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NEPELJOBAS

Hy.]'leOHOJ'lOI‘I/Iﬂ JETCKOro Bo3pacra: N0CTHZKCHUA, 3a/1a4Y1 U NIEPCIICKTHBbI

F0.JI. Musepnuyxui

Hay4Ho-unccnenoBaTenbCkmin KIIMHWYECKUIA MHCTUTYT neamnatpum, Mockea*

Childhood pulmonology: advances, tasks, and prospects

Yu. L. Mizernitsky

Research Clinical Institute of Pediatrics, Moscow

IIpeacTasieHa oleHKAa MUPOBBIX JTOCTIKEHHIl B 00J1aCTH IyJIbMOHOJIOTHH JETCKOTO BO3PACTA M MEPCIEKTUBbI MX BHEAPEHHsT B MeI1-
HMHCKYI0 NPaKkTUKy. OnpenesieH BKIaa pa3paboTOK 0Te4eCTBEHHbIX YueHbIX, B yacTHocTd MHUMU neauarpuu u JeTCKOil XUpyprum
Munzapasa Poccun, B pa3paboTKy 1 BHeIpeHHe 3THX MEPCHEKTUBHBIX HAYYHbIX Hanpasjienuii. [TomuepkuBaeTcsi BAXXHOCTD ISl OTE-
YeCTBEHHOTO 3PABOOXPAHEHHs HE TOJbKO TEOPETHYECKUX, HO M HAYYHO-TIPHKJIAHBIX HCCIIEIOBAHMIA, PACCTABJICHbI MX MPHOPUTETHI.

Karouesoie crosa: demu, nyavmononoeus, Poccust, umoeu, 3ad0auu, nepcnekmuebi.

The paper assesses global achievements in childhood pulmonology and prospects for their introduction into medical practice. It de-
termines the contribution of developments by Russian scientists, the Moscow Research Institute of Pediatrics and Pediatric Surgery,
Ministry of Health of Russia, in particular, to the elaboration and introduction of these promising research areas. The importance of
not only theoretical, but also applied researches is emphasized and their priorities are arranged.

Key words: children, pulmonology, Russia, results, tasks, prospects.

HYJTLMOHOJTOFV[H JIETCKOTO BO3pacTa — KpyITHas ca-
MOCTOSITeJTbHAsT OTPacyhb TTeAUaTpuu, 0hOpPMHBIIIA-
sicsl OYyKBaJbHO B TOcieqHUe moJctojeTusi. Haubonee
MIPOAYKTUBHOE Pa3BUTHE ITyJTbMOHOJIOTMM B HAIlleM WH-
CTUTYTE€ M B POCCUMCKON NEAUATPUUA B LIEJIOM BO BTO-
poii mooBrHEe XX CTOJNETUSI OBUTO HEOTPHIBHO CBSI3aHO
C IMEHEeM 3aciy>KeHHoro nesTenst Hayku PD, mpodecco-
pa Camyuna FOpreBuua Karanosa, iBUBILIETOCS, TTO CYTH,
OITHUM W3 OCHOBOITOJIOXKHUKOB OT€YeCTBEHHOM ITyJTbMO-
HOJIOTUM JETCKOTO BO3pacTa, BOCITMTABIIEro 3a 55 et
pa6otel B uHctUTyTe (1948—2003) OrpoMHYyI0 HaydHYIO
IITKOJTY W OTIPEAETMBIIIETO Ha MHOTO JIET BIIEpEn Kapmu-
HaJIbHYIO CTpaTeruIo pa3BUTUS 3TOM oTpaciu [1].
AKTMBHO B3aUMOJICICTBYS C TepaIrtleBTHUCCKOM ITyiThb-
MOJIOTHEH, TeAUaTpuIecKast Iy IbMOHOJIOTHS He TToMe-
HsIET ee, He SIBIIIeTCs] (PparMeHTapHOM ee KOTHMel, a Tipe/i-
CTaBJISICT CAMOCTOSITEIIBHYIO TUCITUTUTMHY C 1IEJTBIM KPYTOM
TOJIBKO eif TIPUCYIITNX HO30JIOTUIECKUX (DOPM U ITPOoGIIEM,

*®I'bY Mockosckuit HUU nenuatpuu u neTcKoui Xupypruu ¢ 1 sH-
Bapst 2014 1. nepeumeHoBaH B O60CO0JIEHHOE CTPYKTYPHOE Toapa-
snenenune [bOY BITO "PHUMY uwm. [Muporosa HayuHo-uccienosa-
TENbCKUI KITMHUIECKWI MHCTUTYT Nienuatpun’” MuHsnpasa Poccun

© 10.J1. MusepHuukuin, 2014

Ros Vestn Perinatol Pediat 2014; 2:4-12

Anpec 115 koppecnonaenuun: Musepuuukuii FOpuit JleonunoBny — 1.M.H.,
pod., 3aB. OT/I. XPOHUYECKUX BOCTIATIUTEbHBIX U AJUIEPTHIECKUX OOJIe3HE i
sierkux HayyHo-uccnenoBareabcKoro KIMHUYECKOTO MHCTUTYTA TTeAUaTpUH,
pyK. JIeTCKOro HayyHO-TPAKTUYECKOTO MyJIbMOHOJIOTMYECKOTO 1IeHTpa MUH-
3npaBa P®, unen ERS

125412 Mockaa, yi. Tangomckas, 1. 2

Tloceauwaemes 90-remuto co OHs poxcoenus Yuumens —
npog. C.10. Kaeanosa

110 TIOHSITHBIM MPUYMHAM COBEPIIEHHO BBINAJAIOIINX
U3 TIOJISI 3PEHMST MYJIbMOHOJIOTOB-TepaneBToB. bose3Hu
OpraHoB JIBIXaHUSI BCEraa B LICHTPe BHUMaHMS TIeINAaTPOB,
OpraHu3aTopoB 3IPaBOOXPAHEHUS, YYEHbIX, MOCKOJbKY
OHU BO MHOTOM OIpPEIEJISIIOT MOKa3aTeau 340POBbsSI Ha-
CeJIeHUs, MJIaIeHYeCKOl CMEPTHOCTH W MHBAJIUIHOCTH.
Ilo nanupiM MuHn3znapaBa Poccuu, 00sie3HM OpraHOB IbI-
XaHM$l CTAaOWJIbHO 3aHMMAIOT TIEPBOE MECTO B CTPYKTYpe
00111ei1 3200J16BaEMOCTH JETEH U TTOIPOCTKOB.

B noaHTHOMOTHYECKYIO 3TOXY THEBMOHUS JIUAUPOBA-
Jla B CIIMCKE MPUYMH CMEpPTHOCTH jeteil. C MosiBjieHueM
AHTUOMOTHUKOB TOKa3aTeJu CMEPTHOCTU OT UH(MEKII
OpraHoOB JbIXaHUS CTaJld CHUXKAThCS, U3MEHWICS CITEKTP
AKTyaJIbHBIX BO30YyIUTENEH; ceiyac y neTeii B OCHOBHOM
JIMIUPYIOT TTHEBMOKOKK M reMoGuIbHas Majlouka, XOTs
MMEIOTCSI HEKOTOPblE BO3paCcTHbIE 0COOEHHOCTU. B TO Xe
BpeMsI CTajla Bce rpoMue 3asiBiIsITh O cede mpobemMa aH-
TUOMOTUKOPE3UCTeHTHOCTU. Mcxonsl U3 npeBaiupyrouiei
Giopbl, aHTUOMOTUKAMU MIEPBOTO BbIOOPA MO MpaBy CTAIU
B-JTaKTaMBI, TIPEXIIE BCETO, aMOKCULIMJUTUHEL, B TOM YHCTIC
UHruOUTOp3auMiieHHble. [losiBeHue B apceHalie y neau-
aTpoB TaKOW YIOOHON JieKapCTBeHHOI (hOpPMBI, KaK pac-
TBOpPUMbIE TaOJETKU COJIOTa0, PEIIUO OYeHb MHOTHE
Mpo0JIeMBbl U B TIEPBYIO OUepeib B OTHOLIEHU M KOMILJIAH-
ca. BomnpeneneHHbIX BO3PACTHBIX TpyMIax akTyalbHbIM
U Bce 0oJjiee pealn3yeMbIM B IIPAKTUKE CTAHOBUTCS Bak-
LIMHALIUST TIPOTUB ITHEBMOKOKKA M reMOGUIbHON TMajiod-
KU, YTO MOXET YCIMEIIHO COACCTBOBATh CHUXKEHUIO 3200~
JIEBAEMOCTH MH(EKIMSIMA HUXKHUX JbIXaTeIbHbIX TyTEH.
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Mu3epﬂuuicuit 0.1 nyHbMOHOIIOTI/Iﬂ JETCKOro Bo3pacTa: JOCTHXCHUSA, 3a1a41 U IIEPCIEKTUBBI

Ha ocHoBe Mex1yHapoIHbIX pEKOMEHAALIMI 1 HAKOIJIEH-
HOTO OTeYeCTBEeHHbIMU neararpamu omnbiTa B 2011 1. B Ha-
1Ieii cTpaHe BriepBble 1o nHuatuee H. A. [enne u psina
BeyIIMX MpodeccopoB ObUT pa3paboTaH OCTPO BOCTPeOO-
BaHHBII CTAaHAAPT TUATHOCTUKMY, JICUCHUS ¥ TIPODMITaKTH-
ku — HayyHo-npaxkTuyeckast nmporpamma «BHeOOJIbHUY-
Hasi THEBMOHUS Y JieTeii». B ero pazpaboTke U BHEApEHUU
MPUHSUIA yYacTue Takke yueHble ctpan CHT [2].

B Hacrosiiiee Bpemst oOpaiiiaeT Ha cebsi BHUMaHUE
BO3pacTalolllasi pojib BAPYCOB, rpUOOB, aTUITMYHON (DJ1o-
pbl, MUKCTUHGEKIUM B KauecTBe BO30OyauTeneir 6oses3-
Heil opraHoB abixaHusl. K coxaneHuto, 10 CErofHsIIIHEro
JTHSI BO BCEM MUPE METObl 3TUOJOTMYECKON TUAarHOCTU-
KU HOCST PETPOCIEKTUBHBIA XapakTep, IPaKTUICCKU
He pa3paboTaHO MPUEMJIEMBbIX JJIsI TPAKTUKU IKCITPECC-
METOIOB. DTO ABJISIETCS aKTyaJbHEHIIIeH 3anayeii B OTHO-
IeHUY KaK BHEOOTbHUYHBIX MHMEKIINIA, TAK 1 0COOCHHO
000CTpeHU I XPOHUYECKUX UH(DEKIIMOHHO-BOCTAIUTE b-
HbIX OPOHXOJIETOUHBIX 3200JIeBaHUI, HO30KOMUAIbHBIX
uHbexuui [3].

B pa3zpsie nHMGEKIIMOHHBIX HeJTb3sI HE OTMETHUTD TIPO-
OsieMy aKTUBU3AllMKU TyOepKyJe3HOl manouku. B mo-
cienHee BpeMsi HaOmtomaercss OypHBI POCT pacnpo-
CTpaHEHHOCTU TyOepKyse3a (a3To Ha 80% neroyHbIin
TyOepKyJe3), B TOM 4uciie y aeTeit u nmoapoctkoB. [lpu-
YeM Bce yalle MPUXOIUTCS CTAJIKMBATHCS C MOJIUPE3U-
CTEHTHBIMU (hopMamu. OCTpO BCTAET MpodeMa paHHETO
1 9(pHEeKTUBHOTO BBISIBJIEHUSI TYOepKyJIe3HOW WHGEK-
uuu, ee quddepeHIIMaTbHOTO 1MarHo3a ¢ APyruMu Xpo-
HWYECKUMU 3a00JICBAaHUSIMKM OPTaHOB JbIXaHUs. B aToit
CBSI3U B IOC/IeIHEE BPEeMsl Ha OCHOBE BBICOKOOUMIIIEH-
HBIX CyOCTaHIIMI pa3paboTaH HOBBI BBICOKOUIYBCTBHU-
TEJIBHBIN TUACKUH-TECT, KOTOPHIA, OYEBUIHO, 3aMCHHT
B OyaylieM M3BecTHYIO peakuuto Manrty [4]. Tect maer
HAMHOTO MEHbIIE JIOXXKHOMOJOXUTEIbHBIX U JIOXKHOO-
TPULIATENbHBIX PEAKIMii, YTO OYEHb MOMOraeT B Jieued-
HO-AMarHocTuyeckoi padore [5]. YuuTbeiBas ropasmo
0oJiee BBICOKYIO paclpoOCTpaHEHHOCTh TyOepKyJie3a cpe-
I XPOHWYECKUX JIETOUHBIX OOJBHBIX, ITyJTbMOHOJIOTaM
TIPUXOIUTCS YIEIATh IPUCTAIbHOe BHUMaHUE BOTIPOCaM
Hay4yHOH pa3paboTku KputepueB AuddepeHIMaIbHOTO
nuarHo3a. B Gosiee r100aibHOM CMBICIE — HAMETUJIACh
YyeTKasi TEHASHUMS K 00beIMHEHUIO (DTU3NATPUU U MYJIb-
MOHOJIOTUHU B OAHY OTpacib — (HTU3UOMYIbMOHOJIOTHUIO.
B 3anannoit EBpomne sTo yXe cBeplIuBIIMiACS (DAKT,
a Hac, OYEBUIHO, OKUAAET B HE CIIUIIKOM JajieKoM OyIy-
IEM.

Yenexu B pelleHUU MpodjeM ocTpoil MHGbEKUUOH-
HOI MaTOJIOTUM TMEPEKIIOUMIN Bce OO0Jbliiee BHUMaHUE
MyJIbMOHOJIOTOB Ha XpOHUYECKHUE OpPOHXOJIETOYHbIE 3a-
0oJieBaHUs1, CTaBIlIME, IO CYyTU, OCHOBHBIM IOJIEM UX Je-
ATeJIbHOCTU. Pa3BUTHe COBpEMEHHBIX METOJIOB UCCIIEe0-
BaHUsI MPUBEJIO K pa3paboTKe U BHEAPEHUIO B MPAKTUKY
BBICOKOTOYHBIX W MH(POPMATUBHBIX METOMOB (DYHKITNO-
HaJIbHOW W UMUITK-TUATHOCTUKY, UMMYHOJIOTHUYECKOTO,
aJIeproJIorMyeckoro, OMOXMMUUYECKOTO, TEHETUYECKOTO

aHaim3a. KauecTBeHHO M3MEHUIMCh MOAXOJbl K AIUIE-
MMOJIOTUYECKUM, (hapMaKOJOTUYECKUM, OPOHXOJIOTUYE-
CKHM HCCIIeIOBaHUsSIM [6].

C BHeIpeHUEM B MPAKTUKY 1U(PPOBOK PpPEHTIeHO-
rpadvu, KOMIbIOTEPHOW U MarHUTHO-PE30HAHCHOM TO-
Morpaduu rpyqHoi KJIETKU MOSBUIACh HEOOXOAUMOCTh
YCOBEPIIEHCTBOBAHMSI PEHTICHOJOTUUECKUX KPUTEPUEB
nuddepeHIUaIbHON NTUAarHOCTUKY 3a00JIeBaHU JieT-
kux. [o/IMHHYIO PEBOMIOIMIO B PEHTTEHOAUArHOCTUKE
MPOU3BEJIO BHEIPEHUE BbICOKOpPA3pEIAolIeil KOMIbIO-
TepHOW TOMOrpaduu, Mo3BoJsgIoOUIell ONpenesiTh W3-
MEHEHUSI MapeHXUMBbI B OTIEJbHO B3SITON 30HE JIETKOrO,
YTO UMeeT 00JbllIoe 3HaUeHue Wist AudbepeHInaTbHOM
MUATHOCTUKU XPOHWYECKUX MHTEPCTULIMATIBHBIX 3a00-
JleBaHUI JieTKuX Yy JaeTeil. J1onmoJIHUTeNbHOEe KOHTpa-
CTUpOBaHME ellle 0ojiee paclIUpsieT AUArHOCTUYECKUE
BO3MOXXHOCTU MeToaa. KomrmbloTepHast 06paboTka 130-
OpakeHUUl MO3BOJISIET BBIIEIUThH 0oJiee CTa rPaJueHTOB
TUTIOTHOCTU UCCIIEAYEMbIX TKAHEM, a METO/Ibl TPEXMEPHOIA
PEKOHCTPYKIIMU AAIOT BOBMOXHOCTb M3y4aTb MPOCTPaH-
CTBEHHOE PaCIOJIOXKEHUE OPTaHOB IPYIHOI KiieTKu. Pe-
KOHCTPYKTUBHBIE METOAMKHU ITO3BOJISIIOT CYIIECTBEHHO
MOBBICUTh MHMOPMATUBHOCTb TOJy4aeMbIX JTaHHBIX,
BTOM 4YHUCJIE€ pPACCMOTPETh MHTEPECYIOIINE Y4YacTKU
MO/, MPOU3BOJIbHBIM  YIJIOM, 4TO B 20 pa3 MpeBbIIIAET
MUATHOCTUYECKYI0 UYBCTBUTEJIBHOCTb TPaAMLIMOHHOMN
peHtreHorpaduu. KommnboTepHylo ToMorpaduio Bce
yanie WCIMOJb3yIOT [UIsl BAPTYaJbHOW OpPOHXOCKOIMUU,
YTO CHUKAeT HEeOoOXOMVMMOCTh B MIPUMEHEHUM WHBa3WB-
HBIX METOJOB MCCeNOBaHUs (MOJHAPKO3HONH OpPOHXO-
ckomnuu) y aereii [7]. JlomonHeHE METOIOB KOMIThIOTEP-
HOI M MarHUTHO-PE30HAHCHOU ToMorpaduu HoBelillei
METOIUKOW MO3UTPOHHO-IMUCCUOHHON TOMOrpaduu
B MEPCNEKTUBE MPEIOCTAaBUT HOBbIC YHUKAJIbHBIC IUar-
HOCTUYECKUE BO3MOXHOCTH.

OpHoll U3 aKTyaJbHbIX 3alad COBPEMEHHOW Tie-
IMaTPUYECKON TMYJIbMOHOJIOTUM SIBJISIETCS  Pa3BUTHE
(YHKIIMOHAIBHBIX METOIOB, HaIpaBJICHHBIX HE TOJIbKO
Ha CBOEBPEMEHHYIO MArHOCTUKY 3a00J€BaHUI JIETKUX
y AeTeit, HO ¥ KaueCTBEHHbIA MOHUTOPUHT 3 (HEeKTUBHO-
CTH TPOBOJMMOTO JICUEHUSI B LEJSIX NPOPUIaKTUKU 000-
CTPEHUI U MpeaynpexXaAeHUs MPOrpeccupoBaHusi 3a00J1e-
BaHUs. DTUM OOBSICHSIETCS TOCTOSIHHO PACIIMPSIIOIIMIACS
apceHasl AMarHOCTUYECKUX METOMUK ISl TMHAMUYECKOM
OLEHKU (DyHKIIMOHATBHOIO COCTOSIHUSI PECITUPATOPHOTO
TpakTa.

Coroit 1enblo yaeTeir crapiie 5 JIeT MOBCEMECTHO
MPOBOJIUTCS CIMPOMETPHUSI U BbISIBIGHUE OpOHXUAJb-
HOH TUIeppeakTUBHOCTU C MOMOIIBIO TTPOBOKALIMOHHBIX
(c mo3upoBaHHO!M (PU3MYECKOI HArpy3KOH, MHTAJISIIINS -
MM CYXOTO U XOJIOIHOTO BO3[yXa, METaXx0JMHa, TUCTaMU-
Ha, UHTAISILIMOHHBIX aJIJIEPTEHOB) Y OPOHXOJIUTUYECKUX
(n71st BeIsIBACHUST  (papMaKoIoTMuYeckoir  00paTUMOCTHU
BEHTWISILMOHHBIX HapyUIeHUi1) TecToB. 1Sl eXXeHEBHO-
ro UHAWMBUAYAIIBHOTO MOHUTOPUHTA MPOXOAUMOCTH JbI-
XaTeJbHBIX YTl B OC/IeAHEE BPEMSI BHEAPEHO TUHAMMU-
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YECKOe M3MEPEHUE U OlIeHKa BapuabebHOCTU MUKOBOM
CKOpOCTH BblIoXa (NMuKdiaoymerpus) [8].

