9TOOBI BEISIBUTH OTEHIHAbHBIE (DAKTOPHI PUCKA C MOMEHTA TO-
cnutanuzanuy Ao Hauana MCMII. OnucarenbHble CBOIHBIE CTaTU-
CTHYECKHE NaHHBIE MAI[MEHTOB, KOHTAKTOB C HUMH U HCXOJOB JIedue-
HUA B 6om>1-muax OBLIH IpoaHaJIM3UPOBAHBI KaK JJId OTHFOLHéHHbIX
CIIy9aeB, TaK U IJIsI KOHTPOJIBHON TPYIIIIEL.

Pezynomamer. B Teuenne 20-Mecs4HOTO MEPUOAA HCCIIEN0BA-
HUst ObuIN BBIsBICHB! 143 cxoxux nanuenta ¢ MICMII, u3 koTopsIx
OBLIO 3apETHCTPUPOBAHO U HCCIEA0BAHO 64 ciaydas 3apaxeHus. [la-
IIUCHTHI OBLITM U3 CXOXKHX TPYIIII 10 MOy M Bo3pacTty. Beero y 64 3a-
OoneBmmx BBIABICHO 79 BHpycoB. B meprnorn Habmonenus 60IbHBIX,
B CPaBHEHUM C KOHTPOJBHOU IPYMION, MAallUEHTHI Yallle KOHTAKTH-
poBany ¢ 3apa3HBIMH ITOCETUTEIIMU (OTHOIIEHHE MIaHCOB = 5,19;
p =0,5). Cpenusist IpoROKUTEIBHOCTD MIPEOBIBAHUS B CTAIIMOHAPE
nocie peructparuy CMII Oplia Oosbiie o CpaBHEHUIO C KOHTPOIIb-
Ho#i rpynmoit (B cpeareM 411 nporus 159). JlanHbie ciaydan Taxke
umenu 6oJiee BRICOKYIO MPOIOKUTEILHOCTD aHTHOAKTEPHATBHOI Te-
panuu B pacyére Ha 1000 kolKo-IHEH MO OTHOLIEHUIO K KOHTPOIIb-
HOH rpymre (B cpenHeM 665 npotus 247).

3axniouenue. Pe3ynsraTsl HCCIEJOBaHMUS OKa3bIBAIOT, YTO KOH-
TakKT ¢ OOJBHBIMHU MTOCETUTEISIMU SIBISETCS ITOTCHIINATBHO MOTH(H-
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UpyronmM (aktopoM pucka i neauarpuaeckux MCMIL. Tocnu-
tanusupoBanubie getr ¢ MCMII taxske moiBeprayich MOBBIIIEHHO-
My BO3JEHCTBHIO aHTHOAKTEPUAIBHBIX IIPETIAPATOB 110 CPABHEHUIO C
KOHTpOJIbHOMU rpynmnoil. ITomydeHHble JaHHbIE CBUIETEIBCTBYIOT, YTO
MOXET MOTPeOOBaTHCS MEPECMOTP OONBHUYHOH TTOIUTHKH C aKIIeH-
TOM Ha CKPUHMHI ITOCETUTEIEeH U IPOBEICHUEM CaHUTapHO-IIPOCBE-
THTEIBCKOH pabOTHI C CEMBSIMH, YTOOBI CHU3UTH 3a00I€Ba€MOCTb IIe-
nuarpudeckumu NCMIT Bo Bpemst rocniuTanu3anuu aeTei.

HEFATUBHOE BIIMAHWE OQHOKAMEPHOW
ANMUKAPOUANBHOW
ANEKTPOKAPONOCTUMYNSALMU HA GYHKLMIO
CEPOLIA PEBEHKA C KOPPUTMPOBAHHbIM
BPOXAOEHHbLIM MOPOKOM CEPALIA

YepHbiweBa K0.A., MetnuH C.H., AGawmase 3.A.
HayuHbI pykoBoguTens: K.M.H. B.B. MuHaeB

HaunoHanbHbIN MEAULIMHCKUIA NCCRenoBaTENbCKUN LEHTP
3nopoBbs aetert Munsgpasa Poccun, Mocksa

Kriroueeabie crioga: demu, anekmpokapouocmumynsiyusi,
OuaeHocmuka

AxmyansrHocms. [{j1s KOppeKIUU NOJHON MONepeyHon OoKaibl
cepala y JieTelf 4acTo MCIONIB3yeTCsl SIMKApAUAIbHAS OJJHOKaMepHast
anekrpokaparocTumMyssais (OKC). OnHako MMIUTIAHTAIMS KApIHOCTH-
MYJISTOPOB JETSIM MMEET CBOU 0COOEHHOCTH: BaKHBIM SIBIISIETCSI CIIOCO0
HMIUTaHTAIMH YCTPOUCTBA (MMKApAUATBHBIA WM SHAOKApAUAIBHBIN Ba-
PHAHTBI), BBIOOP PEKHMa CTUMYJISILIMI, BO3MOXKHOCTh YaCTOTHOM ajiari-
Talli YCTPOHCTBA. B CBs3M ¢ 3THM aKTyabHO OIpelIeNiCHIe cepred-
HOM JIeATENIbHOCTH y peOEHKA C MMILTAHTUPOBAaHHBIM BOAUTENEM PUTMA.