B nocneanue roapl Bce 60Jblile BHUMAHUST TPUIAETCS
HEWMHBAa3WBHBIM OMOMapKepaM, U3y4eHHe KOTOPbIX MO-
3BOJIsIeT 0osiee TOUHO AuddepeHIIMpoBaTh XapakTep Mmo-
paxkeHUsl AbIXaTeJbHBIX MyTed W caenuTh 3a 3hGheKTUB-
HOCTbIO MpoBoAMMOii Tepanuu. C 3TOH 1IeJbIo BCE IIUpPe
HCMOJIb3YETCsl OLIEHKAa Ta30BOTO COCTaBa BbIIbIXa€MOTO
Bo3ayxa. BuyacTHocTH, ornpejaefneHUe YPOBHSI OKCHUA
a3oTa B BbIAbIXaeMoM Bosyxe (Fe, ) MO3BONSAET BbIABUTHL
MalMEHTOB C a/UIEPrUYeCKUM BOCHAJIEHUEM JbIXaTesb-
HBIX MYTeH, a Takke 3aroJ03pUTh MEPBUYHYIO LUIUAP-
HYIO IMCKWHE3UIO 1 MyKOBUCLIUIO3 [§].

Hame#t kmuHMKe 110 TIpaBy MPUHAUIEXKHUT TTPUOPUTET
BHenpeHusi B Poccuu 3Tux MeTonoB y aeteit [8]. AKTUB-
Hasl pa3paboTKa ra30aHAIUTUYECKUX METOIOB Peau30-
Bajlach 3alllUTOM HaMM JIByX MATEHTOB, OTKPbIBAIOLINX
HOBbIE TPOTHOCTUYECKNE BOZMOXHOCTU (CM. HUXE).

ITokazaHa BblcOKasi MHOOPMATUBHOCTb KOHTPOJISI
YPOBHSI OKCHUZla a30Ta B BbIABIXaEMOM BO3Iyxe ISl MO-
HUTOPUHTA COCTOSIHUSI OOJbHBIX OPOHXMATBHON acTMON
u 3(pdbekTuBHOCTU Tepanuu. Tak, COXpaHEHHUE BbICOKOTO
yposHsl Fe (>40 ppb) y neteit ¢ 6poHXManbHON acTMOI
Ha hoHe 0a3WCHOM Tepaluy ¢ YyBCTBUTEILHOCTBIO 83 %
u criennpryHocThio 80% (p<0,05) yka3biBaeT Ha BBICO-
KYIO BEPOSITHOCTb BO30OHOBJIEHUSI MPUCTYNOB YIYUIbs,
CBUZICTEJIBCTBYSl O HEAOCTATOYHOCTU OObeMa 0a3uCHOM
Tepanuu, U sIBJISIETCSl OCHOBAHUEM ISl epecMOTpa Tak-
TUKU JIEYEHUS TOJOOHBIX OOJTbHBIX.

TazoaHanu3arop yrapHoro rasa Mno3BoJIsIET BbISIBJISITh
KypsSILUMX TAaUWEeHTOB ISl aIpeCHOTO MPOBEICHUST UHAU-
BHUIyaJbHBIX aHTUCMOKWHTOBBIX MpoTpaMM. JlaHHBIE Me-
TOIWKH BEICOKOUYBCTBUTEIBHBI M CITEIIU(DUIHBI, OBICTPHI
B UCMOJHEHUU. [IJ151 X OCylIeCTBIeHUs pa3paboTaHbl
pPa3JIMYHOTO pojia CTallMOHAPHBIE W MOPTAaTUBHbIE Ta30-
aHaIM3aTOPhI.

K nepcrieKTUBHBIM ~ METOAMKAM,  IO3BOJISIIONIUM
B p€XMME peaJIbHOTO BPEMEHU OLEHUBATb XapakTep
1 BEIPaKEHHOCTh WM3MEHCHUU B IBIXaTEIbHBIX ITyTSX,
OTHOCHUTCS UCClIeOBaHUE KJIETOUHOTO COCTaBa MHIAYLIM -
POBaHHO MOKPOTBI, Talolee BO3MOXHOCTb POBOIUTD
nuddepeHIIMaNbHYI0 TUATHOCTUKY XPOHUYECKUX OPOH-
XOJIETOYHBIX 3a00JIEeBAHUN U OCYIIECTBIISITh KOHTPOJb
3¢b(HEKTUBHOCTHU JieUeHUsI OPOHXUAIBHON acTMbI y Je-

NEPELJOBAS

Teit [9]. DTta HeMHBa3MBHAs METOAMKA OTJIMYACTCS BbI-
COKOIt MH(MOPMATUBHOCTBIO, MPOCTOTOM BBHIMOJIHEHMS,
BOCIPOU3BOJIUMOCTBIO, 6€30MaCHOCTBIO, a TAKXKE OTCYT-
CTBUEM HEOOXOIMMOCTH B JOPOroCTOSIIIEM 000pYaA0Ba-
Huu. CoTol Xe Ueblo Mpeajaraercsi UCMoib30BaTh
aHaJIU3 KOHJEHCaTa BbIABIXAEMOTO BO3AyXa, OJHAKO
JlaHHasi METOIMKA yXke 0oJiee TpyloeMKa U Hel0CTaTou-
HO CTaHIapTHU30BaHa.

HoBbIM BEKTOPOM Pa3BUTHS METONOB (DYHKIIMOHAb-
HOW JMAarHOCTUKM SIBJISIETCSl PECIUMpPATOpHAsi aKyCTH-
ka. bpoHxogoHorpadusi Kak omHO M3 ee HarpaBIeHUI
3apolusiach BHallleil CTpaHe TpU JECSTWIETUSI Hazaj
npu aktuBHOM yyactuu npod. C. }0. Karanosa. Ho nuiib
JIBa rofia Ha3a ObL1 3apEerMCTPUPOBAH MEPBBI cepUHbII
O6poHxodoHorpad, Mo3BOISIONINI aHATU3UPOBATH CITEKTP
JIbIXaTeJIbHBIX LIYMOB Yy JeTeli JTI0OOro Bo3pacTa Mpu CIo-
KOMHOM JipixaHuu. B HacTosiiee Bpemsi 3TO HalpaBjieHKe
aKTMBHO pa3BMBAETCs B HAlIEH CTpaHe MoJ PyKOBOJICTBOM
H.A. Tenne u HaxonuT Bce Oosibliiee BHeApeHue. dpyrum
METOJIOM PECTMPATOPHON aKyCTUKHU, YCHEIIHO CETOIHSI
peaIM30BaHHBIM B MPAKTUKE, SIBJSIETCSl TPAHCTOPAKaIb-
Hasi O6poHxodoHorpadusi, MO3BOJSIONIAS] TUATHOCTUPO-
BaThb Y4aCTKHU YIUIOTHEHUSI JIETOYHOM TKaHU. JlocTrKeHust
(GYHKIMOHAIBHOW IUATHOCTUKU OPOHXOJIETOUYHOM CHCTe-
Mbl Y JIETEN 1 TIEPCIIEKTUBBI €€ Pa3BUTHUST OTPaXKEeHbI B HE-
JIaBHO M3IaHHOI HaMu MoHorpaduu (2012) [8].

B niesioM, BeKTOp pa3BUTUSI HAMNPaBJIEH B CTOPOHY
MaJIOMHBA3UBHBIX METONOB. biwxkaitiieil u BaxHeriei
3anayeil (yHKIMOHATbHON NUAarHOCTUKMU B MeauaTpu-
YECKOU MyJbMOHOJIOTUM SIBJISIETCSI pACIIPOCTPAHEHUE €€
BO3MOXHOCTEl Ha 00cJjieloBaHUE JAeTell paHHEero W J10-
LIKOJIBHOTO BO3pacTa.

Pa3BuTrie UMMYHOJIOTUYECKUX U aJUIEPrOJOTMYECKUX
METONIOB JIBUXKETCSI B HANIPABJICHUU U3YYEHUS POJIU HO-
BbIX IUTOKUHOB M aKTUBHBIX MOJIEKYJI, YSICHEHUST UX Te-
HETUYECKOTO KOHTPOJISI W POJIA B MaToreHe3e OpPOHXO-
JIETOUYHbIX cTpamaHuii [10], a Takke HaXOmUTCS B CBSI3U
¢ pa3pabOTKON HOBBIX TEPANeBTUUYECKUX BO3ACUCTBUIA,
HampaBJeHHbIX Ha 3TM UMMYHOJIOTMYECKHE 3BeHbsl. Ta-
KOBBIMU SIBJISIIOTCSI, B YACTHOCTHU, MpernapaTthbl aHTU-IgE-
aHtuten (oManusymad), aHtu-IL-5-antuten (Menonaus-
yMmal), aHTUTeNa K MHTepJelkuHy-13 (Jiedbpuke3ymao),
K aHTUTeHaM 0ejlka pecruMpaToOpHO-CUHLMTUAIBHOTO
Bupyca (manuuszymad) u ap. [11]. Mcnonab3oBaHue BbI-

TTaTeHTHI

BbisBIEHUE MOBBIIEHHOTO YPOBHS Fe ) B COYETaHUM ¢ BBICOKMM CONEPXKAHU-
em obiuero IgE u Huskum ypoBHeMm LI K B ChIBOpOTKE KPOBU yKa3bIBAET HA
BO3MOHOCTb JOCTMKEHUS BEICOKOU 3(D(heKTUBHOCTH 6A3MCHOI TPOTUBOBO-
CHaJIMTEbHOM Tepanuy OpOHXMAIBHOM aCTMBI Y JeTel U XOPOIIylo HH(pOopMa-

TUBHOCTb MOHUTOPUPOBAHUA YPOBHA FeNO'

Briasnenue yposHs Fe, ) B npenenax HOpMalbHbIX 3HAYEHMIA IIPU HOPMaJIb-
HoM ypoBHe o61iero IgE u Beicokom conepxkanuu LIMK u nperunutupyio-
IIMX aHTUTE B CBIBOPOTKE KPOBU YKa3bIBaeT Ha MaJTyl0 MH(MOPMATUBHOCTh
MOHMTOPUPOBAHUS YPOBHS Fe  u 6os1ee Hu3Ky10 3P HEKTUBHOCTL 6a3UCHO
TepaInuu, 4To TpeOyeT Moa00pa NHANBUIYATbHBIX CXeM JICYCHUST.
(Llotnnenxosa C.3., Muzepnuukuii FO.JI. [lam. Ne200713583415 (039150))

BrisiBneHue y aeteii ¢ OpoHXUaIbHOM
acTMoii Ha (hoHE TPUCOECTUHEHUSI OCTPOI
pecrnupaTopHOi MHMEKIINHU MOBBIIIE-

HMs1 ypOBH# okcua asota (Fe ) Ha 50%

1 6oJiee OT UCXOMHOTO STBIISIETCST TIPEIBECT-
HUKOM OOOCTPEHUSI U CIIY>KUT MOKa3aHUEM
IUTSE TPOGUITAKTUYECKOTO YBETUICHMSI
00beMa 0a3MCHOU Tepanuy UHTAJISIIMOH -
HBIMM TTFOKOKOPTUKOCTEPOUIAMU.
(Lvinnenkosa C.9., Musepnuyruii F0.J1.
Ilam. Ne200713078314 (033541))
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Mu3epﬂuuicuit 0.1 nyHbMOHOIIOTI/Iﬂ JETCKOro Bo3pacTa: JOCTHXCHUSA, 3a1a41 U IIEPCIEKTUBBI

CcoKOI(h(MEKTUBHBIX JIEKAPCTBEHHBIX CPEACTB, CO3/IaH-
HBIX Ha OCHOBE T€HHO-WHXEHEPHBIX MOHOKJIOHAJIBHBIX
AHTUTEJI, SIBJIIETCS OMHUM U3 MEPCIEKTUBHBIX ¥ MHTEH-
CHUBHO Pa3BMBAIONIMXCS HAMPABIEHUN UMMYHOTEpAIUM.
B pa3paboTKy 3TMX HOBBIX OMOTEXHOJIOTUI B HACTOSIILIEE
BpeMsl BKJIAJbIBAIOTCSI OTPOMHBIE CPENCTBA, a aBTOMa-
THU3AIMSA U TEXHOJIOTUIHOCTh TTPOU3BOICTB BIICUATIISIOT.
JlocTaTouHO cKa3aTh, 4TO JIEKAPCTBEHHbBIE Ipenaparhbl
MOHOKJIOHQJIbHBIX aHTUTEN 10 00beMy MPOU3BOACTBA
Ha MUPOBOM (hapMalleBTUUECKOM PBIHKE Y€ 3aHUMAIOT
BTOPOE MECTO TOCJIE BaKIMH.

Bo MHorMX Jabopatopusix Mupa ceiluac akTUBHO
yIIYOJISIIOTCS HAyYHbIE TTPEICTaBICHUS O Pa3IMuHbIX Ta-
TOr€HETUYECKUX 3BEHbSIX 3a00JI€BaHUI JIETKUX Yy JETel,
YTO, OYEBUIIHO, TPUBEAET K pa3paboTKe HOBbIX MOAXOJ0B
K Tepartiu.

CoBeplIeHCTBOBAHUE U CTAaHAAPTU3ALMSI  BIUJE-
MMOJIOTUYECKUX MCCJIEAOBAHUI TPUBEIU K OypHOMY
Pa3BUTUIO METOJOB AHAJIUTUYECKON SNUIEMUOJIOTUH,
peaiM30BaHHbIX B MEAUATPUYECKON IMyJbMOHOJOTHUH,
Mpex/ie BCEro B OTHOLIEHUU OPOHXUATBbHOM acTMbl. Me-
TaaHAJIM3 PE3YyJbTATOB 3TUX UCCIEIOBAHUM, BbIITOJIHEH-
HbIX OoJjiee YeM B MOJICOTHU CTpaH MUpa, MOATBEPIWII:
1) akTyanbHOCTh MpPOOJeMbl TUIIOAUATHOCTUKU 3a00Jie-
BaHMS B cTpaHax Bocrounoit EBporbr, Poccnu u TpeThe-
ro MUPA; 2) BBICOKYIO PACIIPOCTPAHEHHOCTh OPOHXMATb-
HOM aCTMBI y IETEI, JOCTUTAIOIIYIO B CPEIHEM HE MEHEE
5—10% B nonynsguuu; 3) HaAMETMBIIYIOCS TEHICHIIUIO
CTaOWJIM3alIMKM YPOBHS 3a00JIEBA€MOCTU, POCT KOTOPOI
B ITOCJIeJIHEE BpeMsI BO MHOTOM ObL1 0OOYCJIOBJIEH COBEpP-
IIEHCTBOBAaHUEM METOJIOB TMAarHOCTUKH [12].

He kacasicb BompocoB reHeTrKHY 3a00JIeBaHU I JIETKUX
y IeTel, cliefyeT OTMETUTh, UYTO 3TO HAMpaBJIeHUE B Mep-
criekTuBe OyneT Bce 0oJiee akTyaJlbHbIM Kak B aCIEKTe
JNIUArHOCTUKM, TaK U B OMpPENeJeHUN MPOrHO3a TeUCHMUSI
MaToJIOTMM, aTakKXe W B MHAMBUAYyAIU3aLUU Tepanuu
¢ yueroM apmakoreHeTuku [13].

BHenpeHue KomIuiekca COBPEMEHHBIX METO/AOB
0o0cyeoBaHusl, KauyeCTBEHHOE VYJydllleHue MeAULUH-
CKOW MOMOILU MYyJIbMOHOJOIMYECKUM OOJbHBIM TPU-
BEJO K M3MEHEHUIO CaMOll CTPYKTYpbl XPOHWUYECKON
OPOHXOJIErOYHOI MaTOJOTMU. 3HAYUTENIbHBINA Tporpecc
B ITyJIbMOHOJIOTMM JETCKOTO BO3pacTa, IOCTUTHYTHIN
B IocjieqHUEe aecAaTuieTus: XX Beka, MO3BOJIWI TUarHo-
CTUPOBATh paHee HEU3BECTHbIE (POPMbI PA3HOOOPA3HO
BPOKIEHHO, HACIENCTBEHHON M MPUOOPETEHHOI MaTo-
JIOTWU, KOTOPbIE paHee MOTJIOIIATUCh OOIIMM MOHITHEM
«XpOHMYecKUe Hecrneuuduyeckue 3a00JeBaHUsT Jer-
kux». [IpeBayiMpOBaBIINi paHee IUarHO3 «XpOHUYECKOM
MMHEBMOHMM» ObLJT BOBCE UCKJIIOUEH U3 MexXayHapoaIHOM
knaccudukauu 6osesHeit (X nepecMoTpa) Kak yctapeB-
Wi U HecocTosTeNbHbIA. B utore B 2009 1. poccuiicku-
MU 9KCIlepTaMM OblUla pa3paboTaHa HOBasl KjiaccuguKa-
LMST KIMHUYECKUX (hOpM OPOHXOJIETOUHbIX 3a00JI€BaHU I
y ieTeit, oJIyYuBILIasi MPU3HAHKE U IIIMPOKOE BHEAPEHUE
B OTEUECTBEHHO! Teauarpuu [14].

Ha ceromHst cpenm XpOHWYECKUX OPOHXOJIETOYHBIX
3a00J1€BaHUI BBIACISIOT:

s ajuiepruyeckue 3a00JeBaHUS JIETKUX;

*  Haclie[ICTBeHHbIe 3a001eBaHUsI;

*  BPOXICHHBIC TTOPOKM OPOHXOJIETOYHOM CHCTE-
MBI,

*  XpOHWYeCKHe WHMEKIIMOHHO-BOCITATUTEIbHBIC
3a00JIeBaHMSI JIETKHX;

*  TIpHOOpEeTeHHBIE
JIETKUX.

ITo cBoeit vacToTe, MEMUKO-COITMATEHON 3HAYNMOCTH
B PSITy XpOHUIECKUX 3a00JIeBaHUI JIETKMX BEAyIlee Me-
CTO 3aHMMAeT ajljlepruueckasl MaTojorusi, Mpexyiae BCero
OpoHXMaJIbHasl acTMa. DTO KJIACCUYECKOe alNIEPTUIECKOE
3a00JieBaHUE MMEET MHOXECTBO MAaTOTeHETUISCKUX Ba-
puaHTOB. BoJBIIMM IITaroMm Briepen sIBWIaCh pa3paboTKa
B 1995 . MUPOBBIM COOOILIECTBOM YUYEHBIX COTJIACUTENb-
Horo gokyMeHTa GINA (Global Initiative for Asthma),
Ha OCHOBE KOTOPOTO BCEMU CTpaHAMU CO3aHBI CBOM Ha-
IIMOHATBHBIC TTPOTPaMMBI TI0 OPOHXMATLHOM acTMe Y e-
Teil, TO3BOJIMBIITNE B OOJIBIIION CTEIIEHN YHU(DUIIIPOBATh
TTONXONbl K IMAarHOCTUKE, JIEYCHUIO U NMPOdIIaKTUKeE
atoro 3abosieBaHusi. B Poccuu BoILIO yXe 4-¢ mepepa-
0OTaHHOE U IOTIOJIHEHHOE U3JIaHUe TaHHOTO TOKYMEHTA,
SIBJISTIONIETOCST, 110 CYTH, CTaHIAPTOM ITOMOIIU IETSM,
00TBPHBIM OPOHXMATLHOM acTMolf [15, 16].