Onucanue KJIMHHYECKOro ciayydasi. Mansuuk T., 2 roga 6 mec,
MOCTYIHII B CBSI3HM C HEOOXOAUMOCTBIO T000CIEI0BaHUS H OIIpe-
JICJICHUS] TAKTUKY JalbHeimero BeaeHus. B 2 Mec pe6&HKy Oblia
MIPOBE/ICHA pauKanbHas KOPPEKIUS BPOXKIEHHOTO TTOPOKa Cepama:
situs inversus (1eBoc(hOPMHPOBAHHOE, MIPABOPACIIOIOKEHHOE CepI-
1ie), D-TpaHCcIo3uIis MarucTpaitbHBIX cocyoB. Koapkranust aopThL.
Jedext MexokenyJ0uKoBor neperopoaku. OTKPBITHIN apTepHalib-
HBII IpoTok. [locneonepannoHHbIH Tepruo ObLT OCIOKHEH TTOTHOM
aTPHOBEHTPUKYIISIPHOI OJIOKAIOM, TSI KOPPEKIIMU KOTOPOIT OBLT M-
TUTaHTUPOBaH opHoKamepHbIi DKC Ha snuKapauaaIbHOM KeTyI0uKo-
BoM antekTpoze (pexxuM V VI ¢ 6a3oBoit gactoroit 130 B mun). Uepes
12 mec nipu sxokapauorpaduu (9xoKI') BiepBbie ObLIO BBISBIEHO pac-
1MpeHue noyuocreil 1eBbx 0TAenoB cepaua, npu OKI' — npusnaku
HeadexkTnBHOM cTUMYIALUH (OE30TBETHBIE CHIAKH, COOCTBEHHBIN
JKEJTyJI0UKOBBIM pUTM ¢ yactoToit 32 B MuH). HecMoTpst Ha nepenpo-
rpammupoanne DKC, moseienue 3G heKTUBHON CTUMYIISIHHI, TIOI0-
OpaHHYIO0 Tepanuio XPOHNYECKOH ceplieuHOl He0CTaTOUHOCTH Y pe-
0€HKa, TraTanus JieBoro xxenynouka (JIXK) yeyry6Omsinacs, yMeHbIIH-
nack ¢pakus Beiopoca (PB), B cBs3u ¢ ueM peGEHOK ObLT HaNpaBIeH
B Hat Llentp. IIpu OxoKI" otMeuanocs nporpeccupoBaHue AUIaTaln
JDK, ero pemonenupoBaHue, COKpaTUTENbHAS CIOCOOHOCTh CHIKEHA.
IIpu OKI" u xontepoBckoMm MoHuTopuposanuu DKI' Oblia BeIsIBICHA
TI0JTHASI ATPHOBEHTPUKY/SIPHAS AUCCOIMAINS, TIPH KOTOPOH Tpezacep-
JIMS 1 KENTyI0UKU He aKTHBUPYIOTCSI CHHXPOHHO, @ COKPAIAlOTCs He-
3aBUCHUMO JIPYT OT JIPYTa, IIPH 3TOM PUTM COKPAIICHUS JKETyI0IKOB
00 COBMAZaeT ¢ PUTMOM COKPAILICHHUS MpeACepanid, 1100 MPEeBbI-
IIaeT ero, 6e3 YacTOTHOM aJlanTalliy Ha Harpy3Ky. [Ipu peHTreHorpa-
(uu cep/a BEISBICHO HapyIICHUE [EIOCTHOCTH OIUIETKH HIIEKTPO-
Ja. KilmHndecku B 3TOT MEpHOJ] 0TMEYAI0Ch CHHKOMNAIbHOE COCTOSI-
HUe, y peO€HKa ObII yCTaHOBIICH ITeiicMelikepHBIil cuHapoM. [[is ero
KOPPEKINH UMILIaHTHpOBaH aByxkaMepHbii DKC ¢ ycTaHOBKOH 3H-
JOKapANaIbHBIX JIEKTPOIOB B TAparucCalbHyI0 00JI1acTh CO CTOPOHEI

MPaBOTO JKEITyA04YKa M B OCTATOK YIIIKa IPaBoro mpencepaus, ¢ 6aszo-
BEIM pexuMoM ctumyiisiin DDDR. [pu koHTposbHBIX 00cienoBa-
Husix autatauus JOK ymensmunnacs, ysennumnacs @B JDK, knuau-
YECKHU COCTOsIHUE peO&HKa cTabHIM3HPOBAIIOCE.

3akmouenue. Jersm ¢ DKC st onTuMu3anun GyHKIUH CEPALa,
HCKJIIOYEHHS pa3BUTHS IEHCMEHKEPHOro CHHIpOMa Heo0XouMa O-
TUMaJbHas HacTpolika mapameTpoB GpyHkuun JKC, monoOopaHHBIX Ha
OCHOBAaHMHU MHIMBUIYaJbHON KIMHUYECKOH KapTUHbI ¥ JaHHbBIX OKI,
xonreposckoro Morutopuposanus DKI, OxoKI, pertrenorpadumn.
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XPOHUYECKAA OYOOEHAINBbHASA
HENPOXOOMMOCTDb Y NOAPOCTKOB

YepHasckun B.U., PaTHukoB C.A.
Hay4HbIn pykoBoguTenb:
A.M.H., npoc. A.B. AnxacoB

HaunoHanbHbIN MegULMHCKUIA UCCrenoBaTenbCKUN LIEHTP
3gopoBbs geten Munsgpasa Poccuun, MockBa

Knouesnie crioea: demu, xpoHudeckasi OyoOeHarbHasi
Hernpoxodumocme, duazHoCcmukKa

Axmyansnocme. XpoHHYECKast Tyo[eHaIbHAS HETPOXOAUMOCTh
(XIH) — a10 penkoe 3aboeBaHue, XapaKTepU3YIOIIEeCs: HApyIICHH-
€M 9BaKyaTOpHOH (YHKIMHU U3 ABeHannarumnepctHoit kumku (JAI1K),
sTHonorus pasnuysa. Yacroit npuunHoit XJIH y noapocTkoB sBis-
etcs cocyaucras kommpeccus [AITK BepxHeOpbDKeeuHOH aprepueit
(aopTO-Me3eHTepHAIbHBIN MHHIET). ATpe3us ABEeHaaTHIIEPCTHON
KHIIKY Yalle JUarHOCTUPYETCsl U ONEepPUPYeTCs B PaHHEM JETCKOM
BO3pacTe, HO MBI OOHApYXWH peakuid caydaid X/IH, oOycnoBieH-
Holi HenoHoM MemOpanoit JII1K, y neBouku 12 nert.