B omimame OT cuTyaluu - eIe MBaaaTH-TPUIIIATH -
JIETHE MaBHOCTM OCHOBY Tepany OpOHXWAIBHOW acT-
MBI CETOIHSI COCTaBJISIIOT WHTAISIIMOHHBIC CpEICTBA.
Heo6ynaiizepHasi TexHuka coBepliwia, OyKBaJbHO, pe-
BOJIIOIIMIO B ITONIXOMAaX K JICUCHUIO OpOHXUAIBHOW acT-
MBI, HEKOTOPBIX IPYTUX 3a00JIeBaHUI JIETKUX, TTO3BOJTUB
JOCTaBJISITh B BRICOKMX KOHIICHTPAIIUSAX HEOOXOIUMBIE
JIEKapCTBEHHBIE CPEACTBA HEMTOCPEICTBEHHO B ITOPaXKeH-
HBIE YYaCTKH JIETKUX. DTO KacaeTcs TperapaToB pas3ind-
HBIX TPy — OPOHXOJIMTUKOB W ITTIOKOKOPTUKOCTEPO-
UJI0B, MYKOJUTUKOB U aHTMOMOTUKOB [17]. BykBasbHO
JKM3HeCITacaTeIbHBIM SIBIJIOCH IIIMPOKOE BHEAPEHUE He-
OyJlaii3epHbIX MHTAJISILIUI cycrieH3uu OyaecoHuaa (IyJib-
MMKOPT), mo3BosuBuIiee 3¢G(HEeKTUBHO KyNMUpoOBaTh 00-
CTPYKIIMIO IBIXaTeJIbHBIX IyTed TPH MPUCTYITaX acTMBI,
OOCTPYKTMBHOM OPOHXUTE, OPOHXMOJIUTE, CTEHO3UPYIO-
meM JapuHrotpaxeute [3, 6, 15]. ApceHan JekapcTBeH-
HBIX CPEICTB TAaKXKe TOMOTHWICS aHTUJICHKOTPUEHOBBI-
MM Tpernapatamu, oMmainzymaodom (anturena K IgE)

BaxkHBIM ITPOABIKEHUEM SIBUJIOCH CO3TaHUE U IITUPO-
KO€ BHeIpeHNEe KOMOMHUPOBAHHBIX TIPEITapaToB MHTAJIS-
IIMOHHBIX TTTIOKOKOPTUKOCTEPOUIOB M CUMITATOMUMETH -
KOB TIPOJIOHTUPOBAHHOTO JEWCTBUS, 00CCTICUMBAIOIITNX
BEJTMKOJICITHBI KOMIUTAfHC U yCITeX 0a3sMCHOM Teparmun
HamboJiee TSDKEIbIX GopM OpOHXUATBHOM acTMHI [ 15, 16].
BesycioBHO, KOHEUHBIH 3G(EKT 3TUX MperapaToB oIpe-
JeJIIeTCST TOCTaBKOM HEOoOXOMUMOM HO3BI JIEKapCTBEH-
HOIO CpEICTBA, €ro NEeNO3WIMENl BJErOYHOM TKAHU.
IMocnenHsiss ecTecTBEHHO OyIET TeM BBHIIIE, YeM MEHBIIIC
ad3pPOAMHAMUYECCKUIT TUAMETP YacTUI[ WHTAIMPYSMOTO

XPOHHNYECKHNEC 3a00J1eBaHUS
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npernapata. CoBceM HemaBHO Ha POCCHICKOM ¢hapma-
IIEBTUYECKOM PHIHKE TOSBIJIOCH HOBOE TTOKOJIEHHUE 9KC-
TPaMEJTKOIUCIIEPCHBIX a3PO30JIbHBIX IperapaToB (M-
KJIECOHUI U 1Ip.), OOECIeUNBAOIINX WX MAKCUMATBHYIO
NETIO3UIIAI0 B TEPMUHAIBHBIX OTHEIaX PECIUPaTOPHO-
ro TpakTa, a, cJiefIoBaTeJlbHO, MaKCUMAaJIbHbIN 3hdEKT
pY MUHUMAJIbHOM 103e [6, 15—17].

Oco0y10 TpyYITy aJuIeprUIecKUX 3a00JIeBaHUMN JIeT-
KUX COCTaBJISTIOT 00JIe3HU, O0YCIOBJICHHBIC CCHCUOWITN-
3amueil K IIecHeBBIM TprbaM. B maToreHese ykazaHHBIX
3a00JIcBaHU TIPUHUMAIOT YyYacTHe HE TOJIBKO CITeIU-
¢duueckune IgE-anturena, Ho u cneuudpuueckue IgG.
[Ipy 3TOM B Tepanmuio HEPeaKO TPUXOAMTCS BKITIOYATh
MMPOTUBOTPHUOKOBHIE cpencTBa [18].

OTrpoMHYI0 M HEITO3HaHHYIO TIPO6JIeMy BO BCEM MUpE
TIPEICTABISIOT WHTEPCTUIIMAIBHBIE OOJIE3HW JICTKUX,
€MMHCTBEHHBIM OKOHYATEJIIEHO BepUMUITUPYIOIINM Me-
TOJIOM TVUATHOCTUKU KOTOPBIX SIBJISICTCST GUOTICHS JIETKO-
ro. ITo MOHITHBIM COOOpPaKeHUSIM BHEIPEHME TPYIKI3-
HEHHOW OWOIICUM Y 3TUX TSDKEJICUITUX OONBHBIX MMEET
cBon orpaHmdeHus1. CerogHsT WHTEPCTULMAIbHBIE 00-
JIE3HU JIETKMX PacCMaTPUBAIOT KaK IeTepOTCHHYIO TPYII-
Iy 3aboJieBaHUM, XapaKTepU3YIOIIUXCS ITOpakeHUEM
PECTIMPATOPHBIX OTAEIIOB JISTOYHOTO MHTEPCTUIIMS C pa3-
BUTHEM BocCTaJieHUsI (ITHEBMOHUWTA, aJIbBEOJIUTA) U He-
obpatuMoro ¢pubdpo3a ¢ UCXOIOM B «COTOBOE JieTKoe» [6].
HawubGomnbIie ycriexu TOCTUTHYTH B OTHOIIICHUY TUIIEP-
YYBCTBUTEIHLHOTO ITHEBMOHUTA. [10 TaHHBIM Halleil Kim-
HWKH, Y 3TUX OOJIbHBIX, KaK TTPaBUIIO, YETKO TTPOCMAaTPH -
BaeTCs MPUIMHHO-CIICACTBEHHBIN (DaKTOp, TIPUBEIIIHIA
K 6osie3HU. YacTo 3a0o0sieBaHUE CBSI3aHO C MPOXUBAHU-
€M pebcHKa B CHIPHIX TTOMEIICHUSX, TECHBIM KOHTaK-
TOM C JOMAIHUMU XWBOTHBIMHU W NTULaMu. [1pu aTom
IUTSI THUITMAIY 3a00JIeBaHWs] WHOTIA ITOCTAaTOYHO He-
TTPOJOJDKUTENIEHOTO M HETIOCTOSTHHOTO KOHTAaKTa C IMpH-
YUHHO-3HAYMMBIM aJJIEPTeHOM, HaITpuMep, IIpeObIBaH1e
Ha OTIBIXE B IepeBHE, TIe UMEJIMCh MTUIIB W JOMAITHUE
>KUBOTHBIE, TTOE3IKN K PONCTBCHHUKAM, ITPOXUBAIOIITUM
B ChIpOM TMoMeleHuu. Jlanee pa3BuBlieecs: 3a0oieBaHUe
MPOTEKAET yKe «I10 CBOUM 3aKOHaM». Y HaOII0AaBIINX-
s B HaIllel KIIMHUKE OOJTBHBIX IETESH OTPeneIIsIuCh BbI-
cokue tITphl IgG Kk anTureHam Penicillium, Aspergillus,
Candida, Cladosporium, aHTUTeHaM TMomyrasi, TOJyoOs,
KJeneil fomantHeit nsiu pona D. farina, D. pteronissinus
[18, 19]. OcHoOBHOI MPUYUHOU HEOIATONPUSTHOTO UC-
XOa TUIEPYYBCTBUTEIHHOTO ITHEBMOHUTA Y HAOIIO-
TMABIIUXCS JeTeld SBUJIOCH JUIMTEIBHOE BO3ICHCTBHE
aJJIepreHoB. B To XXe BpeMs Ipu afieKBaTHOM U CUCTe-
MaTUYCCKOM JICUCHUM Y OOJTBIMMHCTBA OOJTBHBIX YIACTCS
MOCTUYh CTAOWIM3ALMK W NaXe YITyIIIeHHWS COCTOSTHUS
[6, 19]. TTpekpallieHre KOHTAKTa C aJlJIEPTEHOM SIBJISIETCS
TIEPBBIM Y HEOOXOMMMEUITUM ycioBreM. [lepcrieKTUBEI
B OTHOIIIEHWY WHTEPCTUITUAIBHBIX O0JIE3HEH JIETKUX BU-
IATCST B TOHMMAaHUYU TEHETMYECKOTO KOHTPOJIS PeaKITniA
TTOBPEKIEHUsI, BOCTaJleHUs] ¥ ¢UOpo3a, UYTO TTOMOXKET
B CO3MAHUU NEHCTBEHHBIX CPEICTB TEPATTHH.

NEPELJOBAS

CoBpeMeHHasT aHTUOMOTHYEeCKasT W MYKOJIUTHIECKasT,
aTaKKe KWHE3WUTEparvsl W3MEHWIA KadeCTBO SKM3HU
1 KapIUHATBHBIM 00pa30M YITYYIIIMIIN TIPOTHO3 Y OOJIBHBIX
C XpOHMYECKUMH HMH(EKITMOHHO-BOCTIATUTEIIHHBIMKA 32~
0OJIEBAHMSIMU JIETKUX — OPOHXOIKTaTUUECKOW OOJIE3HEBIO,
XPOHUYECKUM OpoHXHUTOM. OHM TaKXe TTO3BOJISIIOT YCITel-
HO TIPOGMIAKTUPOBATh 00OCTPEHUS Y GOJIBHBIX C BPOXKICH-
HBIMH TIOPOKAMU OPOHXOJIETOYHOM CUCTEMEI [6].

B oGnmacTi  MyKOaKTWUBHOIM Tepamy OBbLTM paspa-
OOoTaHBl W BHEIPEHBI B IIPAKTUKY HOBBIC TPYIIIBI BBI-
COKO3(DGhEKTUBHBIX M KOMITICKCHO JCMCTBYIONTUX Jie-
KapCTBEHHBIX IIperapaToB Ha OCHOBE aMOpoKcora,
KapOOIMCTenHa, alleTWIINCTENHA, a TAKXKe KOMILIEKC-
HBIe TIperaparhl ¢ BKIIOYEHHWEM TIBaiiheHe3WHA U IIpe-
napatoB Apyrux rpyni [20]. Bce aTo obecnieumyio Bo3-
MOXHOCTb WX TU(MDGhEPeHIIMPOBAHHOTO — IPUMEHEHUS
B TIeIUATPUICCKON Iy TbBMOHOJIOTMUECKOM MIPAKTHKE.

HenasHo crenmamiucraMmu u3 [IIKoasl  MemUIIMHBI
npu Bammurronckom yHusepcurete (CLLA, 2012) Obu1
BIIEPBBIC OIMMCAH MOJICKYJISIPHBIN MeXaHWU3M THUIIePCeK-
peIUY TPaXeoOPOHXUATBHOU CIIM3U TIPU TSKETBIX XPO-
HUYECKUX OpOHXOJIETOUHbBIX 3abosieBaHusX. Ha ocHoBe
TTOJTyYCeHHBIX PE3yJIbTaTOB aBTOPHI Pa3paboTajid CEepUIo
HOBEHIITUX JIEKAPCTBEHHBIX TTPETIapaToOB, OIOKMPYIOITNX
9TOT MpoleCC.

Kak 6pUTO yCTAaHOBJIEHO paHee, B Hayajie CHUTHAb-
HOW IIETIOYKU, TIPUBOIAIICH K TUITEPIKCIIPECCUN TeHa
MUCS5AC, oTBeyamwIlIero 3a CeKpeluio CIu3u BIuTe-
JIMATPHBIMMA KJIETKAMU ITBIXaTeIbHBIX ITyTeH, CTOUT IIe-
pPETPOM3BOACTBO WMMMYHHBIMA KJIETKAMHW WHTEpJICH-
KruHa-13 BOTBET Ha ITONamaHWe B IbIXaTebHBIC ITyTH
ajuilepreHa Wi BUpyca. YCTaHOBJIEHO, YTO KJIIOYEBYIO
poJsib B 9TOM MexaHu3Me urpaet reH CLCAI, akTuBUpy-
eMblii MHTEepJeHKMHOM-13 U oTBevaroniuii 3a BIpadboT-
KY OMHOWMEHHOW CUTHaJIbHOUW MosieKynbl. [locienHss,
B CBOIO OYepelb, NMPOHUKAECT 4Yepe3 KIICTOUYHBIE MeM-
OpaHBl U aKTUBUPYET T'eH (epMeHTa, HEMOCPENCTBEHHO
ctumyaupytoiero akcnpeccuto reHa MUCS5AC. Ucnofib-
30BaHue OJiokaTopa aToro reHa B 100 pa3 cHUKaeT BbIpa-
0OTKY CJIM3U KJIeTKaMH OpOHXUATBHOTO TTUTEITH.

IToMumMoO XpoHMYECKON OOCTPYKTUBHOM OOJIE3HU
JIETKUX, OpOHXMaJIbHOW acTMbl M KMCTO3HOTO (hrbdpo3a
— 3a00JIeBaHMIA, TIPU KOTOPBIX TUIIEPCEKPEINS CIIU3H,
OJIOKMPYIOIICH IBIXaTeJbHbIC MYTH, SBISCTCS TJIAaBHBIM
MMaTOTeHeTUISCKUM (DaKTOpOM, pa3pabOTaHHBIC Tperia-
paThl TAaKKe MOTYT TIPUMEHSIThCS TIPU BUPYCHBIX PECITH-
PaTOPHBIX WHGMEKIUSAX W AJUIEPTUICCKUX ITOPAKCHUSIX
PECTTMPATOPHOTO TPaKTa. DTO OTKPBITHE BUIMTCS UCKITIO-
YUTETLHO BaXHBIM, YKa3bIBAaIOIM HOBBIE ITyTH COBEP-
1IEHCTBOBAHUS TaHHOTO BUaa Tepanuu [20].

Cpeny  HacleICTBEHHBIX  3a00JieBaHUI  HEIb3sl
HE YIOMSIHYTh MYKOBUCIIMIO3, YCTIEXW B IMArHOCTHUKE
W JICYEHNN KOTOPOTO B IOCJIeMHEe BpeMsl 3HAYUTEIHHO
MTPOTPECCUPOBATN OJIaromapsi OIpeNeICHUI0 TeHeTuJe-
CKUX MapKepoB 3a00JIeBaHMsI, BHEIPEHIIO BHICOKOUYBCT-
BUTEJIBHBIX METOIOB OIPENEeIICHUSI TTOBBIIIEHHOTO YPOB-
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HSI XJIOPUJOB B TTOTE (MaKpOIaKT, HAHOJAKT), BHEIPEHUIO
COBPEMEHHOI MYKOJIUTUYECKO Tepanuu JOpHa30i-ab-
¢da (myn1pM03uM), TIAHOBOM BHYTPUBEHHOM aHTUOMOTH -
KOTepaIruy, WHTATSIIIMOHHBIX aHTUOMOTUKOB C aHTHCH-
HETHOMHOM aKTUBHOCTHIO (KOJIMMUILIMH, TOOpaMULIMH),
BBICOKOAKTUBHOU (hepMeHTOTEpanuu KpeoHamu [21].

3HauUTeNbHBIN ycrieX 0003HAUMICS B IOHUMAHUU Ta-
ToreHe3a cuHapoma KaprareHepa v nmepBUYHON LUIMAp-
HOW NMCKWHE3UH, OOYCIOBJICHHBIX BPOXIEHHOW HEMOM-
BIXKHOCTBIO PECHUYEK JAbIXaTeIbHOro anuTenus. B Hatel
KJIMHMKe HaOmonanuch 118 60NbHBIX C 3TOH MaTOJIOTUEH,
pa3paboTaHbl ¥ BHEAPSHBI OPUTUHAIBHBIC METONbI TUar-
HOCTUKMU 3a00s1eBaHus1. MUPOBbIE JOCTUXKEHMSI U MHOTOO-
Opa3Hblii OMBIT HALIEHW KIMHUKU MO IMarHOCTUKE, HAOJII0-
JNIEHUIO U JIEYEHUIO JETel C 3TOW MaTOJOrMeil OTpaxkeHbl
B HellaBHE 0MTHOMMEHHOI MOHorpaduu [22].

Ha ¢oHe ycnexoB B pelieHUM mpoOJieM AMAarHOCTH-
KW U JiedeHUs Haubosiee pacipoCTpaHEHHBIX XpOHUYE-
CKHX OpOHXOJIETOYHBIX 3a00JIeBaHUIT 00paTuiv Ha cedsl
BHUMaHUE peJKue 3a00JieBaHUsI JIETKUX. DTa MpodieMa
CTajla aKTyaJIbHOM JIs1 BCETrO MUPOBOTO COOOIIECTBA, TaK
KakK, HECMOTPsI Ha PeAKOCTb 3a00sieBaHuUii, 00l1lee YUCII0
0OJIbHBIX OKa3aJloCh BeCbMa CYIIECTBEHHbIM [23, 24].
B 1983 . B CLLIA 6b11a co3naHa nepBasi HaunoHaibHast
opraHusanus 1o usydeHur peakux 6osnesHeir (NORD-
National Organization for Rare Disorders), mosmHee
AHAJIOTUYHbIE CTPYKTYPbl ObUIA OOpa30BaHbI B CTpaHaX
EBponbl, B Anonuu, Asctpanuu u Kanane. 3t HeKOM-
Mepueckue OpraHu3alu UMEIOT CBOEH LIEbI0 OKa3aHue
TTOMOIIY TTAIIMEeHTaM, CTPaNaloNIIM peIKUMU GopMaMu
3a00J1eBaHUI1; OCHOBHbIE MX PECYPCHI HANPABJIEHbI HA Ha-
YUYHBIE M3BICKaHMSI B OOJIACTM AMATHOCTUKMW U Tepamuu
9TUX cTpanaHuit. HayuyHast aesiTeIbHOCTh OCYLIECTBIISI-
€TCsl MO 3TUIoN U ¢ yyactueM HaluoHaqibHOro MHCTU-
TyTa 3n10poBbsi CLLA, npyrux KpymHbIX HallMOHATbHBIX
1 MEXITYHAPOIHBIX MEAWITMHCKUX OpTaHW3aIil W IOJI-
KperuieHa psiIoM 3aKOHOJATeJIbHbIX akToB. CoryacHO
POCCUIICKOMY 3aKOHOAATEIbCTBY, K PEIKUM OTHECEHBI
Te 3a00/ieBaHUsI, KOTOPble UMEIOT PACpPOCTPAHEHHOCTh
He 6oJjiee 10 ciyuyaes Ha 100 000 HaceneHust ctpaHbl. Of-
HaKO TMOHSITHO, 4YTO MOKa3aTejb PAaclIpOCTPaHEHHOCTU
HE MOXET CIIyKUTh ¢IWHCTBEHHBIM KPUTEPUEM IS OT-
HeceHus 3a00s1eBaHUs K Pa3psily penKuXx; 1Jisl 9TOro Tpe-
OyeTcs KOMILIEKCHAsI OLIEHKA, YYUThIBAIOLAsl TPYAHOCTU
TMUATHOCTUKM, TSDKECTh TEUCHUS U TIPOTHO3, 3(OEKTUB-
HOCTb Tepanuu. st ynobcTBa perucTpauuu peikux 3a-
OosieBaHUl pa3paboTaH MeXIyHApOIHbI MH(opMalu-
ouHbii moptan http://WWW.ORPHA.NET, rne Hapsiny
c mmmppom MKB10 1 OMIM kaxnoMmy peakomy 3abo-
sieBaHuto npucBoeH cBoit ORPHA-Homep. Tam xe npu-
BOJSITCSI JAHHbIE, KacalolIMecs] OCHOBHBIX KIIMHUYECKUX
MPU3HAKOB TATOJIOTUM, €€ PaCpPOCTPAHEHHOCTHU, THUIIA
HacnenoBaHusi. Cpeau 5954 penkux 0osesHeid, Tipem-
craBieHHbIX Ha nopTajie ORPHA.NET, umeercs 187 3a-
0oJieBaHUI, TIPU KOTOPBIX MOpaxKeHUe JIETKUX SIBIISIETCS
SIMHCTBEHHBIM WJIM BEAyIIUM CUHAPOMOM. [1o maHHBIM

Hallleil KJIMHUKU IYJIbMOHOJIOTMU U CO3JAHHOTO COB-
MECTHO C COTpYAHMKaMU MOCKOBCKOIO LIEHTpa HOBBIX
UHOOPMALIMOHHBIX TEXHOJOTUI perucTpa peakux 3a-
00JIeBaHUMI JIETKWX, Ha WX JIOJTI0 MpUXOmuTcs 10 2—3%
OT O0ILIETO YMCJia TOCMUTATU3UPOBAHHBIX OOJIBHBIX
C XpOHUYECKO OPOHXO0JIErOYHOM naTojorueii [24].

BosbIIMHCTBO penkux OOJie3HEN JIETKUX SIBISIIOTCS
TEHETUYECKU NETEPMUHUPOBAHHBIMU; BMECTE C TEM OT-
JeibHble (OPMbI UMEIOT AIEPTUUYECKYI0, UH(PEKIIMOH-
HYIO TIPUPOJY WM SIBJISIIOTCSI CJIEICTBUEM APYTUX MpPU-
yuH. O4eHb YCJIOBHO CPEIU PEKOiA JIerOuHOI MaTOJOTUU
MOXHO BBIIEJUTD TPYIIITY HACIeICTBEHHBIX 3a00JIeBaHU I
JIETKUX, TPYIIITY BPOXIEHHBIX TTOPOKOB Pa3BUTHUS JIETKUX
1 OpOHXOB, 3a00JieBaHUsl JIETKUX JUCCEMUHUPOBAHHOTO
U UHTEPCTULIMAJIBHOTO XapakTepa, MOpaXKeHUs JEerKUx
MpU APYTUX PENKUX 3a00JI€BaHUSIX.

BMmecre ¢ TeM MOXHO BBIIEIUTH DSl KIMHUYECKUX
0COOEHHOCTE, XapakTepHbIX ISl BCEX PEeAKUX 3aboJie-
BaHUI:

. MaHMecTalysi B OOJIBIIMHCTBE CJIydyaeB C paH-
HEero JIETCKOro BO3pacTa;

*  XpOHHMYECKOEe Mporpeccupymoliee TeueHue, He-
PEnKo NMPUBOJSIILEe K MHBUIMIN3ALNM;

*  PE3UCTEHTHOCTb K Tepanmuu Wiu ee HU3Kast dd-
(EeKTUBHOCTb.

JrarHocTuka peakux 0oJyie3Hel JIETKUX TpeOyeT 1in-
POKMX U IIyOOKMX 3HAHWI, MCIOJb30BAHUSI BbICOKO-
TEXHOJOTUYHBIX METOMIOB 00CIeTOBaHMS, BKIIOYAIOIIUX
COBPEMEHHbBIE UHCTPYMEHTAJIbHbIE, UMMYHOJIOTUYECKUE,
MOJIEKYJISIPHO-TEHETUYECKKE, MOP(OJIOTUYECKUE UC-
cinenoBanusi. CBOEBPEMEHHOE BBISIBJIEHHWE 3TUX Pa3HO-
00pa3HbIX HApYIIEHUU, OKa3aHUe aleKBaTHOW MOMOILU
0OJILHBIM C PEIKMMU JIETOYHbIMU 32001€BAHUSIMU TIPEI-
CTaBJIsIET OJHO W3 MPUOPUTETHBIX HAMpPaBIECHUN Najib-
HeHuero pa3BUTHSI MyJIbMOHOJIOTMU JETCKOIO BO3pacTa.

Bosbllloe BHUMaHWe HE TOJIBKO B Cpele IMyJbMOHO-
JIOTOB, HO U B IIIMPOKON OOIIECTBEHHO! ayAUTOPUU Yiie-
JisieTcs mpobsieMe TabakokypeHus. JlokazaHo, 4TO 3TO
naryoHoe BO3JEHCTBUE SIBJISIETCS IJIaBHBIM (PakTopom
(GopMUPOBaHUSI XPOHUUYECKOU OOCTPYKTUBHOU 0O0e3-
HU JIeTKUX Y B3pocibiX. KannuhopHUHCKUMU yuyeHBIMU
HEeJaBHO J0Ka3aHO, 4TO HeraTMBHBIN 3(dekT Bozneit-
CTBMSI HUKOTMHA Ha IJIOJ TIEpeJaeTcsl Yepes MOKOJeHNE
— HE TOJIbKO Y JIeTeil, HO U y BHYKOB XEHIIWH, KypUB-
IIKUX BO BpeMsi OEpPEMEHHOCTU, TMOBBILIEH PUCK Pa3BU-
TUSI aCTMbl B paHHEeM Bo3pacTe. HUKOTMH mpoBouupyeT
SMUTeHETUYECKUE U3MEHEHUSI, TAKME KaK BapbUPOBAHUE
ypoBHs MeTwiupoBaHus JIHK wu neanerunupoBaHust
TMCTOHOB B Pa3jIMYHbIX OpraHax U CUCTEMax OpraHu3-
Ma JleTeil, B TOM YMCJe B MX rOHagax. OTU WU3MEHEHUsI
COXpaHSIOTCSl MPU MEH03€e W HACIEIYIOTCSl CJIEAYIONIU-
mu nokonenuamu. Cortpyauukamu  Hplo-Mopkckoro
MEIUILIMHCKOTO KOJUIEJXa CO3[aHa dSKCIEepUMEHTasb-
Hasl TeHHO-MHXEHEepHasl BakKlIMHa, Oiarogapsi KOTOPOii
B OpraHu3Me BbIpabaThIBAIOTCSl aHTUTENA, 3(PHEKTUBHO
CBSI3bIBAIONIME HUKOTUH U MPEMSITCTBYIOUIME Pa3BUTHIO

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014




NMEPELJOBAS

10 gaumsy ISAAC (Mascpmunxai: 10,1, Tasaxosa A-A., 2001)

7Kano0b1 Ha cyxoii Kale/Ib 110 HOYaMm,
He CBSI3aHHBIH ¢ MPOCTY/10i
uin nHgexnueii (3a nocyeaHue 12 mec)

7Kas100b1 Ha XpUIIBI B TPY/AHOI KJIeTKe
BO BpeMs1 WM 1ocJjie (pu3nyeckoi
HArpy3KH (32 nmocjieHue 12 mec)

7Kan00b1 Ha 3aTpy/IHEHHOE XpHUIIsIIIIee
CBHCTSIIIEE TbIXaHue (Koraa-inoo)

0 0,5

1 1,5 2 2,5 OR

E TabayHbi abim [ KOHTaAKT ¢ XnBOTHbIMK, NTULaMu B CblpocTb, NneceHb

Pucynok. Yacrora pasiMUHbIX PECIMPATOPHBIX CHMIITOMOB Y IeTeii IPH BO3IEHCTBIN He0IATONPUATHBIX (PAKTOPOB IOMAIIHETO OKPYXKe-

HMUS1, TI0 JJAHHBIM SMUIEMHOJI0-THIECKOTO HccienoBanus [25].

BBINIIEYKA3aHHBIX HAPYIIECHWH.

Upe3BbIYailHO aKTyaJlbHbIM BO BCEM MMpE CUUTAET-
¢ pa3paboTka 3(POEKTUBHBIX aHTUCMOKWHTOBBIX IMPO-
rpamMM, TIpoliaraHia 3mopoBoro obpasa XWU3HU, O0phba
3a 30POBYIO  9KOJOTMUYECKYI0 OOCTaHOBKY, BKJIIOYAIO-
IIYIO He TOJbKO BHEITHIOI CPEIy, HO M YCIOBUSI TOMAIII-
HEro OKpyXeHus (CM. pUCYHOK) [25].

JlokazaH BKJIaJ XUMUYECKHX (DAKTOPOB B CEHCUOMITU-
3alMI0 IeTel ¢ OpoHXMaIbHOM acTMoil. B 11iesioM marosio-
TUST JIETKUX SIBJISIETCSI YYBCTBMTEJIbHBIM MHTETPabHBIM
MapKepoM 3arpsi3HeHUS OKPYXKaIOIIel Cpeasl U He3M0PO-
Boro obpasa xusnu [26]. K coxanenuto, B Poccun moka
MaJio pe3yJIbTaTUBHBIX MCCIIEIOBAHUI Ha 3Ty TEMY.

OOGpa3oBaTe/IbHbIM IPOrpaMMaM, CIIOCOOCTBYIOLIUM
MOBBIIIIEHUIO KOMIUTaliHCa ¢ TTallMeHTaM#, BOOOIIe TIPU-
JIAETCST UCKITIOUMTEIbHO BaXKHOE 3HAYeHUE B MYJIbMOHO-
JIOTUU. AKTYyaTbHOCTb 3THX pa3paboTOK He TpeOyeT KOM-
MEHTapueB.

B mocitenHue Tombl Mpom3oInuia BaxkHasd TpaHchop-
Mallysl BO33peHUIM Ha OPOHXOJIETOYHYIO TUCIIIA3UIO Y Jie-
teit. [To cytn, oHa ITpU3HAHA COCTOSTHUEM TI0CTIE OCTPOTO
MTOBPEXICHMS AbIXaTeIbHBIX MyTeil BCIEACTBUE KECTKUX
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ITocnencTus recto3a (NMpe3KJIAMIICHN)

B.H. Ilepgunosa, JI. U. Muxaiinosa, U.H. Tiopenros
Bonrorpaackui rocyaapCTBEHHbIN MEONLMHCKNN YHUBEPCUTET
Consequences of gestosis (preeclampsia)

V.N. Perfilova, L.I. Mikhailova, I.N. Tyurenkov

Volgograd State Medical University

B 0030pe npeacTaBieHbl pe3yabTaThl AaHAJIM3A AAHHBIX 0TE€YECTBEHHOI M 3apy0eKHO# JTUTepaTypbl, KOTOPbIe MOKA3bIBAIOT, YTO TS -
JKeJiblil recTo3 (MpesKIaMICus) sBJseTCss OHOI U3 OCHOBHBIX MPUYMH NMEPUHATAJIBHOI 3200/1€BaeMOCTH ¥ cMepTHOCTH. TsKenblii
recTo3 BeJAeT K HAPYHIEHHIO POCTA U PA3BUTHS ILI0/IA, POXKIEHUIO HEJJOHOIEHHbIX JIeTeil, (JOPMUPOBAHUIO TEPUHATAIBHBIX OPAKe-
HUii TMIIOKCHYECKOr0 XapakTepa LEeHTPAJIbHON HEPBHOM, CepAeYHO-COCYAUCTOM, SHTOKPHHHOW, UMMYHHOM, AbIXATEIbHOM W JIPYIHX
CHCTEM, YTO HEraTUBHO BJIMSET HA COCTOSIHHE 3/0POBbS JeTeil B MOC/IEAYIOINe TOAbI XKU3HA. Y JKEHIUH C Tpe- WK 3KJIaMICHhei
B aHAMHe3e B MOCJIeAYIOLIEM HMEETCsl MOBBIIEHHBI PUCK PA3BUTHS CEPAEYHO-COCYIUCTBIX (ATEPOCKIIEPo3a, MIIEMUYECKOii 001e3HH
cepaua, 3adosieBanuii nepudepuuecKux apTepuii, aprepuasbHOIl THNEPTOHNH), 1IePeOPOBACKYIIAPHBIX 32001€BaAHMIA, IATOJIOTUM NO-
YeK M OPraHoOB 3PEHHs, CAXaPHOTO AMa0deTa, HAPYUIEHHS NaMsITH.

Karoueswie cnosa: Oemu, 6ep€M€HHbl€ HCCHUW|UHDBL, NDEIKNAMNCUA, NePUHAMAIbHbIE NOPANCEHUSA, PUCK pA3eUmUsi 3ab0nesauil.

The review presents the results of an analysis of the data available in the Russian and foreign literature, which show that severe gestosis
(preeclampsia) is a main cause of perinatal morbidity and mortality. Severe gestosis leads to impaired fetal growth and development,
premature births, the development of perinatal hypoxic lesions of the central nervous, cardiovascular, endocrine, immune, respira-
tory, and other systems, which adversely affects the health status of children in their later life. Women with a history of preeclampsia
or eclampsia are further at increased risk for cardiovascular (atherosclerosis, coronary heart disease, peripheral arterial diseases,
and hypertension), cerebrovascular diseases, abnormalities of the kidney and organs of vision, diabetes, and memory impairments.

Key words: infants, pregnant women, preeclampsia, perinatal lesions, risk for diseases.

T;m(enmﬁ rectos (IpeakiaMIicusl) sIBjisieTcsl HaudoJee
CephEe3HBIM OCTOXHEHUEM OepeMEeHHOCTH, TIpel-
CTaBJISTIONIMM OTIACHOCTH JIUIST XKU3HU MaTepy 1 peOEHKa.
[Toutn Bcerma TpW HEM, BCJICACTBUE HapYIICHUS DyHK-
IIMM XU3HEHHO BaXKHBIX OPTaHOB — TOJIOBHOTO MO3Ta,
MTeYCeHU, JIETKUX, TT0YeK, — (hOPMUPYETCS U MPOTPECCH-
pyeT TIOoJMOpTaHHas HEeIOCTaTOYHOCTh. [lociencTBust
TIEPEHECEHHOTO OCJIOXXHEHMS TIPOSIBIITIOTCS HE TOJTBKO
B paHHEM IIOCJIEPOIOBOM TEPUOJE, HO U B MOCIEAYIO-
IMe TOABI KWU3HW XKEHIMWHBI. TSDKeTblii TecTo3 3aHU-
MaeT CTaOMIIbHOE TPEThe MECTO Cpeay MPWYWH MaTe-
PUHCKOM CMEpPTHOCTH, SIBJISIETCSI OCHOBHOM TPWYWHOMN
TIepUHATATILHON 3a00JIeBACMOCTH W CMEPTHOCTH, BEIET
K HapyIIeHUIO poCTa W Pa3BUTHS TUTONA, POXKICHUIO He-
TIOHOIIIEHHBIX NeTel, (POPMUPOBAHUIO TTEPUHATATBLHBIX
MTOpakKeHU TUTTOKCUIECKOTO XapaKTepa, B IIEPBYIO Ove-
peab LEeHTPaJIbHON HEPBHOM, CEPAECYHO-COCYAUCTOM, IH-
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JOKPUHHON, MMMYHHOM, IBIXaTeJIbHOM U IPYTHX CUCTEM.
DTO HEraTMBHO BJIMSIET Ha COCTOSIHME 3[0POBbsI JETei
B MOCJICAYIOIIME TOABI XU3HU [1—4].

HespoJornyeckue u ncuxuyeckne paccTpoiicTBa y ne-
Teil, POKIEHHBIX OT MaTepeil C TSKeJIbIM recTo3oM (mpea-
KJamrcueii)

PesysbraTel 00cieqoBaHus B TeYEHHUE MEPBOTO MeCs-
112 XXU3HU 285 feTeil, ponuBLIMXCS Y MaTepeil C reCTO30M
TSKEJI0M CTENEHM, TTO3BOJIWIM BbISIBUTD, UTO (haKTOpaMu
pucka 1epeOpaibHbIX U HEBPOJOTUUYECKUX PACCTPOUCTB
y AeTel SIBJISIIOTCSI Majiblii CPOK TeCTaluM TMpU POXKie-
HUU, TSXKEJbI cCOMaTUYECKUI aHaMHE3 MaTepu, paHHee
HayaJso U AJUTebHOE TeUeHUe recTo3a, HedaddekTuBHas
Tepanusi, pa3BuTe Ha (POHE TSKEJIOro recro3a XpOHU-
YECKOW BHYTPUYTPOOHOI TUITOKCUU U 3aJ€PXKU POCTa
iona [5].

YcraHOBIIEHO HEOJATONPUSITHOE BIMSIHUE recTo3a Tsi-
KeJIol CTerneHu Ha Iipoliecc GOpMUPOBAHUS TAMSITU Y Jie-
teit. U3yyeHbl 0coOeHHOCTH TaMsTH y 224 neteil B BO3-
pacte oT 4 10 7 JIeT, UMEIOLIMX OTAAJIEHHbIE TTOCIEACTBUS
MEPUHATATIBHOTO OPaXKEHUS LIEHTPaJIbHO HEPBHOM CH-
crembl. CHIDKEHHBIN YPOBEHB ITaMsITH oOHapykeH y 42 %
JIeTeil ¢ HapylleHWeM JBUTaTeJbHbIX peakluil (obuieit
W TOHKOU MOTOPUKM) 'y 59% neteii ¢ HapyleHUEM pedn
[6]. A. Whitehouse u coaBT. [7] ucciienoBaiu BepOaabHbII
(cnoBapHbIii TecT B KapTuHKax [Tnbonu, Peabody Picture
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Vocabulary Test-Revised — PPVT-R) u HeBepOanbHbIi
(c ucnonb3oBaHueM Matpull Pasena, Ravens Colored
Progressive Matrices — RCPM) untennekr 1389 nereit
(cpemuuii Bodpact 10,6 rona), 279 U3 HUX POIUIUCH Y Ma-
Tepeil C recrallMOHHOW runepreHsueit, 34 — y marepeit
¢ nipeakynamrcueit. Cpennuii 6amn PPVT-R y motomcTBa
OepeMEeHHBIX C TeCTallMOHHOM rurnepToHuei obln Ha 1,71,
a c mpeakiamIicueid — Ha 3,53 myHKTa HUXe, 4eM y je-
Telr OT MaTtepeil ¢ GU3UOJIOTUUYECKO OEepEMEHHOCTHIO.
[Tpu 3TOoM He ObLIO pa3nIuuuii B OajljIax MeXay rpyrra-
mu 1o RCPM-TecTy, 4To CBUIETENLCTBYET O HETAaTUBHOM
BJIUSTHUY TIPEIKIAMIICUA W TeCTAIIMOHHOUW TMIICPTOHMU
Ha pa3BUTHE BepOAIbHBIX CTIOCOOHOCTEN Y AETEN.

Hesposorunueckass cuMOTOMaTvKa Y HOBOPOXIEH-
HBIX OT MaTepeil C TSKEIbIMU FeCTO3aMU XapaKTepu3yeT-
Cs CAeNYIOIUMU CUHAPOMaMU:

— yrHerenue LIHC (cHuXeHUe Ui OTCyTCTBHE KOM-
MYHUKAOEIbHOCTU, CIIOHTAHHOW NBUraTeIbHOW aKTHUB-
HOCTH, TUTaBaIOIIME TBIDKEHUS TJIA3HBIX S0JIOK, MBIIIEY-
Hasl TUTIOTOHUSI, OTCYTCTBUE WUJIU CHUXXEHUE pedhieKCoB);

— TUMNepBo30YyIUMOCTh (TpeMOp, CIIOHTAHHBIN ped-
Jiekc Mopo, 6ecrioKoiCTBO, TOPU3OHTAIbHBIM HUCTATM,
MOBBILIEHHbBII MBIIIEYHbII TOHYC);

— BHyTpuYepenHasi runepreH3ust (0ecroKoicTBo,
BCKPUKHWBAHUS, TPEMOD, CXOASIIEECS] KOCOTJIa3ue, TopUu-
30HTAJIbHBII HUCTArM, cuMIITOM [pede, BbiOyxaHue poj-
HUYKA U pACXOXJEHUE UIBOB, TUTIEPECTE3UsI);

— BEreToBUCLIEpaTbHbIE HapyllleHUs (TuIepcumma-
TUKOTOHUSI, TUTICPIIaPaCUMITATUKOTOHUS);

— CYIOPOXHBI CUHIPOM (TOHUKO-KJIOHUYECKUE,
napianbHbie cynoporu) |35, 8].