Onucanne KIMHHYECKHUX cJIy4daeB. B Xupyprudeckom otzerne-
HMU Mbl Habmogau 2 naruenToB ¢ X/IH paznuuHoii atronorun. OnHa
JIeBOYKa TTOCTYIIIIA C BXOASIINM JJUarHO30M — I'PhDKa ITHIIEBOJHOTO
oTBepCTHS IHa(parMsl, KeITyI0IHO-TUIIEBOTHBIN PeQIIIOKC; BTOpas —
XPOHUYECKUI MAaHKpeaTuT, Kucra xonenoxa? Oba peOGEHKa HMEITH CXO-
JKHe YKaI00BI: IEPUOIIIECKHe 00N B XUBOTE, H3KOTY, TOMIHOTY, PBO-
TY, CHIDKEHHE aIlleTUTa. Y OIHOro peOEHKa B OMOXMMHUYECKOM aHAIIN3e
KpOBH ObIa TIOBBIIIEHA anb(a-ammtasa 1o 250 EJI/x. [Tocne komraekc-
Horo oOcienoBanus y neteit BeisipiaeHa X/ H. [o faHHBIM peHTreHKOH-
tpactHoro uccnenosanus XXKT Bo Beex cirydasx ObUIH BBISBICHBI BTO-
PUYHBIN JKEITyIOYHO-TTMIIEBOAHBINA pedutoke, pacumpenue JAI1K, ma-
SITHUKOOOpa3HOe JBMKEHHE KOHTPACTHOIO BELIECTBa, 3aMeJICHHAs
9BaKyallysl ¥ paclupeHue xeyaka. B mepsom ciyuae nprramna X/IH —
aopTo—MeseHTepnaanbIﬁ TNMUHIIET, BO BTOPOM CJIy4a€ — HETIOIHAsA MEM-
opana JII1K. B 3aBucumoctu ot stronorau XJIH netsm npoBenéH pas-
HBII TUI ONIEPATUBHOTO JieueHust. PEOEHKY ¢ a0pTO-Me3eHTEepUaTbHBIM
MUHIETOM BBIIOIHEHO JIANAPOCKOINYECKOE HAJIOXKEHUE TyOJCHOIHTE-
poanactomo3a Ha ietie 1o Py. Pe6&nky ¢ HemonHOl MeMOpaHOii BBI-
HoJIHEeHa Janaporomust, uccedeHre Mmemopansl JAIIK. ITocneoneparu-
OHHBI! EpHOz y 000MX JeTel MpoTeKa OIaronpusTHO, OCIOXKHEHIH
MBI He Habmrofanu. B mocneonepaninoHHOM MEpHOJE BBIIIEYKa3aH-
HBIE ’KaJ100b! KynupoBaHnsl. [Ipu koHTpossHOM pentreHorpaduu JKKT
€ KOHTPACcTOM 4Yepe3 6 Mec MOCIIe ONEePAIMH KEITYJOUHO-TUIIIEBOIHO-
ro pedurokca He BBISIBIICHO, 9BAKyallHsl M3 JKETy/IKa CBOEBPEMEHHasI.

3axnouenue. TlpencraBneHnble HAOMIOACHUS JEMOHCTPUPYIOT
CXOXKECTh KIMHUYCCKUX CUMIITOMOB, CIIO)KHOCTb AUArHOCTUKHU pa3-
nnuHbIX BapuanToB XJIH y nogpoctkoB. JleTsaM ¢ qucnencudecku-
MH HapyIIEHUSIMI HEOOXOIMMO MPOBEICHIE KOMIUIEKCHOTO 00CIIeno-
BaHUs ¢ 1enbio Bepudukanuu XJIH n ycraHoBku eé stnonoruu. Ot
MOJTy9IEHHBIX Pe3yIIbTaTOB 00CIEI0BAHIS 3aBUCHT BHIOOP ONTHMAIIb-
HOM TaKTHKH XUPYPrHYECKOTO JICUCHHSI.

* %k ok
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PEOKUW CIYYAN UMMYHU3ALUN
MO C-AHTUIEHY Y HOBOPOXOEHHOIO
PEBEHKA

Yyiko A.M., Bnyanosa O.A.
HayuHbI pykoBoauTenb:
K.M.H., aoueHT J1.E. JlapuHa

Poccuincknin HaumoHanbHbIM UccreaoBaTenbCKUii
MeauumnHckuin yHusepeuteT um. H.U. MNuporoesa MuH3apasa
Poccun, Mocksa

Knouesnbie criosa: demu, ummyHu3sayusi, OuagHocmuka

Axmyanshocme. Xentyxa HOBOPOXKIEHHBIX Yallle BCETO MPEICTaB-
neHa ¢unonorumdeckoit (60—70% cpenn noHomeHHbIX, 90-95% —
Y HEIOHOIICHHBIX ) WX 00yCIIOBIICHA TEMOJIUTHYECKOI OONIE3HBI0 HO-
Bopok€HHOTO (0,6—1% HOBOPOXKIEHHBIX). YHUKAIBHOCT JAHHOTO
ClTy4asi 3aKJIIOYaeTCs B TOM, 9TO y peOEHKa pa3BUIIACh Pe3yC-UMMY-
HU3aLHS 110 PEAKOMY aHTUTECHY.

Onucanue KIMHHYECKOro ciay4as. Manpuuk 1 mec 17 guei,
OT 4-ii 6epeMEHHOCTH C YIPO30ii IPephIBaHUS Ha MPOTSIKEHUH BCel
6epemennocty (y Marepu antudochomunuaaeiii cuaapom (ADC)),
2-x pozmoB Ha 36-i Hexmene, mHA Tena 50 cm, macca tena 3250 T
IMpuBuBKYK He npoBoamuck. ['pynma kposu nauenra I (0) Rh+, ma-
tepu Il (A) Rh+. Ha 2-e cyTku mocie poxIeHHs BBISIBICHO MOBHIIIIE-
Hue obuiero ounmupyouna (OB) no 225-260 Mxmoins/n, poToTepanuio
MOJTy4all B POJJIOME U B JOMAITHHUX yCIOBHsAX. PeOEHOK Ha rpymHOM
BckapminBanud. 04.09.2022 mate obpatuinacs B CM/] KITHHUKY ¢ xa-
7106aMH Ha BSUTOCTb, AllaTHYHOCTh U HKTEPHYHOCTH peO&HKa. BhIss-
JIeHa TeMonuTHYeckas anemus (remoriooun 04.09.2022 — 102 1/,
05.09.2022 — 86 r/m). Pe6€HOK OBLI rocuTaan3upoBaH B Mopo30B-
CKYIO IETCKYIO TOPOJICKYIO KIMHIUYecKyo OonmsHuIy. [Ipn ocmotpe:
HKTEPUYHOCTh KOXKHBIX ITOKPOBOB U ckiep. Jlaboparopro 08.09.2022:
HOPMOXPOMHasi HOPMOIITapHasi aHEMHS BTOPOI CTETICHN, PETHUKYJIO-
uTo3; nossimeHne Ob 1o 225 mxmons/n. [psamas peakus Kymbca
MIOJIOXKUTENbHAS, HenpsiMast peakims KymOca — oOHapyKeHbI aHTH-
Telna K aHTHTeHy «o». [IpoBeneHa TpaHchy3us S5pUTPOIUTAPHOI B3Be-
CH 110 MHIMBUyalbHOMY ToA00py 15 mMi/kr. [nmuiepon pexraibHo
3 nus, peGEHOK NepeBeiéH Ha HCKYCCTBEHHOE BCKapMiIMBaHue. B koH-
TPOJIBHBIX aHAIM3aX KPOBH OTMEUACTCS TOJIOKUTENbHAS IUHAMUKA.
Pe6€nok cran akrtuBHee. 13.09.2022 BrINKCaH B yIOBIETBOPHUTEIb-
HOM COCTOSIHHU. JJaHHOMY MaMeHTy ObII BBICTABIICH IUAarHO3: AHe-
MHsI BTOPOW CTETICHH CMEIIAHHOTO TeHe3a, T.K. OTMEYaeTCsl aHeMHUs
HEJJOHOIICHHBIX U pe3yC-M30MMMYHH3aIHs HOBOPOXKAEHHOTO TI0 aH-
TUreHy «c» ot Marepu ¢ ADC.