Ipesknamiicust siBisietcss (akTOpoM pUCKa pa3BU-
TUS Yy eTell LepedpabHOro napaiuya (HeECKOPPEeKTUpPO-
BaHHOE OTHOIIIEHWE IMAaHCOB 2,5, 95% noBepUTENTbHBIN
uHTepBai ot 2,0 1o 3,2). PoxneHue pebeHKa mMajioro re-
CTAllMOHHOTO BO3pacTa 3HAYUTEJBHO YBEJIUUYMBAET ITOT
pUcK (HECKOPPEKTUPOBAHHOE OTHOIIEHWE IIAHCOB 3,2;
AN! ot 1,5 10 6,7) [9]. PeTpocriekTBHOE MCCeIOBaHUE
¢ BKJIIoueHueM 213 aeteit ¢ JeTCKUM LiepeOpaibHbIM Ta-
paJMuoM, POAMBIIMXCS Ha Cpoke Oosiee 36 Hell rectalvu,
oKasaJio, 4to 57% W3 HUX ObIIM MYXXCKOTO Tojia, TIPeo-
0J1aIaloMK TUTIaMU IETCKOTO LIepeOpaibHOTO Mapainya
SIBIISLTACH CTTacTUYecKas Terparuterust —y 78 (36,61%) ne-
Telt u criacTrueckuit mapammd — y 65 (30,51%). I1pu stom
BeAylIUM (PaKTOPOM pUCKa BOBHUKHOBEHMSI JETCKOTO 1ie-
pebpanbHoro napainya obuia peakyiamrcus [10].

C npeiiecTByOllIel MpedkaamIcruein y 6epeMeHHbIX
CBSI3bIBAIOT YBEJIMUEHUE DPUCKA DPA3BUTUSI SMUICTICUU
ynereir [11]. B koroptHoM uccinenoBanuu cpeau 1537
860 ponuBIIVxcs B JlaHnu meTeil ObIIO BBISBICHO 45 288
(2,9%) cnydaeB poXIeHUs OT MaTepel ¢ MPedKIaMITCH-
eit. M3 Hux 20 260 (44,7%) marnmeHTaM B TCUCHUE ClIe-
nylomuyx 27 et ObUI MOCTaBJeH JMArHo3 SIWICTICUM.
YacToTra BO3HMKHOBEHUSI 3a00J€BaHUSI KOppeJIupoBaia
CO CTEIEHbIO TSKECTU OCJIOXHEHUS 0EPEMEHHOCTH.

! JToBepUTETbHBIN MHTEPBAIT.

OB30PbI JINTEPATYPbI

OKMCIIUTENBHBIN CTpecC, BOSHUKAIOIINN TTPH TIPE3K-
JIAMIICUM BCJICAICTBUE TKAHEBOW TUITOKCHUM, TPUBOIUT
K TIOBPEXICHUIO SHAOTEIUS COCYIOB, MeMOpaH (hopMeH-
HBIX 3JICMCHTOB KPOBH, HApYIICHUIO PEOJOTUICCKUX,
KOAryJIIIIMOHHBIX CBOMCTB KPOBU Y MUKPOLIMPKYJISIIVNH,
YTO HETATMBHO BIIMSICT Ha IUTAIIEHTY W TOJIOBHOM MO3T
riona [4, 12, 13]. TkaHeBast TUTIOKCHST MOXKET ObITh IMPU-
YUHON TPEIKIAMIICUU, BEOyIIeH K MpexkIeBpeMEHHBIM
poIaM ¥ TTOBBIIIEHUIO PUCKAa BOSHUKHOBEHUS TICX030B
y B3pocJyioro rmoromctna [14—16]. BeisiBieHO, 4TO A€TH,
POXIEHHbIE OT MaTepell € MpesKIaMIICUEN, yaie Aapy-
TUX CTPaIaloT OT IICUXMYECKUX paccTpoiicTB. S. Tuovinen
u coaBT. [17] mokaszanu, 4YTO AIEBOYKMU OT MaTepeit, Oe-
PEMEHHOCTh KOTOPBIX OCJIOXHSUIACh THIIePTeH3UEH
0e3 nmporenHypuu, uMmenu B 1,19 pasza Gosiee BBICOKMIA
puck ncuxudeckux paccrpoiicts (AM: 1,01—1,41), 3Ha-
YUTETFHOE YBeIWMYeHWE pucka addEeKTUBHBIX W Tpe-
BOXHBIX pacctpoiictB — B 1,44 paza (AU: 1,11—1,88)
u 1,39 paza (AU: 0,99—1,93) coorBeTcTBeHHO. B paHee
MTPOBEIICHHOM 3THUMMU K¢ aBTOPaMU MCCIICIOBAaHUM OBLIO
nokasano, 4to 'y 30% (p<0,04) moromMcTBa 0060UX ITOJIOB
OT TIEPBOPOISIINX KSHIIWH C TTPEIKITAMIICUEH B 3peIoM
BO3pacTe MOSIBISIIOTCS AETTPECCUBHbBIE CUMITTOMBI [ 18].

TecTo3 (mpeskaammncus)) Kak ¢pakTop pucKa pasBUTHS
CepIeYHO-COCYANCTOI MATOJOTHH Y JeTeil B MOCTHATAJb-
HOM nepuoze

MeraaHanu3 (18 uccnenoBanuit, 45 249 yenosek) mo-
3BOJIWJT BBISIBUTH, UTO Y IETei, POXKICHHBIX OT MaTepeit
C TECTO30M, B JICTCKOM MW IOHOIIIECKOM BO3pAacTe CHCTO-
JIMYECKOE apTepuabHOe IaBJIeHE BbIllle Ha 2,3 MM PT.CT.
nuacronnyeckoe — Ha 1,35MM pPT.CT., 4eM y MOTOMCTBA
XKEHIIIMH C HEOCJIOXXHEHHOW OepeMEeHHOCTBIO, YTO I0-
BBIIIAET PUCK MIIEMUYECKOM Ooyie3HM Ha 8 %, WHCYIbTa
Ha 12%. Kpome Toro, 0OHapyXeHO CHIDKCHUE DYHKIINT
SHIOTENINS M yBETMUEHNUE B KPOBH YPOBHS MapKepa BOC-
majgeHus: C-peakTUBHOTO OeJika W aHTHOTeHHOTO (hak-
Topa pocta OMC-1monoOHON TUPO3WHKWHA3HI Y JeTei
5—8 J1eT, POXAEHHBIX OT MaTepell ¢ MpesKJIaMIICUei,
YTO TIOAACPKUBACT KOHIICTIIIUIO TPaHCTEHEPAIIMOHHOTO
pUCKa pa3BHUTHS CEPISYHO-COCYIMCTHIX 3a00JIeBaHUM
y IaHHO# Kateropuu neteit [19].

CyIlecTBeHHBIM TTONTBEPXKICHUEM BBITIIECKA3aHHOTO
siesiercst padota K. Tornburg u D. Barker (OHSU Heart
Research Center) BcorpyaHuuectBe ¢ Eero Kajantine
(National Public Health Institute, ®PuaIIHANS). AB-
TOpBl OOHApPYXWaW, YTO U3 6410 mereil, pPOXIEHHBIX
B XenbcuHKU Mexay 1934 u 1944 ., 284 peGenka mosi-
BWJINCh Ha CBET OT MaTepeid, OepeMEeHHOCTh Y KOTOPBIX
ObLTa OCJIOXXHEHA MpeaKiamiicueit, 1592 — or marepeii
C TECTAllMOHHOW THUTIEPTOHUEH. YUeHBIE IPOCCINIIH,
yto B iepuoa ¢ 1973 nmo 2003 . B Bo3pacre ot 40 no 70 jiet
y 272 U3 HUX ObUT UHCYJIBT, B TOM yucie B 100 ciyuasix 6e-
PEMEHHOCTD Y MaTepeil ObUTa OCIOXKHEHA WITH TTPeaKIIaM-
TICUeii, WU TecTallMOHHON TunepToHueit [20].

B GobIITOM KOTOPTHOM HCCIICIOBAHWM, ITPOBEICH-
HOM B BeTMKoOpUTaHNY 1 BKITIOYABIIIEM JIETE B BO3pacTe
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9—12 nieT, BBISIBJIEHO, 4TO AECTU, POJAMBIIMECS] Y MaTepeit
C MPEIKITAMITCUEH 1 TeCTAIMOHHOM TUTICPTEH3UEH, TMEITI
0oJiee BBICOKOE CUCTOJIMUECKOE AaBieHrue — Ha 2,04 MM
95% ON: 1,33—2,76) n 1,82mm (95% OUN: 0,03—3,62)
COOTBETCTBEHHO — U AMACTOIMYECKOE apTepHaIbHOE
nmasienne — Ha 1,10mMm (95% AW: 0,47—1,73) u 1,26 Mmm
(95% OW: 0,32—2,85) COOTBETCTBEHHO, YTO CIIOCOOCTBY-
€T BO3HMKHOBEHUIO THUIIEPTOHUYECKON Oosie3HU B OoJjiee
nosaHeM nepuone [21, 22].

OO6cnienoBaHue aeTeit, pONUBLIMXCS Y XEHUIUMH ¢ DU-
3MOJIOTMYECKON OEepeMEHHOCTBIO W Y XKEHIIWH ¢ TIped-
KJIaMIICHEl, TTOKa3aJi0, UTO Y eTei, POTUBIIIMXCS Y XKEH-
IIUH C TIPE3KIIAMIICHE, TaBJIeHUE B JICTOUHON apTepru
Ha 30% Bbllle, a IMOTOKOIOCPEIOBAHHAS JWJIaTALIUST
ieyeBoil aprepuu Ha 30% MeHbIIe; MeXIy IoKa3aTe-
JIIMM OTMEYaeTCsl BBIpakeHHasr oOpaTHas 3aBUCUMOCTh
(r=— 0,61; p<0,001). MOXHO TIPEAITONIOXHUTD, YTO TIPe-
SKJIAMIICHSI BBI3BIBACT HAPYIIICHUE B CUCTEMHON 1 JIET0Y-
HOM WLUPKYJISILUWKA Y POAVBIIMXCS HETEH, YTO SIBJISIETCS
MPUYMHOUN TUIIOKCUYECKOUN JIETOYHOM TUIIEPTEH3UU YXKE
B IETCTBE W MOXKET ITPUBECTH K CEPAEIHO-COCYIUCTHIM
3a00s1eBaHUSM B JajibHe e XXu3Hu [23].

Bimnsinne recros3a (nmpeskjaamMncun) Ha (PYHKIIMOHAJIbHOE
COCTOSIHHE JPYTHX CHCTEM

B HacTosiiee BpeMs 0coboe BHUMaHUE YIETISeTCS
Mpo0JIeMe pa3BUTHUS PEITPONYKTUBHOW CUCTEMBI B aHTe-
HaTaJbHOM ITepuole, TaK KaK YacTO UMEHHO B 3TO Bpe-
Ms1 OPMUPYIOTCSI OCHOBBI Oyayiieit rmatosoruu. beuu
HCCIeIOBaHBl TOPMOHAJIBHBIC TTOKa3aTesId U HEWPOIH-
MOKPUHHBIC B3aMMOJCHCTBUSI CUCTEMBI PEMPOTYKIIAN
Yy HOBOPOXXJIEHHBIX JAeTeil oT Marepeir ¢ dusuonoru-
YeCKOM OepeMEeHHOCTBIO U C TeCTO30M. Y IOCIICTHUX
BBISIBIICHBl TOPMOHAJIBHBIC HAapyIIeHUsS — IuUcOaaHC
TUPEOTPOTTHO-TUPEONTHOM U Tunodu3apHO-TOHAI -
HOW CHUCTEM, UYTO MOXET OTpPHIIATEIbHO CKa3bIBaThCS
Ha GOPMUPOBAHUM PETIPOAYKTUBHON CHCTEMBI B HaJb-
HelieM [24].

B amudusze Mo3ra, TpOMeXXyTOUHOW U 3aHEH MOJISIX
runodusa TIona B yCJIOBUSIX TECTO3a YCUITUBACTCS TTOJTH -
IDIOMIN3AINs KJIETOK W MHTCHCUDUITUPYIOTCST TIpOIIeC-
ChI MacCOBOI KJIeTouHOM rnbenn. Habmomaercst mpsimast
KOPPEJSAINS BEIPAXKEHHOCTH 3THX IIPOIIECCOB M CTETICHU
TSKECTU MaTEpUHCKOTO rectosa [25].

INokazaH poct unciia 3a0601eBaHU I IbIXaTeIbHBIX ITYTEH,
TaKWX KaK PeCIMpPaTOPHBINA TUCTPECC-CUHAPOM M OPOHXO-
JIETOYHAST AMCIUIA3MS, Y AeTel, MaTepy KOTOPBIX ITepeHeCITH
MpesKIaMIicuio  [26]. YcTaHOBJIEHO, YTO MPE3KITAMITCUST
SIBJISIETCSI BAXKHBIM (DAKTOPOM prCcKa OPOHXOJIETOUHOM TC-
IDTa3UM Y HEIOHOIICHHBIX NeTeil. YMepeHHas W TsoKemast
opma 3aboeBaHNsT pa3BUBATACH 3HAYUTEIILHO Yalle y He-
JOHOIIIEHHBIX ETE, POXKICHHBIX OT MaTepeid ¢ IIPesKIIaM-
ricueit (38,5%), yeM y HEIOHOIIIEHHBIX JIeTel OT MaTepeit
¢ pusnonornueckoit 6epeMeHHOCTHIO (19,5%). Bo3moxkHO,
5TO CBSI3aHO C HapyIICHWEM aHTHOTeHe3a, BOSHUKAIOIIUM
MPU OCJIOKHEHUU OepeMeHHOCTH [27].

CepeyHO-COCYIMCTbIE HAPYIIEHUsI M 3200JIeBaHUS MO-

Ilepgpunosa B.H. u coasm. [locnenctsusi recto3a (MpesKIaMIICHH)

YeK y JKeHIIUH, NepeHecmnX 0epeMeHHOCTh, 0CI0KHEHHYI0
recTo30M (MpesKaamIcuein)

BBISIBIIEHO, YTO KEHIIWMHBI € TIpe- VUTA KJIaMIICH -
eif B aHaMHe3¢ MMEIOT B IOCIEAYIOIEM TMOBBIIICHHBIN
PUCK Pa3BUTHUST CEpAEIHO-COCYIMCTHIX (aTepocKiIeposa,
WIIeMUIeCKOoi OoJie3HM cepmlia, 3aboyieBaHMiA epude-
pPUYECKUX apTepuil, apTepuabHON TUTIEPTOHUN), TIeped-
POBACKYJISIDHBIX 3a00JIeBaHMIA, ITATOJIOTUU TIOYEK U Op-
TaHOB 3pEHUS, CaXapHOTO auabeTa, HapyIIeHUST TTaMsITH
[28—34].

B pat6ore C. Evans u coaBr. [35] moka3aHo, 4To yepe3
16 Mec ocse pomoB 6oJtee BHICOKOE CHCTOJIMIECKOE, TH-
aCTOJIMYECKOE apTepralbHOE JaBJIcHUE U 00IIIee COCYIN-
CTO€ COIPOTHBJICHUE HAOMIOMAeTCsT Y KSHIIWH, Y KOTO-
pPBIX OepeMEHHOCTh ObUIa OCIIOKHEHA IPEe3KITaAMIICHCH,
10 CPAaBHEHUIO C XKEHIMWHAMM C (PU3MOIOTUIECKON Oe-
peMeHHOCThIO (86+3 MM pr.cT. mpotuB 80t1MM pT.CT,
p=0,04; 68t2MM pr.cT. MpotuB 64+1MM pr.ct., p=0,04;
1784114 muHe+c/cM> mpotuB 1562137 mwH*c/cMd,
p=0,03 coorBeTcTBeHHO). [Ipn 3TOM CKOpPOCTH KPOBOTO-
Ka B cocynmax Ipearuiedbs obputa cHkeHa (136122 % mpo-
1B 245+21%; p=0,01), 9yTO yKa3pIBacT Ha HapyIICHHYIO
(DYHKIIMIO SHOOTENUS, XOTS CYIIECTBEHHBIX DPa3TMINit
YPOBHSI MapKepoB aKTWBAIIUU SHAOTEIUS, TUCITUATIMIC-
MWW ¥ OKUCJIMTEIBHOTO CTpecca He BhISIBIeHO. Takue re-
MOIWHAMWYECKWE CIBUTH YBEJTMUIUBAIOT PUCK BO3HUKHO-
BEHMS CePIeYHO-COCYIMCTHIX 3a00JIEBaHM B OyIyIIeM.

ITo pe3yasraTaM pPETPOCTICKTUBHOTO STUAEMHOJIO-
TMYECKOTO MCCIEMOBAHUS Y XSHIIUH C ITPeaKIaMIICueit
yepes 14 jiet nociie 6epeMeHHOCTH paclpoOCTPaHEHHOCTh
apTepuaIbHON TMIIepTeH3UH B cpenHeM 6omee 50 %, prck
CMEPTH OT CePIECYHO-COCYINCTHIX U IIepeOPOBACKYIISIP-
HBIX 3200J1eBaHUi1 B 2 pa3a, a Ipu MPEe3KIaMIICUU C paH-
HUM HavasioM (1o 34 Henm OepeMeHHOCTH) — B4 pasa
BBIIIIE 1O CPAaBHEHUIO C OepeMEHHBIMU 0e3 OCIIOXKHEHUI
[36]. MexaHu3MBbI, KOTOpbIe 0OYCIOBIUBAIOT ITOBBIIIIEH-
HBI PUCK CEPIeIHO-COCYIUCTHIX 3a00JIeBaHUNA Y XKEH-
IIWH C TTPEeaKIIaMIICHei, 10 KOHIIa He MOHSTHI, HO (ak-
TOM SIBJISIETCSI TO, YTO 3HIOTeNUATbHAs TUCHYHKIIHS
COXpaHsIeTCsST Y HUX MHOTO JIeT Tociie GepeMeHHOCTH,
0 YeM CBUICTEICTBYET CHIKCHHAsT 2HIOTEIMII3aBUCH-
Masl Ba3oAmWjIaTalMs depe3 3 rofa MmocaepomIoBOro epu-
ona [37]. KpoMe Toro, BbICOKME KOHLEHTPAILIUM MapKe-
POB SHAOTEJUAIBHOI aKTUBaLMU, B ToM yucie VCAM-1
(vascular cellular adhesion molecule-1) — Moekynbl aa-
re3uu cocyaucroro sHaoreusi-1 u ICAM-1 (intercellular
adhesion molecule-1) — MoJIeKy/Ibl MEXKIETOUHOM ajre-
3un 1, onpenessiioTcsl y HUX B TeueHue dosiee 15 et no-
ciie 6epemeHHOCTH [38].

ITo HEKOTOPBIM TAaHHBIM, TIPEIKITAMIICHS W TUTIEPTO-
HUS 6epeMEHHBIX SIBJISTIOTCS BAXKHBIMU (DAKTOpaMU prCKa
Pa3BUTHUS WIEMUIECKOM 0OJIEe3HU Cepilia B IOCIePOIO-
BoM Tepuoze. [IpoBenennsle B LlIBeny mccinemoBaHmst
MOKa3aJid, YTO CTAaHAAPTU3UPOBAHHBIM KO3GDOUIIUEHT
3abosieBaemMoctu (incidence rate ratio, IRR) mist mo-
CJICIYIONIETO Pa3BUTHS HMIIEMUYSCKON OOJIE3HW cepmlia
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MIpY OCJIOXKHEHUM TIepBOii OEpEeMEHHOCTH TeCTallMOH-
HOIi TUTIepTeH3Mel 6e3 TpoTenHypuu coctaBui 1,6 (95%
AN 1,3—2,0), npu jerkoit ¢dopme MNpedKIaMICUN —
1,9 (95% AW 1,6—2,2) 1 IpH TSDKEJIOH MPEIKIaMIICUT —
2,8(95% A1 2,2—3,7) [39].