3akniouenue. TmarenpHBII cOOp aHAMHE3a U HACTOPOKEHHOCTD
OTHOCHTENBHO PeAKHX (OpM 3a00IeBaHH CIIOCOOCTBYIOT CBOEBpE-
MEHHOH JIMarHOCTHKE U JICYCHHUIO.

k sk sk

CUHAOPOM LUEPEWEBCKOIO-TEPHEPA,
MO3AUYHbIA BAPUAHT

Wakup3aHoea I.P., BaraytanHoBa A.P.
Hayu4HbIn pykoBoauTENb: A.M.H.,
npodc. C.A. BonruHa

KazaHckuin rocygapcTBeHHbIN MeQULMHCKUIA yHUBEPCUTET
Mwunsgpasa Poccun, KaszaHb

Knrovessie criosa: demu, cuHopom LLlepewesckozo—TepHepa,
OuasHocmuka

Axmyanvnocms. Cuagpom Llepemesckoro-Tepaepa — 310 Te-
HETHYECKH JICTCPMUHUPOBAHHOE 3a00JIeBaHKEe, KOTOPOE BCTPEUACT-
cs ¢ yactorot 1 ciydait Ha 2000 meBouek. [ maHHOI MAaTONOTHH

XapaKTepHBI HU3KHUI POCT, IUCTeHE3Ms TOHA U BPOXKIEHHBIE aHOMa-
JIMU Pa3IHIHBIX OPTaHOB.

Onucanue KIMHUYeckoro ciayydas. [Tanuentka X., 9 1et, 00-
paTmiIach C jkano0aMH Ha OTCTaBaHUE B (DM3WYECKOM pa3BuUTHU. 13
aHaMHe3a M3BECTHO, YTO peOEHOK OT 3-if OepeMEeHHOCTH, 2-X POJOB.
Ponpr cocrosuuck Ha 37-if Henene ¢ achukcueii miona. Macca Tena
mipu poxnernu 1850 1, mmHa Tena 43 cM, oreHka mo Anrap 6/8 6an-
J70B. BeIncaHa n3 poauIIbHOTO JIOMa C AMarHO30M: XPOHHYECKasi BHY-
TpUYTPOOHAst THIIOKCHUS, HeJOHOIIEHHOCTH 2 cTeneHu. Co cI0B Mare-
pH, pe6EHOK BCeTa OTCTaBall B pOCTE OT CBEPCTHUKOB. IIpu ocMoTpe
o0patator Ha ce0st BHUMaHue KOCOIIa3ye, HU3KUH POCT, ITMPOKHIA BBI-
cokuit 100. [IpoBogmnocs Y3 mutoBuaHOH! xene3bl — Y3-KapTHHA
1 dy3HBIX NI3MEHEHHUH IMTOBUAHOI jKese3bl (10 THITy ayTOUMMYH-
Horo tupeouanta). [Ipy MPT ronoBHOTO MoO3ra JaHHBIX 32 MHKPO-
azeHoMy runodusa Het. [To pertrenorpaduu JeBoi KUCTH — KOCT-
HBII Bo3pacT cooTBeTcTBYeT 7 rogam 10 mec. [To nanHbIM 00CHENO-
BaHHS TOPMOHAIBHOTO MPO(UIISL: THPEOTPOIHEIH ropMoH 2,3 ME]JI/m,
T4 cB. 21,34 nMonb/1, aHTUTENA K TUpO3HuHIepokcuaasze 197,6 EJI/
1. [Ipu obGcnenoBannn pedbEéHKa oOpariaio Ha ceOs BHUMaHHE OT-
cTaBaHue (HU3MIECKOTO pasBUTHs — pocT 116 cM, Bec 22,5 KT, HHICKC
Macchl Tena 17,09. JleBouka Obl1a KOHCYIETHPOBaHA O(TaTbMOIOTOM:
T'unepmerponust cpenneii crenenn OU. CoXHBIN THIIEPMETPOIIHYE-
ckuit acturmarusm OU. ConpykecTBEHHOE ajibTepHUpPYIOLIEeecs va-
CTHYHO-aKKOMOJAMOHHOE cxopsmeecs kocormazue OU. Am6Gimo-
nus cnaboii crenenn. OcMoTpena opronenom: IlnockoBanerycHas
nedopmanns obenx crom. [1o pesynsraram Y3U muTtoBraHOIM Xee-
3bl ¥ TOPMOHAJIBHOTO NPOMUIIS BBICTABIIEH AUArHO3: AyTOUMMYHHBIH
THpeonauT, runeprpodudeckast popma. CyOKIMHIYECKUH THIIOTHpE-
03. YUnuThIBas BEIPAXKEHHYIO 33A€PXKKY (PU3UUECKOTO Pa3BUTHS U MH-
KpPOaHOMAJTMU Pa3BUTHS, MALMEHTKE OBbLIO II0Ka3aHO IIPOBEICHUE MO-
JEeKY/SIPHO-IIUTOT€HETUYECKOTO UCCIICJOBAHMS: MOJIEKYISIPHBII KapH-
orun 45,X[6]/46, r(?X)[5].arr(X)x 1. YcTaHOBNIEH THAarHO3: CHHIAPOM
Mepemesckoro—Teprepa, Mo3anyHblil BapuaHt. B HacTosmuii Mo-
MEHT peOEHOK HaXOAUTCS Ha Tepanuu comarorporuHoM (0,8 mr moa-
KO)KHO) ¥ JIEBOTHPOKCHHOM HaTpus (37,5 MKT €XeIHEBHO BHYTPb).