IMpesknaMIicust U 9KJIAMIICUSI MOTYT OBITb TIPUUYM-
HOI palbHelinero 3aboyieBaHUs ToueK. BhIsiBiIeHO,
YTO MPHW OTHOKPATHON OGepeMeHHOCTH, OCIOXHEHHOM
Mpe3KIaMIICUell, OTHOCUTENbHBINA PUCK Pa3BUTHS XPO-
HUYECKON TMMOYEYHOM HEAOCTATOYHOCTU COCTABISIET
4,7(095% 0N 3,6—6,1), mpu MOBTOPHOM OCIOXHEH-
HOI OepeMeHHOCTH ToKa3areldb Bo3pacTaer 10 6,7
(95% AN 4,3—10,6) ipu Tpethbeit — mo 15,5 (95% AN

7,8—30,8) [40].
CeMb KOTOPTHBIX MCCIeA0BaHUM, BKIIIOYABIIMX 273 ma-
LIMEHTKU C Mpedkyiamricueit u 333 — ¢ HeoCJI0XHEHHOM

6epeMEHHOCTBIO, TIO3BOJIVIIA Yepe3 7 JIET TTOCIe POIOB BhI-
SIBUTh HAIMYME MUKPOATOyMUHypuu B 31 u 7% ciydacB
COOTBETCTBEHHO. [1py 3TOM y KEHIIH, B aHaMHe3e KOTO-
PBIX OTMEYaICs TSDKEJIbI FeCTo3, HabMoNaI0Ch 8-KpaTHOe
YBEJIMYEHUE COAEpXaHUsl abOyMUHOB B Moue [28]. Mu-
KPOATEOYMUHYPUST CIIY>KUT pPaHHUM W IIPOTHOCTHYECKU
BaXHBIM MapKepoM ITopakeHMs modeK. OHa oTpaxkaeT Ha-
YaJIbHBIC CTAOUW AUCHYHKIIMA SHIOTETNS U SBJISICTCS Ofl-
HUM M3 CEPhe3HEUTIIMX He3aBUCUMBIX (PaKTOPOB PHCKa Kap-
MO~ U 1IepeOPOBACKYIIIPHBIX COOBITHIA W CMEPTU OT HUX.
[Iporpeccupyroliiee co BpeMEHEM TTOBBIIIIEHNE YPOBHS MHU-
KpOATEOYMUHYPUH OTHO3HAYHO YKa3bIBAaeT Ha YXYIIIIEHUE
cocrosiHusT cocynoB [41, 42]. B padorax B. Vikse u coaBr.,
C. Valdiviezo 1 coaBT. MoKa3aHO, YTO PUCK BOZHUKHOBEHUSI
CEepIEYHO-COCYMUCTHIX 3200 IeBaHMIA 1 TTOYETHON HemocTa-
TOYHOCTH BO3pacTaeT MPOMTOPIIMOHATLHO CTETICHN TSKECTH
recrosa [31, 40].

I1epeOpoBacKy/IsipHbIe HAPYHIEHHUS Y JKEHIIUH B NOCJIe-
POZIOBOM TEPHO/ie, BbI3BAHHDBIE TeCTO30M (MPEdKIAMIICHENH)

[Tpu ipeaKITaMITCUM TTOPaKAIOTCSI COCYIBI TOJIOBHOTO
MO3ra, HapyIIaloTCs ayTOPeTyTUpYyoNe MeXaHU3MEI,
TTOIEPXKUBAOIIIIE TTOCTOSTHCTBO MO3TOBOTO KPOBOTOKA
TIPY 3HAYUTEIBHBIX KOJICOAHMSIX IIepeOpabHOTO TIep-
¢y3uoHHOrO naBiaeHus. Takue M3MEHEHUs OCOOEHHO
BBIpaXXCHBI Y OEpEMEHHBIX C TSLKeJIoi (opMoil sKiraM-
TICUM W MOTYT TIPUBECTH K Pa3BUTHIO TUTIEPTOHUIECCKOMN
SHIedasonaTu 1 TUTIEPIIepPY3NOHHOTO  CUHIpOMa
[43]. ¥V XeHIIUH ¢ TIpesKJIaMIicueit Ha 6-i1 u 12-i1 Hene-
JIIX TIOCJIEPOIOBOTO TTeproa HaOI0maeTCsl POrpeccu-
pyloliee yBeJMIeHUEe MHICKCA PE3UCTEHTHOCTH COCYIOB
TOJIOBHOTO MO3ra — IJIA3HOW apTepuy, LEHTpaIbHOMI
apTepuy CeTYaTKU, HO He B CPETHEI MO3TOBOM apTepwH,
YTO YKa3bIBaeT Ha Ba30KOHCTPUKITUIO MEIKHUX COCYIOB
1 BO3MOXHOCTh BO3ZHMKHOBEHUSI WINEMUU TOJIOBHOTO
Mo3ra [44].

HccnemoBanue ciaydail — KOHTPOJIb, TPOBEACHHOE
¢ ucrnosb3zoBaHueM 6a3 naHHbix Duke University Medical
Center Perinatal and Health Services Outcomes Database,
BKJTIOUaBIiiee 42 263 XEHIIMHBI, POXABIIUX B IIEPUOJ
¢ 1979 1o 2005 1., mokasajo, 4yToy 164 U3 HUX B BO3pa-
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cre npubdausutenbHo 40 neT, B cpenHeM uepe3 13,5 ner
ITOCJIe POIOB OBUTM TMAarHOCTUPOBAHBI OCTPHIC Hapylle-
HUSI MO3roBOTO KpoBooOpalleHus (cybapaxHoUIaabHbIC
KPOBOMBJIUSHMS, CTIOHTAaHHBIE BHYTPUMO3TOBBIE KPOBO-
WU3JIASTHUS 1 MILIeMUYecKre MHCYNbTh) [45]. Kpome Toro,
0OHapyXeHO, YTO UIIEMWUYECKUIA W TeMOpparndecKuit
WHCYJBTH TIOCTIE TPEIKIAMIICUN 9acTO acCOIMUPYIOTCS
C CHHIPOMOM OOpaTuMoii 3amHeil sHIedamonaruu. le-
MOpparndecKuii WHCYJIBT SIBIISETCST Haubojee pacIpo-
CTpaHEHHBIM THUIIOM WHCYJIBTa, CBSI3aHHBIM C OCJIOX-
HEHHOI OepeMEeHHOCTBIO U ITOCIEPOIOBBIM IIEPHOIOM.
Hanubsle obcienoBanuii B Nationwide Inpatient Sample
>KEHILMH B Bo3pacTe OT 15 10 44 neT CBUAETETbCTBYIOT
0 TOM, YTO OOJIBITMHCTBO CJIy9aeB aCCOIMMPOBAHHBIX
¢ OEPEeMEHHOCTBIO TEeMOPPATMIECKUX WHCYJIBTOB ITPO-
HWCXOIUT B TOC/IepomoBoM mepuoae [46]. dakTopamu,
HE3aBUCUMO CBSI3aHHBIMU C PUCKOM DPa3BUTHUSI TeMOp-
parn4ecKoro WHCYIBTA, SBIISTIOTCS paHHUE TUIIEPTEH3UN
(OI1122,6, 95% OMN 1,34—5,07), recTallMOHHBIE THIIEP-
tounu (OII 2,41, 95% AU 1,62—3,59) u camblii Heb1a-
TOTIPUSITHBIN TIPOTHO3 TIPU MPEIKIIAMIICUH /9KITaMIICUT
(O 10,4, 95% AN 8,3—13,0) [46]. B npyrom uccie-
MIOBAaHWY TaKXe BBISIBICHO, YTO M3 27 KEHIIWH C Mpe-
SKJIAMIICHE M TTOCIenyIoIM WHCYIsToM 25 (93%)
UMeTn TeMopparudeckuit n2 (7%) — uIIeMUYeCKUi
WHCYABTE. CMEPTHOCTD MPHU 3TOM cocTaBuia 54% [47].
MarHuTHO-pe3oHaHCHAasE ToMorpacdus, IPOBeACHHAS
B Neuroimaging Centre at the School for Behavioural
and Cognitive Neurosciences (Huaepnanabl) XeHIIIMHAM
C TIpedKIIaMIIceld B aHaMHe3e, TToKasaja, YTo Y HUX 00-
HapyXWBaeTCsl TOpakeHNe OeJIOro BEIlecTBa TOJIOBHO-
ro mo3ra B 37% ciydaeB, B TO BpeMs Kak y MallMeHTOK,
WMEBIIMX B ITPOIIUIOM GepeMEHHOCTH 0e3 OCIIOXXKHEHMIA,
— B 21% cnydaes [48].

MeTaboimyeckie HapyImleHHs Y JKEHIIWH, CBA3aHHbIE
€ recT030M (MpesKIaMICHeit)

B peTpocriekTHBHOE  KOTOPTHOE  WCCIIeOBaHUE,
nposeneHHoe B anau (LLloTnanaust), ObIM BKIIOYE-
Hbl 7187 matepeii, Kotopsie B nepuos ¢ 1952 no 1958 .
pomvn 8648 nmerteit. M3 Bcex xenmwmH 810 (11,3%)
ObUTM ¢ TIpeakiiamicueit, y 745 (10,4%) Bmnocienct-
BUM Pa3BWICS caxapHblii nuaber 2-ro tuna. Jloructu-
yecKasl perpeccus Tokasajia HaJlWdue ITOBBIIICHHOTO
pYICKa pa3BUTHS caxapHOTo auabera 2-TO TUIIA Y XKEH-
IIMH ¢ npeskaamicuein. Y 221 pebeHKa, pOXICHHOIO
OT MaTepeil ¢ OCTIOXKHEHHON 6epeMeHHOCThIO, B TTOCIIe-
NYIOILEeM pa3BUIICS caXapHbIil nuabet 2-ro TuIa (U3 HUX
137 desioBeK OBLIM MYXXCKOTO ToJsia U 84 — XXEHCKOT0),
OITHAKO 3TH JaHHBIC HE OBLTM CTATUCTUICCKUA 3HAYMMBI-
mu [49]. PerpocnekTuBHbIE UCCIENOBaHUS MOKAa3asu,
YTO MpPEeaKJAMIICUsl B 3—5 pa3 yBeJIMYMBAET PUCK BO3-
HUKHOBEHUSI METaO0OJIMIECKOTO CHHIpOMa depe3 8 JieT
nocie 6epemeHHocTH [50].

Takum oGpa3oM, HECMOTpPSI Ha BHEAPEHNE B aKyllep-
CTBO MW ITEPUHATOJIOTUIO BBICOKOTEXHOJIOTUIHBIX METO-

2 OIII — oTHOILIEHKE LIIAHCOB.
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JIOB MCCJIEOBAaHUsI, CPEICTB MPOMPUIAKTUKUA U JCUSHUS
OCJIOXKHEHUI, TTpo0JieMbl B 3TOM 00JIACTH, MO-TPEKHE-
My, aJieKy OT pa3pelieHus. Heobxoaum morck MeTonoB
paHHeil TUarHOCTUKU, KOPPEKIIMU HApYyIIEHU COCTOSI-
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JInarnocTika U npouIaKTHKA AAePHO-KOAUPYEMbIX MUTOXOHIPHAJIbHBIX 3200/ 1€BaHUA

y aerei

E.A. Huxonaesa

Hay4yHo-nccnenoBaTenbCKuin KIIMHUYECKUIA UHCTUTYT neguaTtpumn, Mockea

Diagnostics and prevention of nuclear-encoded mitochondrial diseases

in infants

E.A. Nikolaeva

Research Clinical Institute of Pediatrics, Moscow

IIpencrapien aHau3 MyOJIMKANMiA MOCJAEAHHUX JIeT, MOCBSIUIEHHbIX KJIMHUYECKUM MPOSIBJICHUSIM, BONPOCAM JUATHOCTHKN MUTOXOH-
JIpUAJIbHO ATOIOTHH, 00yC/IOB/IeHHO# NedekTaMu saepHbIX reHoB. B HayuHblil aHam3 ObLM BKIIOYeHbI 0K0J10 100 rexos. B co-
OTBETCTBHH C KOIMPYeMbIM OeJKoM M ero (yHKuueil BbiaeJeHbl 9 rpynn reHoB, OKa3bIBAIOMIMX BIMSHHE HA NMPOLECCHI KJIeTOYHOM
ouosnepretuxu. Ilo cpokam manndectanun 3a001eBanus paszesieHbl HA rPYNNbI: 00/IE3HH PaHHEro BO3pacTa (B TOM 4YKCJie HOBO-
POKIEHHDIX), AETCKOTO BO3PACTA, MOAPOCTKOB 1 B3pocibix. OOpaiieHo BHUMaHKE HA TPYAHOCTh WIEHTH(DUKAIINH OTAENbHBIX (hOpM
3200J1€BaHUIl B CHJTY KJIMHHYECKOT0 MOJIMMOP(hU3Ma NPOSIBJIEHUIA MyTAlMii OTIEJbHBIX T'€HOB M B TO 3Ke BPeMsl OOJIBILOr0 CXOACTBA
KJIMHMYECKUX CHMIITOMOKOMILIEKCOB, 00YC/IOBJIEHHBIX PA3HbIMH H3UMHBLIMH M reHHbIMHU Nedektamu. IIpeacTasiensl 10moJHU-
TeJbHble KpuTepuu nuddepeHunanbHoil JMATHOCTHKY 32001eBaHMii: 3-MeTHINIYTAKOHOBAS AlMIYPHsl, NI 1 MHOKECTBEH-
Hble Aejenun mutoxonapuaibhoii JIHK. Cnenan BbIBOI 0 HE00X0AMMOCTH 00JIee IIMPOKOTO BHEAPEHUS METO/1A TOJTHOTO 3K30MHOT0
CeKBEHMPOBAHMSI, TIO3BOJISIIONIETO BBISIBJIATH He TOJBKO YACTO BCTPEYAIONIHECs, HO M peikue reHnbie myTanuu saepHoii JTHK. Unen-
THGUKAUUSA TeHHOTro Jed)eKTa 1aeT BO3MOKHOCTb MEAUKO-TeHEeTHYECKOr0 KOHCYJISTUPOBAHUSA M MPO(UIAKTUKA PACIPOCTPAHEHUS
TSDKeJIO NATOJIOTHH B CeMbe.

Karouesnie crosa: demu, mumoxonopuanvhuie 3a6onesanus, cumnmomet, sdepuas JJHK, mumoxondpuansnas JIHK, denseyus, muo-
JcecmeenHble deneyuu, 3-MemuneaymaxKoHo8ds ayudypus, OUAZHOCMUKQ, NOAHOE IK30MHOE CEK8CHUPOBAHUE.

The paper analyses recent publications on the clinical manifestations and diagnosis of mitochondrial diseases caused by defects
in nuclear genes. A scientific analysis included about 100 genes. According to the encoded protein and its function, the author has
identified 9 gene groups that affect the processes of cellular bioenergy. By the time of their manifestation, the diseases were divided
into groups: those of early childhood (including neonatality), childhood, adolescence, and adulthood. Attention is drawn to difficul-
ties to identify some forms of the diseases in view of the clinical polymorphism of manifestations of mutations in individual genes
and, at the same time, many similarities between clinical symptom complexes caused by different enzyme and gene defects. There
are additional criteria for the differential diagnosis of the diseases: 3-methylglutaconic aciduria, depletions and multiple depletions
of mitochondrial DNA. It is concluded that it is necessary to more extensively introduce the whole-exome sequencing test that can
reveal not only common, but also rare gene mutations in nuclear DNA. Gene defect identification permits medical genetic counselling
and prevention of the spread of severe pathology in the family.

Key words: children, mitochondrial diseases, symptoms, nuclear DNA, mitochondrial DNA, depletion, multiple deletions, 3-methylglu-

taconic aciduria, diagnosis, whole-exome sequencing test.

Mmoxormpnam)mﬂe 00JIe3HU COCTABJISIIOT OOJIBIITYIO
TPYIIY TMATOJOTUYECKUX COCTOSTHUM, CBSI3aHHBIX
C TEHETUYECKN JEeTePMUHUPOBAHHBIMU HapyIICHUSIMU
KJIETOYHOI OMO3HEpPreTUKU. 3abosieBaHUs OTJIMYAIOTCS
TSKECTBIO Y MIPOTPECCUPYIOIINM XapaKTepoOM KIIMHHUYE-
CKUX TIPOSIBJICHUI, BHOCSI 3HAUUTEIbHBIN BKJIaJ B 3TUO-
JIOTUYECKYIO CTPYKTYPY WHBAJIMIHOCTA U CMEPTHOCTHU
neteit v B3pocibix. [TepBoHaUaIbHO MUTOXOHAPHUAIBHAS
MaTOJIOTUST paccMaTpUBAIach KakK MCKITIOYUTETbHO Pel-
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Kasi, HO B HACTOSIIIEe BPeMsI ee CyMMapHasi pacIpocTpa-
HEeHHOCTb olieHuBaeTcst kak 1:5000—1:10 000 HaceneHust
[1—3], uTo OOyciOBNIEHO YAY4YIIEHUEM IMArHOCTUKU,
a Takke paciiudpoBKoil HenubdepeHIMPOBAHHBIX CO-
CTOSIHUI M BbIIeJIeHUEM HOBBIX (hopM 3a00JIeBaHMIA, CBSI-
3aHHBIX ¢ AeeKTaMU OMO3IHEPTeTUKU.

DHepreTuueckuii 0OMeH uvesloBeka MpeacTaBisieT
CcO0O CIIOXKHBIA, MHOTOCTYIIEHYATBI MPOLIECC METabo-
JINYECKUX MPeoOpa3oBaHUii, OCHOBHbBIE 3Talbl KOTOPOTO
TIPOVCXOMASIT B MUTOXOHIPHSIX M BEAYT K aKKYMYJISIIUU
MaKpO3PTUIECKUX COeNMHEHMH, YTO 00eCTICUnBaET K13~
HeIesITeTbHOCTh KJIETKU W BCETo opraHu3Ma. BeipaxkeH-
Hasl TeTepOreHHOCTb MUTOXOHAPUATIbHBIX 3a00JIeBaHUI
00yCJIOBJICHa TBOWHBIM TEHETHMUYECKUM KOAMPOBAHUEM
OMOHEPreTUYeCKOro MeTabosn3Ma, KOTOPblIii KOHTPO-
JIMpyeTcs U siepHoit, 1 MuToxoHapuanbHoi JTHK.
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B uctopuyeckoM rmiiaHe nNpu U3y4yeHUU NAHHOW mMa-
TOJIOTUM OOJiblllee BHUMaHUE ObLIO YAEIEHO OOJIEe3HSIM,
CBSI3aHHBIM C Aedektamu MuroxoHapuanpHoin JIHK.
B 80-e rogpt XX Beka ObL1 pacuin@poBaH MUTOXOHIPU-
JTBHBIN TEHOM YeJIOBeKa U BBISBIICHBI ITEPBbIC MYTAIIMK
mutoxoHapuanbHoit JIHK. K Havany HbIHemHero cro-
JieTust ObLT0 MaAeHTUGUIMPOBaHO 0KOJ0 100 TOYKOBBIX
MyTallMil ¥ BADUAHTOB JIeJeIMii MUTOXOHAPUATILHOTO re-
HOMa, Y TOJIbKO MOCJIE 3TOT0 ObLIM BIEPBbIE YCTAHOBJIE-
Hbl MyTauuu saepHoii JIHK, Benyiine k nepuuuty kom-
miekca | u komruiekca 11 nbixaTeabHOMN 1LIeNU U TSKENOn
MUTOXOHApUAIbHOM 3HLEe(hanroMuonaTuu (4, 5].

PacnpocTpaHeHHOCTb s1€PHO-KOAMPYEMbIX MUTOXOH/I-
PUAJIBHBIX 3200J1€BaHMI

Pe3ynbraThl MpoBeAEHHBIX K HACTOSIIEMY BpeMeHU
HCCeNOBaHUI TTOKA3aJIM, YTO COCTOSIHUSI, OOYCIOBIEH-
Hble MyTauusmMu MutoxonapuanbHoit JHK, npeacras-
JISIOT MEHBIIYI0 YacThb paccMaTpuBaeMoOil MaTOJOTHH,
a 06JbIIasi yacThb — CBsI3aHa C AedeKTaMu TeHOB siIep-
Hoit THK. Yacrora simepHO-KOAMPYEMBIX COCTOSIHUI
HeusBecTHa. [lpenmosnaraercsi, YTO Y B3pOCJbIX OHU
OTBETCTBEHHBI 3a '/, CIy4aeB MUTOXOHIPHMATLHBIX 00-
Je3Heit, y neteit — 10 80% [6, 7]. Hanpumep, mokasa-
HO, 4YTO MPU MUTOXOHJPUAIBbHBIX 3a00JIEBAHUSAX YaCTO
cTpamaeT KomIutekc I meixatenbHO# 1enn (okojo 25%
cJlydyaeB MUTOXOHIIPUATbHON MATOJIOTUY Y AeTeit), DyHK-
LIMOHUPOBaHKE KOTOPOTO, MO-BUAMMOMY, OIPEAESIOT
He MmeHee 300 TeHOB, M3 HUX TOJIBKO 7 JIOKQJIM30BaHBI
Ha mutoxonapuanpHoit JITHK [8, 9]. OngHako noguepku-
BaeTCs TPYAHOCTD BBISBJICHUS MYTAITUi SIIEPHBIX TCHOB.