3axntouenue. JlaHHBIN KIMHAYECKUN IPUMED MTOKA3aTEIICH TEM,
4TO U3 MHOrooOpasusi KIMHHYECKUX nposiBieHuit cunapoma llepe-
IIeBCKOTO—TepHepa y MalueHTKH OBUTH BBISBICHBI TOJBKO HU3KHUH
POCT U U3MEHEHHBIN KapuoTum. [ Toro 4ro0sl 3amon03pUTh MO-
3an4HBIi BapuaHT cuHapoma [llepemesckoro—TepHepa, HeoOxonu-
MO 00paTUTh BHUMaHHE Ha OTCTaBaHHE peOEHKA B POCTE, TUIOXYIO
npubaBKy B Bece U CTUIMBI JucaMbOpuorenesa. Eciu y pe6€nka npu-
CYTCTBYeT JaHHAs CHMIITOMAaTHKa, Hy>)KHO HaIlpaBUTh Ha KOHCYIbTa-
[UI0 K TEHETUKY JUI PEIICHUSA BOIIpOCa O MPOBEACHNN I'€HETHYECKO-
TO UCCIIEIOBAHNSI.

XUPYPI'MYECKOE NNIEMEHUE CUHOPOMA
MAJbPOTALIUN

Lllapunosa C.A., NMNaesnosa A.H.
Hayu4HbI pykoBogUTENb: K.M.H., BOLEHT
B.C. LUymunxuH

Poccuricknin HaumoHanbHbIN UccrneaoBaTenbCKUi
MeauumnHckun yHnsepeutet um. H.W. Nuporosa MunH3agpasa
Poccunmn, Mockea

Knouesnie criosa: demu, Marsibpomauus, rie4eHue

Axmyanvbrnocms. ManbpoTanus — 3TO BpOXKIEHHAS aHOMaJIHs
porammy U GUKCANH KUIIEYHUKA, HOPMHUPYIOIIASACS B PAaHHEM Iie-
pHozie BHYTPHYTPOOHOTO pa3BUTHs. JJaHHAs ATONIOTHUS IPAKTHIECKH
HE BBISIBJISIETCS B aHTCHATAIBHOM MIEPHOJIE U MOXKET TPUBOANTH K He-
KpO3y MIIEMHU3UPOBAHHOTO Y4aCTKa KUIIKH.
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Onucanne KINHUYECKOTO ciayyasi. J[eBouka Ha 2-€ CYTKH JKU3-
Hu niepeBenena u3 porgoma B II'Kb um. H.®d. Gunaroa. Y pe6éHka
OTMEYaJICS CTYJ 110 THITy MaJMHOBOTO JKeJI€, CPITUBAHUE C IPUMECHIO
xemdad. JKuBoT ObUT B31yT, O0E3HEHHBIH PH MaIbIIAINH, IO JKelTy-
JOYHOMY 30H/Y OTXOAMIIO YMEPEHHOE KOJIMUECTBO 3aCTOHHOTO OT/ie-
nsiemoro. [Tpu 0630pHOI peHTreHorpaduu OPIOIIHOM MOIOCTH BU3Y-
QIN3UPYETCs Ta3 B JKEIYKe, T KUIIEYHNKA HEPaBHOMEPHO pac-
mmpensl. [Ipu BeIMONHEHNH HppUrorpaduyl BHISIBICHO aHOMAJIbHOE
pacnonoxenue Toicroil kumku. Ha Y3U opranos OpromHoii moso-
CTHU BBIABIIEHBI 3XO0-TIPU3HAKH CKOIUICHUS KUAKOCTH B OPIOLTHOM 110-
JIOCTH, HEPABHOMEPHOE PacIIMpPEHUE MIeTeb KUIIeUHNKA, KUIeYHas
HETIPOXOAUMOCTb. 1o JaHHBIM 00CIen0BaHMs OBIIO MIPHUHSTO pellle-
HHE O NIPOBEJCHUU HEOTIIOKHOM onepanuu. belia MocaoiHO BCKpHhI-
Ta OpIOIIHAS OJIOCTb, BEIJETAIOCH HEOOIBIIOE KOTHIECTBO JKENTOH
XKHUIKOCTH. B paHy 9BEeHTpHPOBAaHBI METIIM TOHKOH KHIIKH, CHHIOII-
HOTO 11BETa, HE NIEPUCTAIBTUPYIOT. BEIABICH He3aBepIIEHHBIN IIOBO-
POT KHILIEYHHKA, 3aBOPOT OPBDKEHKH TOHKOI M TOJCTOW KWIIKH Ha
360°. ITocne pacnpaBicHHs 3aBOPOTA Pa3esICHbl SMOPUOHATIHLHBIC
CpaIIeHUs] MKy KyIOJIOM CIICTION KWIIKH M HAaJaJbHBIM OTAEIOM
nonB3oiIHOM kumky. [Toce BBeeHs pacTBOpa HOBOKanHa B OpbI-
JKEHKY MeTIIN TOHKOH KHIIKH BSJIO MEepHCTaIbTHPOBAIH. Brimonne-
Ha pe3eKIMs U3MEHEHHOTO Y4acTKa AUCTANbHOTO OT/ENa MOAB3OII-
HOM Kuky Ha npotspkeHnH 10 cm. ChopmupoBana pazaensHas nie-
0CTOMa B CyNpayMOMIHKAIBHOM 00nmacTu. B 1-e mocneonepanoHHbIe
CYTKH CTYJI HadaJl OTXOAUTb 110 cToMe. Yepes 3 Hexl BHINOIHEHBI pe-
BH3UsI OPIOIIHOM MOJIOCTH, 3aKPHITHE MIEOCTOMBL. OUepuHBaIOIINM
Pa3pe3oM BOKPYT MI€O0CTOMBI BCKPhITa OPIOIIHAS TOJIOCTh, OTMEUal-
Cs1 YMEPCHHBII CIIaeuHBbII NPOLECC MEXKIY NETIAMU TOHKON KUIIIKH.
BrimonHen anreonusuc. MoOMIN30BaHBI TPUBOSIIIA M OTBOASLIAN
OT/EbI OJB3I0IHOM KUIIKY. YYaCTKU KUIIKY, BXOJSIIME B CTOMY,
pe3euupoBanbl. HanoxxeH npsiMoit MeXKKHUIIEUHBIH OAHOPSAIHBIN aHa-
cTomo3. [laccax 1Mo xexyJouHO-KUILIEYHOMY TPAKTy BOCCTaHOBMIICS
Ha 2-¢ NOoC/IeoNepalliOHHbIe CyTKU. bplo HauaTo SHTEpaIbHOE KOPM-
JIEHHE C TIOCTETIEHHBIM yYBEINYEHHUEM 10 BO3pacTHOro 00béma. Cphl-
TMBaHUIT ¥ PBOTHI HE OTMEUAJIOCh, B Bece npubasisiia. Ha 14-e mo-
CIICOTIEPAINOHHBIE CYTKH IAIINEHTKA BBINCAHA B yIOBIETBOPHTEIb-
HOM COCTOSIHHH.