BbI3bIBalOT HHTEpEC PE3YbTaThl 00CIEA0BAHMS HOBO-
POXIEHHBIX Y IeTell paHHEro BO3pacTa ¢ MUTOXOHIPU-
anbHbIMU 3a0oneBaHussMU. [Ipu HabGMOAEHUU OOJIBIION
rpynmel aereit (n=87) Ha OCHOBAaHUM aHAJIM3a POAOCIOB-
HbIX Oonee 4eMy '/, (#=31) OB 3aMONO3PEH ayTOCOM-
HO-PELIECCUBHBIN XapakTep 00JIe3HU BCJIEICTBUE MYTa-
LMK sepHbIX TeHoB. [Ipu MoeKyIsSIpHO-TeHETUYECKOM
obcnenoBaHun (n=41) MUTOXOHAPUATIbHBIE MYyTallUU
ObLIM yCTAHOBIIEHBI 60JIEE YeM B '/, ciydaes (y 25 neteit),
a siiepHble — TOJIbKO y 8 MalMEeHTOB, YTO, MO MHEHUIO
aBTOPOB, TMOATBEPXKIAET TPYAHOCTh WX UAECHTUDUKAIIMN
[10]. B To Xe Bpemsi, MO AAHHBIM APYTMX aBTOPOB, MY-
tauuu saepHoit JJTHK Obuin omnpeneneHbl y O0MbIIVH-
cTBa 00caenoBaHHBIX Aeteid — y 10 u3 13 my 36 u3 49;
Y OCTAJIBHBIX OBUTM WACHTU(DUIIMPOBAHBI MHUTOXOHIPH-
ajbHbIe MyTaluu (8, 11]. BTo moguepKuBaeT 3HAYUMMOCTh
nedexroB snepHoit JIHK B MuTOXOHAPUANTBHOI TTATOIO-
MY HOBOPOXXICHHBIX M JIeTell paHHETO BO3pacTa.

Knaccudukanus saepHbix reHoB, KOIUPYIOUIMX MUTO-
XOHIpHAJIbHBIE 32001€BaHUS

K HacTosinieMy MOMEHTY Mpeanojaraercss Hajiudue
okosio 1200 renoB saepHoit JJTHK, Myraiimu KoTopsix Be-
IyT K GOPMUPOBAHUIO MUTOXOHIPUATBHON MATOJOTHH,
MPUYEM ITOT CITUCOK OBICTPO MOMOTHSETCS TeHaMU-KaH-
nunatamu [12, 13]. Xorsa enuHoi KiaccuduKaluuu yka-
3aHHBIX T€HOB HE CYLIECTBYET, HAa OCHOBAaHWU CBEJCHUI

OB30PbI JINTEPATYPbI

sutepaTyphl [6, 14—20] MOXHO BBIIEIUTH, IO KpaitHeH
Mepe, 9 TPy TeHOB B COOTBETCTBMM C KOIUPYEMBIM
O6enkom u ero ¢yHkuuei (tada. 1). [Ipu aTom obGpaiia-
eT BHMMaHUe OOJIbIlIoe KOJW4YecTBO reHoB (Oosee 20),
00eCITeYMBAOIINX CHUHTE3 OTHCIBHBIX TOJUTICTITUIOR
IBIXaTeIbHOW TIenu (OOJIbIllasi 4acTh W3 HUX OTBEYaeT
3a cyObenquHUIIBI KoMIiekca ), a Takke reHoB (OKOJIO
20), KoHTpoJaUpPYIOIIUX HaKTOPbl COOPKU U PYHKIIMOHU-
POBaHUS KOMITIEKCOB ITBIXaTeIbHOM IIeTT Ha MUTOXOHII-
puanbHOl MeMmOpaHe. Tun HacnemoBaHUsT 3a00JeBaHUIA
MIPEUMYIIIECTBEHHO ayTOCOMHO-PEIIECCUBHBIN, pexe —
X-CIETUIeHHBIN, B OTICIBHBIX CIIyIastX — ayTOCOMHO-JI0-
MUHAHTHBIN.

Knuauyeckue nposiBlieHUsl sjePHO-KOIUPYEMbIX MUTO-
XOHIPHAJILHBIX 3200JIeBAHMIA

BonblIMHCTBO (hOPM MUTOXOHAPUATILHBIX OOJIE3HEN,
0OYCITIOBJICHHBIX MYTAllMSIMU SIIEPHOTO TEHOMA, Xapak-
TEPU3YeTCsT MYJBTUCUCTEMHOCTBIO TopaxkeHus. Kom-
HWYECKasl CUMIITOMAaTHKa 4Ype3BBIYAiTHO pa3HOoOOpa3Ha
W TIpeACTaBIeHa OOJIBIIMM YUCIOM CUMITTOMOKOMITICK-
COB, WJIM KIIMHWUYECKUX (DeHOTUIIOB. Pa3mmyHbIe KOM-
OMHAIIMM TIPU3HAKOB OOYCIIOBWJIM ITOSIBJICHUE MHOTHX
aKpOHWMHBIX Ha3BaHWIA, YTO HE BCETJa OMpaBIaHO, TaK
KaK He OTpaXkaeT TeHe3 3a00JieBaHWI W HE BIOJHE CO-
OTBETCTBYET KIMHWYCCKAM CHUMIITOMaM, BTOM YHCIIE
MaHMGbECTUPYIONTUM C BO3pacToM, IT0 Mepe TIporpec-
cupoBaHus 6ojie3Hu. K ToMy ke oTmerbHBIe aKpOHUMBI
IyOIUpPYIOT ApyT npyra. [IpuBoquM HEKOTOpBIE aKpPOHU-
Mbl: SANDO — ceHcopHas atakTuueckasi HeiiponaTusi,
nusaptpusi, odpranemorape3; SCAE — cnuHouepeben-
JasgpHast atakcusi ¢ anwiencueit; IOSCA — wmuageHue-
cKkas crimHouepebeisipHas arakcusi; MIRAS — muto-
XOHIPUAIBHBIN PEIECCUBHBIN aTaKTUICCKUM CUHIPOM;
MEMSA — MUOKJIOHYC-3TTUJICTICUSI, MUOIIATUSI, CEHCOP-
Has atakcust; DCMA — nunaraiinoHHasi KapauoMHuoIa-
THS ¢ aTakcueil. BoNBIIMHCTBO MUTOXOHIPUATBHBIX 3a-
0oJIeBaHUI HE BXOIUT B KATETOPUIO aKPOHUMOB.

Kaxk mmokassIBaeT aHaIM3 TUTePaTyphI, ITO CPOKaM I10-
SIBIICHUSI TIEPBBIX TTPU3HAKOB SIIEPHO-KOMUPYEMbIE MU-
TOXOHIpHUATbHBIC 3a00JIeBaHUSI MOXXKHO Pa3Ne/INTh Ha TPU
TPYIIIbL:

*  0oJie3HU JleTeil paHHEro BOo3pacTa, B TOM YUCIIe
HOBOPOXIEHHBIX (0K0J10 20 KIIMHUYECKUX (DEHOTUTIOB);

. 60JIe3HU JETCKOro Bo3pacTa (He MeHee 6 (peHo-
TUIOB);

*  OOJIe3HM TIOOPOCTKOB U B3pPOCITBIX (HE MEHee
4 peHoTUNOB).

SInepHO-KOMMpYyeMble MWTOXOHIPHAILHBIC OOJIC3HU
TeTeil paHHETO BO3pacTa UMEIOT paHHIOI MaHU(ECTAIIUIO
— 10 2 JIeT, B TOM YHCJie B IIeprosie HOBOPOKICHHOCTH.
HaubGonee wacto 3abosneBaHue MPOTEKAET KakK HEOHA-
TaJIbHasl/MJIafeHIeCcKas SHIe(haTOMUONIATHS C BEICOKOM
JIETAJIbHOCTBIO WK Kak aHUedanomuonarus Jiu (Leigh).
D11 HEeHOTUNbI UMEIOT MHOTO O0UIMX YepT; 6osie3Hb JIu
oTyinyaeTcsl 6osiee MO3AHUM N1€0I0TOM (OOBIYHO TOCIe
Teproja HOBOPOXICHHOCTH), HAIMIUEM XapaKTePHBIX

POCCUNCKWIA BECTHUK NMEPUHATOJIONMMN U MEANATPUN, 2, 2014

20




Huxonaesa E.A. luarHoctrka v mpodiIakThKa sIepHO-KOIMPYeMbIX MUTOXOHIPHATBHBIX 3a00JIeBaHMIA Y IeTeit

Tabauya 1. Tpynmbl saepHBIX reHOB, KOAMPYIOLIMX MATOXOHIPHAJILHbIE 3200.1eBAHNS, JJOKATM3AIKS M NIPOAYKThI SKCIIPECCHH

CuMBOJ reHa Jlokanuzauus TTpoayKThl TeHOB, KOMUPYIOIINX MUTOXOHIPUATBHEIE 3a00IeBaHUS, (hYHKITUS
NDUFAI Xq24 CyObeTMHHIIEI KOMITICKCOB I xomrTeKC
NDUFA2 5q31.3 JIbIXaTeJIbHOM LIEMu:

NDUFA9 12p13.32

NDUFAI0 2q37.3

NDUFAI2 12922

NDUFAF2 5q12.1

NDUFS1 2q33.3

NDUFS3 11p11.2

NDUFS4 5ql1.2

NDUFS7 19p13.3

NDUFS§ 11q13.2

NDUFv1 11q13.2

SDHA 5p15.33 1T kommIekc
SDHB 1p36.13

SDHC 1g23.3

SDHD 11g23.1

UQCRQ 5q31.1 11T xomrmeke
UQCRB 8g22.1

UQCRC2 16p12.2

TTCI19 17p12

COX6B1 19q13.12 IV kommuiekc
ATPAF2 17p11 V KoMILIeKC
ATPSE 20q13.32

BCSIL 2q35 DakTopsl COOPKY U (PYHKITMOHUPOBAHUST KOMILIEKCOB
SDHAF1 19q13.12 JIbIXaTeJIbHOM 1IeTM HA MUTOXOHIPUATbHON MeMOpaHe
SURFI 9q34.2

COX10 17p12

CI20RF62 (COX14) 12q13.12

COX15 10q24.2

C20RF64 (C0A5) 2ql1.2

FASTKD?2 2q33.3

SCo1 17p13-p12

SCOo2 22ql3

TACOI 17923.3

TMEM70 8q21.11

CABCI1 1q42.2

NUBPL 14q12

FOXREDI 11q24.2

C200RF7 (NDUFAFS5) 20p12.1

ATPAF2 17p11.2

SLC25A43 12q33.1

POLG1 15q26.1 DakTOpBI CTAOWIIBHOCTH, PETUTMKALIMK U TIOIIEPKKY (DYHKITUN
POLG2 17g23.3 muToxoHapuanbHoi JJTHK

DGUOK 2pl13

MPVI7 2p23-p21

RRM2B 8q23

SUCLA2 13q12.2-q13

SUCLGI1 2pl1.2

TK2 16922

Twinkle (CIOORF2) 10g24.31

WES1 4pl6

WES2 4q22-24

LRPRC 2p21-pl6

TYMP (TP, ECGFI) 22q13.33

ANTI (SLC25A4) 4q35

FBXL4 6q16

MGMEI1 20p11.23
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Tabauya 1. Tpymmbl snepHbIX TeHOB, KOAUPYIOUIMX MATOXOHAPHAILHEIE 3200/1eBAHNS, JOKATH3AUMS 1 IIPOIYKThI SKCIPECCHH

CuMBoOJI reHa Jlokanuzaius TTpoayKThl TeHOB, KOAMPYIOIIUX MUTOXOHAPUATIbHBIE 3a00JeBaHUs, (DYHKIIMS
ABC7 Xql3.1-q13.3 daxkTopsl, BAUAIONIE Ha OMOTeHe3 U COPTUHT MUTOXOHIPHIA,
TIMMSA (DDP) Xq22 COCTOSTHME BHYTPEHHE MEMOpaHbl U UMIIOPT OEJTKOB
TAZ Xq28

DNAJCI9 3926.33

OPAI 3929

OPA3 19q13.32

AGK 7q34

SERACI 6q25.3

DNMIL (DLPI) 12p11.21

AFG3L2 18p11.21

MRPS22 (C30RFS) 3q23 PubocomanbHbie 6e1Ku

MRPS16 10q22.2

MRPL44 2q36.1

GFM1 (EFGI) 3925.32

TUFM 16p.11.2

DARS?2 1925.1 AMUHOAIIMJICUHTETa3bl MUTOXOHAPUATIbHBIX TpaHCTOPTHBIX PHK
HARS?2 5q31.3 U (paKTOpBI UX MOTUGDUKAITUN

SARS?2 19q13.2

YARS?2 12p11.21

AARS?2 6p21.1

RARS?2 6q15

EARS2 16p25.1

FARS2 6pl2.2

PUS1 12g24.33

TRMU 22q13.31

PDHAI Xp22.2-p22.1 CyOBbeIMHAIIB TUPYBATAETUIPOTeHa3HOTO KOMILIEKCA
PDHX 11pl13

PDHB 3p13-q23

DLAT 11g23.1

PDPI 8q22

LIAS 4pl4

PDSS1 10p12.1 DepMeHTBI GMOCMHTE3a KOH3UMA Q|

PDSS2 6921

coQ2 4q21-q22

C0O06 14q24.3

ADCK3 (COQ8,CABCI) 1q42.13

COQ9 (CI60RF49) 16913

FXN 9ql13 DakTOpHI, BIUSIONIME Ha BKIIIOYSHNE MOHOB XeJle3a U MeIn
FRDA2 9p23-pl1 B CTPYKTYPHbIE €IMHULIBI IbIXaTeJIbHOW LIEMU
ATP74 Xql2-ql3

CUMMETPUYHBIX TOBPEXACHUI B 00JaCTU 0a3ajbHbIX
FaHIJIMEB 10 JAHHBIM MAarHUTHO-PE30HAHCHOU TOMO-
rpapuu (MPT). OcHOBHbIE MpPOsIBIEHUST 3a00J1€BaHUIA:
3a/lep>KKa WJIM PETPECC PAa3BUTHUSI, MBIIIEYHAs] TUMOTO-
HUSI WU IUCTOHUS (CIACTUKA), CYIOPOrM, MUOKJIOHUH,
aTakcusl, JieTaprusi, pBoTa, aTpodusi 3pUTeIbHbIX HEPBOB,
cTpabu3M, MOBBILLIEHUE YPOBHSI JJaKTaTa (MHOTIA MUpPYBa-
Ta) B KpoBU, MeTabonunueckuii auuno3. Ha MPT onpene-
Jigetrcsl aTpodusi Kopbl TOJIOBHOTO MO3ra, JAMCIeHe3usl,
M3MEHEHUE CUTHala OT MOJKOPKOBBIX sifiep, O6ejoro Be-
mectBa. Hepenko otrmeuaercss Mmukpoiedanus (MHOTAa
Makpoliedalins), HUCTarM, NTo3 BeK, o TaJIbMOILIETHS,
JdieBast iu3mMopdus, 3aaepxKka BHYTpUYTPOOHOTIO pas-
BUTUS. TpYAHOCTb MOJIEKYJISIPHO-TEHETUYECKON BEpU-
(bukauuu nuarHosa cBs3aHa ¢ TeM, UTO MPeACTaBIEHHbIE
KJIMHAYECKUE (PEHOTUIIBI MOTYT ObITh OOYCIOBIEHBI MY-

TalUsIMU omHOTO U3 30 SIepHBIX TEHOB, OKAa3bIBAIOIIINX
BJIMSTHUE HA MUTOXOHIPHATBLHBIN 3HEPTOOOMEH.
HHTepec TpencTapisioT pe3yabTaThl aHAIM30B KITU-
HWYECKWX JAHHBIX OOJBIITNX KOTOPT MAIlMeHTOB, CTpaia-
JOIIUX MUTOXOHIPUAIBHBIMU 3a00JI€BaHUSIMU SICPHOTO
MPOUCXOXJEHUS C paHHel MaHudbecrauueit: 130 nereii
c nepekramu komruiekca I abixatenbHol uenu [21],
57 nereii ¢ nepekramu Komruekca IV nbixaTebHOM Lenu
[22] u 371 pebeHoK ¢ AedhekTaMu MUPYBATACTUAPOTeHA3-
HoOro Komruiekca [23]. ABTopaMu UCIOJIb30BaHbl COOCT-
BEHHBIC HAOTIONCHUS 1 CBEICHUS JINTEPATYPHI.
Heduuut xommekca | (uaeHTUGULIMPOBaHBI MyTa-
uu 23 TeHOB) B %/, CJTydaeB ObUT O0YCJTOBJIEH MyTalUAMU
CTPYKTYDHBIX TEHOB, B '/, — MyTallMsIMK FeHOB ()aKTOPOB
cboopku (assembly). HeGomblioe npeBaiupoBaHue Majib-
4yukoB (1,4:1) 4aCTUUHO MOXKET OOBICHATHCS X-CLEIJIEH-
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HBIM HacjienoBaHueM Mytaiuii reHa NDUFAI (5 cayva-
€B), OTBEYAIOIIETO 3a OMHY U3 CYObeMMHMI] KoMIuieKca I.

Hedpuunt xomruiekca IV apixaTenbHON Lienu y Mo-
TABJISIIOIIETO OOJBIIMHCTBA JETeil ObLT OOYCIIOBIIEH MY-
TauusiMu reHa SURF 1, Koaupyioliero KjitoueBoii (pakrop
cOOpPKM 3TOTO 3H3MMHOIO Komiuiekca. Jebuuur mnu-
pYBaTIETUAPOTECHA3HOTO KOMIUIEKCa (MICHTH(hUIIMPOBA-
HBI MyTalMK 6 TeHOB) B 55% citydaeB ObUT CBSI3aH C My-
TauusiMu X-cueruieHHoro reHa PDHA I, oTBETCTBEHHOTO
3a Ela-cyobenuuuny. [eHaepHblil aHaIM3 B YKa3aHHBIX
KOTOpTax He YCTAaHOBWJI 3HAUYMMOTO IIPEBaTMPOBAHMUS
MaJIbuuKoB — 1,2:1.

PonctBeHHBINT Opak OBIT OTMEueH B ceMbsax y 71%
6opHBIX ¢ medpekToM Komrutekca I, y23% — c medek-
ToM IV KoMIutekca M ToJbKO ¥y 7% — ¢ nedeKTaMu -
pyBaToeTUApPOTeHA3kbl. B MmpencTaBieHHBIX KOTOPTax Ta-
IIMEHTOB KJIIMHWUYECKUI AMarHO3 ObLT chopMymrpoBaH
Kak 6oJyie3Hb JIu wiu JIu-nogobHoe 3abosieBaHUE B IMO-
JIOBUHE CJTy4aeB, B TTOJABIISIIONIEM OOJIBIITUTHCTBE CITyIacB
M TIOYTH B '/, CIIy4a€B COOTBETCTBEHHO. Y OOJNBUIMHCT-
Ba JeTel TepBble KIMHWYECKNE MPU3HAKYU TTOSBIISIUCH
Ha TIepBOM TOJy XM3HU. MeauaHa Bo3pacTa MaHMbecTa-
uu coctaBuia 4, 9,5 u 5,5 Mec COOTBETCTBEHHO; MeIHa-
Ha Bo3pacTa JietTajbHoro ucxona — 10 mec (n=90), 48 mec
(n=36) n 32 mec (n=108) cooTBeTcTBeHHO. OCHOBHBIMU
MMPUIMHAMHU CMEPTU CIYXWJIM CepAeYHO-JIeTOYHas He-
JIOCTaTOYHOCTh, MHOXKECTBEHHAsI OpTaHHasl HEeIOCTaTOY-
HOCTbh, KapIMOMUOTIATHSI, JIaKTaT-aIluI03, aCIIMPaIlMOH-
Hasl THEBMOHMUS, THMEKITUS.