3axniouenue. PanHee BEISBICHHE CTPAHTYIISINN H CBOCBPEMEH-
HO BBITIOJTHEHHOE OIIEPaTHBHOE BMEIIATENBCTBO MOTYT HO3BOIHUTH CO-
XPaHUTH JUIMHY KUIIKH IIPU OCJIOKHEHHOW MalbpOTalui.

KNMUHWYECKUIA CNYYAN HOBOPOXXAEHHOIO
C TETPALON ®ANNO

bl6pan A.A.
Hay4HbI pykoBoauUTENb:
K.M.H., aoueHT C.T. Kusatona

MegaunumHckuin yHuBepceuteT Kaparangbl, KaparaHaa,
Pecnybnuka KasaxctaH

Knrouesnie criosa: demu, nopoku cepdua, fieHeHue

Axmyansrocme. Terpaga danno — 3To codeTaHUEe YEThIPEX aHa-
TOMHYECKHX KOMIIOHEHTOB: JieheKTa MEeMOKEIIYJ09KOBOH eperopoKy,
0OCTPYKLIMH BBIXOIHOTO OTJENa MPAaBOTo KEITyAouka (CTCHO3 JIErod-
HOH apTepun), THIepTPodHs IPABOTO KENYI0UKa H CMELIEHHUE a0PTHI
B TIPaBBIi Kemynodek Oonee ueM Ha 50%. SBnstercs yacTo BcTpedae-
MbIM BPOXIEHHBIM «LIMAHOTUYECKUMY MopokoM cepaua (11-27%),
HaJIMIHe KOTOPOTO SIBISIETCS aOCOMIOTHBIM ITOKAa3aHHUEM JUIsl oIlepa-
TUBHOTO JICYEHHS.

OnncaHue KIMHAYECKOTO ciaydast. HOoBopoxxaEHHbII peOEHOK
oT 6-if OepeMeHHOCTH, 3-X CPOYHBIX ponoB Ha 40-if Henene, OTATO-
IIeEHHBIH aKylIIepCKUi aHaMHe3: OepeMEeHHOCTh IIpoTeKasa Ha poHe

aHeMUH JIETKOHM cTereHy, B | mojoBuHe GepeMEHHOCTH BBICTAaBIICH
quarHo3: JncuupKyasTopHas SHIedanonarus 1-2 cTerneHn cMeaH-
Horo renesa. [IpoBezieHa KOHCYIIbTalMs HHPEKIMOHUCTA, BEICTABIICH
nmuarfos3: Bupyc mpocroro repreca, nuToOMeraJoBUpycHas HHpEK-
WS, XpOHMUIecKas (hopMa, TaTeHTHOE TeUeHHE; BTopast IT0JI0BHHa Oe-
PEMEHHOCTH — BapHKO3Hasi 00JIe3Hb, BAPUKO3HOE PACILIMPEHUE BEH
000uX HIDKHHX KOHEYHOCTEH B craauu cyOkoMneHcanuu. Huxorn-
Ho3aBucumasi. Kyput no 20 curaper B ieHb. Pe68HOK pomuics ¢ Mac-
coii Tenna 4320 r u anuHOM Tena 56 cM. OKPY>KHOCTB TOI0BBL 36 CM,
OKPYXKHOCTB rpyau 35 cM, oneHka o mkane Anrap 7/8 6amios. O0b-
€KTUBHBIE JaHHbIE IIPU POXKJICHUH: 00IIIee COCTOSTHNE CPEHEH Tshke-
CTH 3a CU€T OCHOBHOTO 3a00neBanus. CozHanue sicnoe. KoxkHble 1mo-
KpOBBI 0J1€THO-PO30BbIE, YMCTHIE, BlaxHbIe. SatO, 96%. Tows! cepa-
na sicasle, putMuaHble. YCC 127 yn/muH. CHCTONMHYECKHH HIyM MO
JIEBOMY Kparo IPyIHHBI MaKCUMANbHBIA BO 2 MeXpebepbe ¢ HHTEH-
CHUBHOCTBIO 3/6. ApTepuanbHoe naBieHue 99/49 MM pT. CT. SI3bIK Yn-
CThIN, BiaxHbIN. [Io IpyruM opraHaM natrojJoru4ecKuX NPU3HAKOB
Her. [To nanHBIM 9X0oKapauorpaduu BIIBICH OONIBIIOH 1e(eKT Mex-
KemynoukoBoit eperoponku (JJMXKIT) 1 cMm, nekcTpamo3uius aOpThl
50%, OTKpBITHIN apTepuaibHbIA MpoTok. KnamaHHbli 1 nogknanas-
HBII CTEHO3 JIETOUHOH apTepuu, IpaueHT max 96 MM pr. cT. BpicTas-
JeH 1uarHo3: Bpoxxnénuslii nopok cepaua. Terpana ®amno. Cepaed-
Hasl HeJOCTaTOYHOCTh, GpyHKInoHanbHbIH Kiace [1 mo Ross. Pe6énok
KOHCYIBTHPOBAH KapHOXUPYProM. PekoMeHnoBaHa roCTINTAIN3AIHS
B HannonanbHbli Hay4YHBIH KapAHOXUPYPIUYECKUM LIEHTp A oIepa-
THBHOTO JIeUeHNs. BoIpHOM poBeieHa onepaTuBHast KOPPEKIHUs MO-
poOKa: paauKanbHas Koppekuus nopoka miactuka JIMOKII 3annaroit u3
ayToIlepHKap/a, INIACTUKA BHIXOIHOIO OT/EIa IPaBOro XKEeIyl04Ka 3a-
TUIaTOM M3 ayTOMEepHKap/a B YCIOBHUAX HCKYyCCTBEHHOTO KPOBOOOpa-
LieHus. YIIMBaHUE OTKPHITOrO OBaJbHOrO okHa. KiunuposaHue otT-
KPBITOTO apTepHaIbHOTrO IPOoTOKa. PHCK omeparyy 1o 6a30Boii mKase
Apucrotens 8 6aui0B — 3 ypoBEeHb CIOKHOCTH. PeOEHOK ObLT BBI-
MHUCaH JOMOH’ B YJOBJIETBOPUTECILHOM COCTOSIHUU C PEKOMEHIAIMs-
M. TOHBI cep/iia pUTMUYHBIE, SICHBIE, IITYMOBOM CUMIITOMATHKHU HET.

3akntouenue. CoBpeMEHHBIE JOCTHKECHUS B KApUOJIOTUU U HEO-
HaTaJIbHOH KapUOXUPYPIUH CIETAIN BOSMOXXHBIM KOPPEKIHUIO 1 BBI-
XKUBaHUE JIeTel ¢ BpOXKAEHHBIMU [IMAHOTUYECKUMU [IOPOKaMHU CepALIa.

®AKTOPbI PUCKA U CTPYKTYPA BPOXOEHHbIX
NMOPOKOB CEPAOLA MO OAHHbIM
PETMOHAINBbHOIO AKYLUEPCKOI'O LIEHTPA

bl6pan A.A.
HayuHbIn pykoBoauTensb:
K.M.H., goueHT C.T. KuzaroBa

MeguuunHckun yHmsepcuteT Kaparangpl, KaparaHga,
Pecny6bnuka KasaxcrtaH

Knrouesnbie crioga: 8poxdEHHbIE MOPOKU cepoua,
HOBOPOXOEHHbIE, aHOManuu pa3eumusi

Axmyanvrocms. Bpoxnéunsie nopoku cepaua (BIIC) y HoBo-
POKIEHHBIX MIPOIODKAIOT OCTaBATHCSI aKTYaIbHON MEUKO-COIHAb-
HOH npo6iemoit u coctasisioT 47% (12,2 va 10 ThIC. poaMBIIUXCS
JKHBBIMH) BCEX NPUYMH CMEPTH OT IOPOKOB pa3BuTHA. CymMMapHas
neranbHOCT npu BIIC upe3BprdaiiHO BBICOKA, K KOHITY 1-i Hemenun
ymMuparoT 29% HOBOPOXKAEHHBIX, K 1-My Mecsiy — 42%, k 1-My ro-
ny — 87% nmereid.

Llenw: BBIABUTH (akTophl prcka u cTpyktypy BIIC HOBopOXaEH-
HBIX 110 JAHHBIM PETPOCIIEKTHBHOTO aHAIIH3a.

Mamepuanst u memoosi. Hamu ipoBeiéH peTpOCHeKTHBHBIA aHa-
JIM3 UCTOPUH pa3BUTHsI HOBOpoxkAEHHEIX ¢ BIIC Ha 6a3e pernoHas-
HOTO aKymepckoro neHrpa 3a 2018-2022 rr. OcHOBHYIO TpyIIIy CO-
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craBwin 97 HOBOpoXkAEHHBIX ¢ BIIC, mpoxoauBIIKX Je4YeHHE B OT/e-
JICHUH TIATOJIOTHH HOBOPOXKIEHHBIX. B KOHTPONBHYTO TPy BOIIH
60 310pOBBIX JOHOLICHHBIX HOBOPOKIEHHBIX. BceM HOBOPOXAEH-
HBIM ¢ BIIC mpoBoqminch KIMHIHYECKOE 00CIeI0BaHne, KOHCYIIbTa-
Ul KapauoJiora, HHCTpyMeHTanbHoe obcienoBanue, JKI, axokap-
norpadus (IxoKTD).

Pezynomamer. Tlo nanasiM DxoKI 6smn BeIsiBIeHBI BIIC ¢
oboramieHreM Majioro Kpyra KpoBOoOOpaIlleHHsI, TAKHe KakK Je(eKT
MEXIpeacepaHon neperopoaku y 53 (55,2%) nereit, nedexr mex-
KEITYT0UKOBOMH neperopoaku — y 22 (21,1%), OTKpBITHIA apTepuab-
HBIH TpoTok — y 8 (8,6%), MOpOKH ¢ 00eTHEHNEM MaJIoTo Kpyra Kpo-
BOOOpAIIEeHNs, TAKKe Kak CTeHO3 JIETOUHOH apTreprn —y 6 (6,3%), a
TAKOKe C HATNYHEM HPETSITCTBUSI K BEIOPOCY U3 JIEBOTO XKEITYI0uKa —
koapkTarus aoptel — y 1 (1%). Macca Tena npu poxxaernuu B 85%
ClTy4yasix COOTBETCTBOBaNa CPOKy rectaruu, 10% cocraBisun Kpyn-
HOBECHBbIE 1eTH, 5% — Bec, MaJIblil K CpOKy recranuu. B anamuese y
43,7% marepeii ObUT OTSATOMEHHBIN aKyNIEPCKUH aHAMHE3, BBISBIIE-
HBI METMIMHCKUE abOPTHI, BHIKUIBIIIHN, HEBBIHAIIMBAHUE OepeMeH-
HoCTH, y 48,9% Marepeli mepBast ¥ BTOpasi HOJIOBUHEI OCPEeMEHHOCTH
HpOTeKau Ha OHE aHEMUH JIETKOU M CpelHel CTeleHH TSKECTH, Y
25% matepell qUarHOCTHPOBaHA BHYTPUYTpoOHast nHpexuus, 27%
POIUIBHULL IEPEHECITH OCTPOE PeCIUpaTopHOe 3a00IeBaHUE B MEp-
BOH IOJIOBHHE OEPEMEHHOCTH.

3axnrouenue. B ctpykrype BIIC y HOBOpOXXIEHHBIX 1eTeil mpe-
001a1at0T NOPOKH ¢ 0OOraleHHeM Majloro Kpyra KpoBooOpalieHus,
3HAYUTENHHO PEXe BCTPEUAIOTCS IIOPOKH C 00ETHEHHEM MaJIoTo Kpy-
ra kpoBooOpaieHus. K Benymum pakropam prcka poxaeHHs AeTeH ¢
BIIC oTHOCATCS OTATOMIEHHBIN aKyIIEepCKO-TMHEKOJIIOTMYECKUN aHa-
MHe3, BHYTpUYTpOoOHBIC HH(EKLINH, TEPEeHECEHHOE OCTPOE peCIpa-
TOpHOE 3a00JIeBaHNe, aHEMHSI.

PONb YYACTKOBOIO NMEAUATPA B PAHHEN
OWATHOCTUKE FAMAPTOMbI TMNMOTAJTAMYCA
Y OETEN

HOHycoB A_P.
Hay4HbIn pykoBoguTenb:
O.M.H., npod. C.A. Bonruxa

KasaHckui rocygapcTBeHHbI MEANLNHCKUA YHUBEPCUTET
MuHsgpasa Poccuu, KasaHb

Knouesbie criosa: demu, 2amapmombl 2uriomarnamyca,
OuazHocmuka

Axmyansrnocme. l'amaptomsl runotanamyca (I'T') — penkue omy-
XOJICBUHBIC TIOPOKK PAa3BUTHs, BOSHHUKAOIINE BO BPEMs BHYTPUY-
TPOOHOTO Pa3BUTHS IUIOJA U HPOSIBIAIOLINE CeOst OCIIE POKICHUS.
OHn oTHOCATCS K Op(haHHBIM 3a00I€BaHISM C YaCTOTON BCTpEYaeMo-
ctH B aerckoi nomymsiuu 1 : 200 000.

Lenv: onpenenutb paHHue auarHocruyeckue kpurepuu [T u
pa3paboTarh aJTOPUTM AUCIIAHCEPHOTO HAONIONEHUS ATUX MalUeH-
TOB Ha MeINATPHIECKOM yJacTKe.

Mamepuanvt u memoosi. IIpoBen€H peTPOCIIEKTHBHBIN aHANIN3
amMOyJTaTOPHBIX U CTALOHAPHBIX KapT 36 JeTeil B BO3PAcTe OT pOKIe-
Hus 10 17 aer ¢ BepudumpoanueiM quarHoszoM I'T. Bee maruen-
THI OBIIM paclpesie]IeHbl Ha 2 TPYNIBL: MEPBYI0 cOCTaBUIn 15 me-
Tel, IMEIOIUX MPEeXIEBPEMEHHOE TIOJIOBOE CO3PEBAHUE, BTOPYIO —
21 pebGEnoK ¢ srmIericueit.

Pesynemamur. Knuandecku Obum BeieneHsl 2 ¢penotuna [T,
BIJIIOYAIOIIHUX LIEHTPAIbHOE NPEXKICBPEMEHHOE I10JIOBOE CO3pEBa-
HUE U 3IIIETICHIO U CBA3aHHBIE C Hel MOBEJEHUYECKHE OTKIOHCHUS.
VY nuir ¢ nepBbIM ()CHOTUIIOM HayallbHBbIE CHMIITOMBI 1COIOTHPOBA-
1M B Bo3pacTe oT 1 10 3 JeT B BUJIE MOSBICHNS aHOMAJIBHO PAHHHX
U3MEHEHHH, CBSI3aHHBIX C TIOJIOBBIM CO3PEBAHUEM, SIHIIETICUS Y HUX
OTCYTCTBOBaJA. BriocyecTBum y 9THX eTeil perncTpupoBacs HU3-
kuit poct B 17,8% ciaydaeB u popMHPOBANNCH HAPYLIEHHS TICHXOCO-
uuanbHOM agantanuu B 66,4% ciyyaes.

Jlnst GONBHBIX C dNMJIENCUell ObUI XapaKTepHBI GapMakope-
3UCTEHTHbIE TenacTuueckue cygoporu. Cpeanunit Bo3pact Hauaaga
9THX HNpUCTyHOB coctaBmi 11-12 mec (74,3%). Hepenxo y mamnu-
€HTOB BO3HUKAJIHU NMPHUNAAKH, HATOMUHAIOMNE TU1ad (JaKPUCTH-
yeckue npunankn) (12,33%). Jpyrue THIIBI IPUIIAAKOB, KOTOPEIE
ABIISTNCH 0OJIee MHBAMMAU3UPYIOMKUMH AJIS MAIlHeHTOB, Pa3BH-
JIMCh B JIOIIKOJILHOM Bo3pacte B 76,1% cinydaeB. Y nerell B BO3-
pacte 4—7 neT, KaK IIPaBHJIO, HMEINCh KOTHUTHBHEIE HAPYIICHUS
(darie cBsI3aHHbBIC C HAPYLUICHUSIMH CKOPOCTH 00paboTku uHPOP-
Maruu — 44,3% cirydaeB) U COIYTCTBYIOIINE ICUXUYECKHE pac-
ctpoiicta (83,7% ciydaeB). Dnu30a6I HOBEACHIECKOI arpeccun
peructpupoBaiuch y 27,4% nereit, yMCTBEHHasi OTCTaJIOCTh —
y 53,2%, cunapom nepunuTa BHUMAHHUS/THIEPAKTUBHOCTH — Yy
76,12%. C BozpactoM y 54,5% nereii ¢ I'T u snunencueit Habmro-
JIAJIOCh TIPOTPECCHPOBAaHUE MPEICTABICHHBIX cHMITOMOB. Hamu
paspaboran anroputMm Habmopenus aereit ¢ I'T, kyna Bouutn jia-
60paTOpHO-MHCTPYMEHTAIBHBIE METO/IBL: aHAJIN3 KPOBH HA TOPMO-
HBI MIUTOBUIHOH >KeJIe3bl M HAATIOUYeUHUKOB. IHCTpyMeHTaNbHEIE
uccnenoBanus Briaovanu D31, Buaeo-331, MarHUTHO-pe30HAHC-
HyI0 TOMOrpaduro roaoBHoro mosra. Ilamuenram, mpomemmm
XUPYPTUYECKOE JIeUeHHE, HEOOXOANMO MPOBEICHNE HEHPOIICHXO-
JIOTHYECKOTO TECTUPOBaHUs. Taxke TpeOoBaIOCh TMHAMUIECKOE
HaOmofeHne 0OMBHBIX MHOTONIPO(IIIBHONH KOMaHAON CHeIHaIn-
CTOB, BKJIFOUAIOIIMX 3HJIOKPUHOJIOra, HEBpOJIOra, Helipoxupypra,
HEHpOIICHX0JIoTa, TeHEeTHKA.

3axnouenue. 3HaHNE PaHHUX CHELU(PUYECKHUX TUATHOCTHYECKHX
KpHUTEpHEB OOJIE3HU TO3BOJISIET MEUATPY CBOEBPEMEHHO OpraHH30-
BaTh 0OCIIEIOBaHHE MALUEHTOB C mofo3peHneM Ha I'T' u mocTaBuTh
MIpaBWIBHBIN quarHo3. PazpaboTaHHbI anroput™ HaOIIONEHUS O0Nb-
HBIX HEOOXOMM JUIS BBISIBIICHHS OCJIOKHEHUH 3a00€BaHNUs 1 OIICH-
KU KauecTBa IPOBEAEHHO Tepamnuu.
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