BaxxHO MOmMYepKHYTh, YTO MEPWHATATBHBIA TICPUOI
pa3BUTHS AeTel, Kak MpaBUJIO, MPOTeKal (hU3MOJIOTH-
YecKd. YMepeHHasl CTeTIeHb HeMOHOIEHHOCTH YUTH HU3-
Kasi Macca Mpu poXIeHUU ObUTM OOHapyXXeHbI He bosee
yeMy 7% nereii. B GonbimmHCcTBe citydaeB (okojio 90%
BO BCEX KOTOPTax) MEPBBHIMU KIMHWMYSCKMMM TIPU3HA-
KaM¥ OBITM MBIIIICYHAsT TUTIOTOHWS, HapyIIeHUs BCKap-
MJIMBaHUs, PBOTa, HM3Kas MPUOaBKa MacChl Teja, 3a-
TepkKKa Wi perpecc pa3Butus. Cymoporu U MUOKJIOHUH
BeTpevyanmuch v 15—26% manmentoB. bonee wem y 80%
JETeid PEeTMCTPUPOBATIOCH TIOBBIIICHUE YPOBHS JlaKTaTa
B KPOBH U JINKBODE.

Ipu nedbexre KomrIutekca | gare, 9eM B APYTUX KO-
roprax, OBITM IWArHOCTUPOBAHBI KapIUOMHUOTIATHS
(v 20%), npuctynsl setapruu (y 18%), cHUXeHUe ciry-
xa (y 7%). Ilpu necdexre IV KoMmImiekca (MyTalmy reHa
SURFI) yame Habmoganuch atakcus (y 49%), nepude-
pudeckast Heviporatus (y 81%), xopeoareTo3 | TpeMOp
(v 30%), rutieptpuxo3 (y 41%), 1T03 1 0hTaTBMOTIICTHS
(v 52%). B ykazaHHBIX KOTropTax dYalle, yeM Ipu aecu-
IIMTe TIMPYBATACTMIPOTeHAa3bl, BCTPEYAUCh HUCTarM
" aTpodust 3pUTEIbHBIX HepBOoB — 35—60% wu okoso
20% neteit cooTBeTcTBeHHO. Ilpm nedexre mupyBatie-
TMIPOTeHAa3HOTO KOMIUIEKCAa 4Yallle PeTUCTPUPOBAIUCH
Mukportedamus (y 22 %) n manesast ausmopbust (v 11%);
OTHOIIICHUE JIAKTaT/TIMPyBaT B KPOBHM HE MPEBBIIIAIO
20 [21—-23].

KiuHuKo-reHeTHYeCKMe  KOPpeJsiiMKM  aBTOpaMu
He ObUTM BbIsIBIEHBI. OHAKO MOKa3aHo, 4To 0oJjiee paH-
Hsig MaHudectauusi 007€3HU OObIYHO BeleT K Oosee
TSKEJIOMY TEUEHMIO C BBICOKUM ITOKa3aTesleM JiakTaTa
U 0oJiee paHHUM JieTalbHbIM UcxonoM. HecMoTpst Ha He-
KOTOpBIE pa3iuyusl MPOSIBJICHUI, MO MHEHUIO aBTOPOB,
pa3rpaHu4uTh 3a00JieBaHUsI, OOYCIOBJICHHbIE PA3HBIMU
0O0MeHHbIMU AedeKTaMu, Ha OCHOBAHUM KIMHUYECKUX
JNAHHBIX HEBO3MOXHO. [7st uaeHTUdUKAIMKU TeHe3a
MaToJioruu TpeOyeTcsl MPOBENEHUE WCCAeNOBAHUSI H-
3UMHBIX KOMIUIEKCOB B (pubpobdiacTax WA MbIIIEYHOM
TKaHU U MOJIEKYJSIPHO-TEHETUYECKUI aHaJIU3 COOTBET-
CTBYIOLIMX reHOB [21—23].

Kak cBUAeTeNbCTBYIOT JaHHbIE JUTEepaTypbl U Halll
COOCTBEHHBII OMBIT, CHMIITOMOKOMILIEKC dH1IEhaTOMUO-
MaTUXU HEPEIKO MOMOJHSETCS TMPU3HAKaMU TMOpaKeHUsI
BHYTPEHHUX OpPraHoB (KapauOMUOMAaTusi, HapylleHUe
puTMa cepjlia, MopaxeHue MeyeHu, Mmovek, TyOyJsipHble
paccTpoiicTBa), CKeJIETHBIMU HapyIIEHUSIMU (KOHTPAKTY-
pbl, KUDOCKOIMO03) ¥ METAOOIUYECKUMU PaCcCTPOiicTBaMU
(rurepaMMOHUEMMUST, OpraHuYecKas aluaypusi ¢ OBbILIE-
HUEM 3KCKPELUU 3-MEeTUJIIyTAKOHOBOM, 3-MeTUJIIIyTa-
POBOIi, METMJIMAJIOHOBOI KKcIoT) [6, 20, 24—27]. B Tabm.
2 npeCTaBiIeHbl TPYINbl KIMHUYECKUX (PeHOTUTTOB MUTO-
XOH/IpUATbHBIX 3200JIEBAaHUI C pAHHUM Je0I0TOM, Xapak-
TEPHBIM MTPU3HAKOM KOTOPBIX CJTYKUT MOPaKeHUE MeYeHU,
cepaua, MoyeK v opraHuyeckas auuaypus. Kaxnas rpymn-
na BKJIoYaeT oT 2 1o 12 3abosieBaHUi, OOYCIOBIEHHBIX
orpefe/iecHHbIM TeHHbIM aedekrom. OOpainaeT Ha ceOst
BHUMAaHUE CXOJCTBO MPOSIBJICHUI, YTO ONpeaesieT TPy -
HOCTb HpdepeHInanbHOM IUArHOCTUKU, OCHOBAaHHOI
Ha aHAJIN3€ TOJbKO KIMHUYECKUX JaHHBIX.

Hepenko (B 11% ciryqaeB) MUTOXOHIpHATBLHOE 3a00-
JIeBaHUE COIPOBOXAAETCS 3-METUJTIYTaKOHOBOW alu-
nypueit [27]. DTa opraHndeckast KUCIOTa SIBJISIETCS TPO-
QYKTOM KaTabojiu3Ma JeHIMHA U CIYXUT XapaKTePHbIM
MpU3HaKOM aeduliuTa 3-MeTWIrTyTakoHw1 - KoA ruapa-
Ta3bl — HACJIEICTBEHHOTro 3a00JIeBaHUs U3 TPYIIIbI Opra-
HUYECKUX aluaeMuit (3-MeTUIIIyTaKOHOBasl alluaeMusl
1-ro tuma). B mocnenHue roabl MoOKa3aHO, YTO KPOMeE
yKa3aHHOU (OpMbI CYHIECTBYET elle psifi MaTojoruye-
CKHUX COCTOSIHWIA, COYETAIOLIUXCS C BBICOKOW IMOYEYHOM
9KCKpeluei 3Toro Bemectsa. OHU MOJyYUIU HAMMEHO-
BaHUE «3-METUJITYTaKOHOBAasI aluaypust 2—5-ro Tumas»
U BKJIIOYAIOT TPYIITY MUTOXOHIPUATbHBIX OOJIE3HEH ¢ Ne-
dexraMu pa3nudHbix TeHOB: TMEM70, ATPSE, ATPAF2,
KOIUPYIOIINX CYOBeTUHUIIB U hakTopbl coopku ATD-
CUHTa3bl; TeHa puaanHoBoro peuentopa RYRI, KOHTpo-
JIUPYIOLLETO KaJIbLIMEBbIE KaHAJIbI CapKOIIa3MaTUYeCKO-
ro peTukyjyma MuouuToB; reHoB OPA3, DNAJC19, TAZ,
SERACI, cBSI3aHHBIX C COCTOSIHUEM MUTOXOHAPUATbHOMN
memOpaHbl; TeHoB POLGI, SUCLA2, obecrnieunBaOInX
CTaOWJIBHOCTD M peTuiuKaluio MutoxoHapuaisHoit JTHK
[7,27—29]. Ilpennonaraercsi, 4TO MpU ITUX 3a00JI€BaAHU-
SIX 3-MEeTWITJTYTAaKOHOBASI AUy PUsI SIBJISIETCS CIIEACTBU-
€M HapylleHU KJIETOYHON OMO3HEPTeTUKH, TTPEXE BCe-
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Tabauya 2. ®enoTrib! a1epHO-KOAMPYEMBIX METOXOHIPHAIBHBIX 32001€BAHMIA, XAPAKTEPU3YIONMXCS paHHeil MaHudecTanyeii, nopa-

JKeHHeM BHYTPEHHIX OPTAHOB M OPraHMYeCKOi amaypueit

Knuanueckuit heHOTHTT Tun HacnenoBaHus Ten

MuToxoHapuaibHasl SHIEDaTOMUOIIATUS C KAPAUOMU- AyTOCOMHO- MRPS22 (C30RF5), MRPS16, COQ9

onaTueu u Tyoyaonaruei PELIECCUBHBIN

MuToxoHapuanbHas SHIE(DATOMUOIATHS To xe NDUFS2, NDUFAFI, NDUFA11, ACAD9,

C KapaAMOMHUOIIaTHE SDHA, SDHB, SDHC, SDHD, SCO2, ANTI,
COX15, AARS2, AGK, MRPL44, SLC2543

MuroxoHnpuaibHas SHIEhATOMUOINATHUS C KAPIUOMUO- » » TMEM?70, ATPSE, ATPAF2, DNAJC19, TAZ

TmaTueil u 3-MeTWITTyTaKOHOBOW alivaypueit

MuToxoHapuanbHas SHIE(aTonaTrs/MUOIIATUS C » » RYRI, SUCLGI1, SUCLA2, OPA3, SERACI

3-MEeTWITIYyTAKOHOBOW U/WJIN METUJIMAJIOHOBOM ally-

nypuen

MuToxoHapuaibHas 3HIedanorenaronaTus arakcusi, » » DGUOK, BCSIL, MPV17, Twinkle

TyOyonatust +3-MeTWITTyTaKOHOBAST allIypUsT (CI00RF2), RRM2B, POLG1, TUFM,

GFM1 (EFGI)
MuTtoxoHapuanbHas 3HIE(DaATOMUOIIATHS C IIOPAXKEHH - » » SARS2, PDSS2, COQ2

€M ITOYEK

ro oTpaxas HebJIaromoixydyue MeMOpaHbl MUTOXOHIPHIA.
Jnsa nuddepeHImanbHOl  AMAarHOCTUKM  3a00JieBaHUI
TTOCJTe aHaTN3a KIMHUYECKUX TaHHBIX TpeOyeTcs TpoBe-
NIEHUE MOJIEKYJISIPHO-TEHETHYECKOTO UCCIICIOBaHMS.

JJTst OTHETbHBIX  MUTOXOHAPUAIBHBIX — 3a00JIeBaHUM
paHHETO BO3pacTa XapaKTepHBIM TPU3HAKOM SIBIISICTCS
n3MmeHeHre GopMyibl Kpor. CumepoOiacTHasl aHEMMUsI
Habmonaercs npu myrauusix reHoB PUS1, YARS2, ABC7,
JieiKoneHus1 (HEUTPOTIEHUsT) — MTPU MyTalusiX reHoB TAZ,
SARS2 (B couetaHuu ¢ TpomoOoiuToneHueit) [18, 30, 31].

BaxxHBIM TMarHOCTUYECKUM MapKepoM 3a00JIeBaHUH,
B OCHOBE KOTOPBIX JIeXKaT 1e(EeKTH TCHOB, YIaCTBYIOIINX
B OMoCcHHTE3e KosH3UMa Q ; (cM. Tabi. 1), CIyXuT HuU3-
KU ypOBeHb YOUXWHOHA B OMOJIOTUIECKUX KUIKOCTSIX
" TKaHsax. OmXHAKO TIPW 3TOM ITaTOJIOTUW CoNepKaHUe
KO3H3MMAa Q| CHIXEHO, MPEX/IE BCETO B MBIIILAX U (U-
Opobuiactax, a B IJ1a3Me U CbIBOPOTKE KPOBU MOXET ObITh
HOPMaJIbHBIM, YTO HEOOXOIMMO YYUTHIBATH IIPH HCCIIe-
noBaHuwm |32, 33].

3HAYMMBIM JTAOOPATOPHBIM MapKepoM psila MUTO-
XOHIPUATBHBIX OOJIE3HEU SIBISIETCS AeTUIeIs (MCTOIIe-
HUE, CHUXKEHUE KoJandyecTBa) MuToxoHnpuaibHoi JJHK.
DTOT (heHOMEH, TOTYYMBITNIT HANMEHOBAaHWE CUHIpOMa
neruteriun mMutoxoHapuanbHoit JIHK, obGycrnopieH ne-
(bekTamMu TeHOB, KOOUPYIOIIUX (aKTOPHI CTAOMIBHOCTH
u peruikauuu JHK (cMm. ta6n. 1). B panHem apeTckom
BO3pacTe CUHIPOM JAeIielMu MuToxoHapuaabHoit JIHK
Hanbojiee YacTO IIPOTEKaeT B BUAC SHIE(hATIOTenaTo-
rmaTuu, cBsi3aHHON ¢ MyTaiusMu reHoB DGUOK (6oiee
'/,cnydaes  sHuedanorenatonatun), POLGI (paHHAS
dopma 6one3nu Anbniepca), Twinkle[15, 34]. Kpome Toro,
3a00JIeBaHUSI MOTYT TMPOSIBISATBHCS TSKENOM 3HIEedano-
MuoInarueit ¢ jakrar-auuno3om (reasl FBXL4, SUCLGI,
SUCLA2), »sHuedanomuonatueid ¢ KapauoMuoraTtuei
(reabl ANTI, AGK), sHuedaroMuonarueit ¢ Tyoyaomna-
teit (reH RRM2B) [15, 35].

B nonapnsiioiieM O60IbIIMHCTBE Cy4aeB paHO MaHU-
decTupymlIe MUTOXOHIpPUAIbHBIE 3a0oJieBaHMSI, 00-
YCJIOBJIEHHBIE MYTallMUSIMU SIIEPHBIX T€HOB, MepenalTcs
B POJOCJIOBHOI MO ayTOCOMHO-PELIECCUBHOMY THITY. 3a-
ooneBaHust, kogupyemblie reHamMu NDUFAI, PDHAI TAZ,
ABC7, ATP7A, umerotr X-cleIIeHHOe PelieCCUBHOE Ha-
cjenoBaHue. AyTOCOMHO-IOMWHAHTHOE HacjieJoBaHUE
HabJoaeTcst Mpu TsKeJloi sH1ehaToMUonaTUu BCie-
ctBue myrauuu reHa DNMIL (DLPI).

AnepHo-KonUpyeMble MUTOXOHIpUATbHbIE OOJE3HU
C 1e0I0TOM B IETCKOM Bo3pacTte (crapiiie 2—3 JieT) MaHU-
GecTupyroT HeCKOJIbKUMU KIMHUYECKUMU DeHoTUaMu,
KOTOPbIE MOXHO MPEACTaBUTh CAEMYIOIIMMU COYETAHUSI-
MU CUMIITOMOB:

*  MO3XeuKoBast aTakcusl U30JIMPOBAHHAS
WM B COYETAHUU C MUOKJIOHYC-3TUJIETICUE, MUOTIATU-
eii, MoJMHeBpoIaTreil, KapauoMuonaTueil, KOCTHbIMU
nedopmMalusIMu 1 JIp.;

*  MUTOXOHApPUATIbHASI MUONATHsI/dHIEDATOMUO-
TTaTus;

* atpodus 3pUTEbHBIX HEPBOB U TYIOYXOCTh
B COYECTAHUM C IPYTUMU HapyIIeHUAMY (YMCTBEHHAS OT-
CTaJIOCTh, CIIaCTUKA, TU3apTpus, odTaJbMOILUIerus, 60au
B MBbILIIIAX U 1Ip.).

HaubGonee 4yacTbiM KJIMHUYECKUM TPOSIBJICHUEM
CITYXKUT MO3XEUKOBasi aTakcHsl, KOTOpasi JOMUHUPYET
npu 60je3Hn Opuapeiixa 1-ro u 2-ro TMIOB (TeHBI FXN,
FRDA?2), nelikosHiledanonaTuu ¢ MpeuMyIleCTBEHHbIM
MOpaXXeHUWEM CTBOJIa MO3ra, CIIMHHOTO MO3Ta U MOBbI-
LIEHHBIM ypoBHeM Jakrtata (reH DARS2) v mpu nporpec-
CUpYIOLIE MO3XEYKOBOM aTrakCuM, CBSI3aHHOMU C ae-
(duunToM 6MocuHTe3a KosHauMa Q, (ren ADCK3) (33,
36, 37]. Atakcus c MHOIIaTHEH W MUOKJIOHYC-3TIWIICTI-
cueir — mposiBieHust cuHapoma MEMSA' (ren POLGI).
Kpowme Toro, atakcusi B codeTaHUU C SMUJIETICUEN, MUO-

! MI/IOKJTOHyC—ST[I/IJTCl'[C]/Iﬂ, MuUoIaTtusa, CCHCOpHas aTakCus.
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KJIOHUSIMH, CITACTUYECKUMH Tape3amMu, ITopakeHUeM
MeYeHU BCTpevaeTcs Mpu no3aHeit dopme 60Je3HU AJlb-
nepca (takxke reH POLG]I) [38, 39].

TeyeHue 3abosieBaHUSI B BUAE MUTOXOHAPUAIIb-
HOI sHIledaToOMUONaTUN WIX MUOMATUM HAOJII0IaeTCsl
npu MyTauusix reHoB TK2 (conpoBoxnaeTcst aerenueit
mutoxonapuanbHoit IHK), NDUFS3, ACAD9. Atpodus
3pUTENTEHBIX HEPBOB M TYTOYXOCTh MOTYT COITPOBOXKIATh-
cs caxapHbIM W HecaxapHbIM ITHUabeTOM TIpU CUHIPOME
Bonbdpama (renst WFESI, CISD2), couetaTbhcsl C Mpo-
rpeccupylolieii HapyxXHOU odTanbMoIierueif, Muo-
naTvei, arakcueil, Helporarueil Nnpu JOMUHAHTHOM
ontuyeckoi arpodun — DOA (ren OPAI), npusHaka-
MU HeHpomereHepaTUBHOM TATOJIOTWM TIPU CUHIPOME
Mopa—Tpanedepra (Mohr—Tranebjaerg; ren TIMMGEA)
[40, 41].

IlepeuucneHHble 3a0o0jieBaHUSI HACJIEAYIOTCS ayTO-
COMHO-pelieccuBHO. MCKITI0UeHUE COCTaBISIIOT CUHIPOM
Mopa — TpanebGepra c¢ X-CLETUICHHBIM PELeCCUBHBIM
HacJeOBaHUEM W TOMUHAHTHAS ONTHYeCcKas aTpodust
C ayTOCOMHO-TOMUHAHTHBIM TUTIOM TIepeIadn.

SInepHO-KOMMpYyeMble MWTOXOHIPHAJIbHBIE OOJIC3HU
C IO3AHUM /1e0I0TOM (B IMOAPOCTKOBOM TEPUOJIE U CTap-
1I1e) TaKKe TPOSBIISIOTCS HECKOJTBKUMM KIMHIMYECKIMU
(enorunamu. Hanbosiee yacto HabIIOAAETCSI CUHIPOM
Mporpeccupylonieii HapyXHoil odTtanbMorieruu, Ko-
TOpasi OOBIYHO COIMPOBOXIAETCS MTO30M, HU3KOHN Iie-
PEHOCUMOCTbhIO (PU3MUEeCcKON Harpy3ku, aTakcuei, ne-
peccueid, MHoraa KapAuOMUOIIATUEN, HAPYIIEHUSAMU
putMa cepaua v ap. 3aboseBaHUsT MOTYT ObITb OOYCJIOB-
sieHbl mytauusimu reHoB POLG1, POLG2, ANTI, Twincle
(CIOORF2), RRM2B (15, 42, 43]. Jlng 1aHHOTO CUHAPO-
Ma XapaKTepeH ayTOCOMHO-TOMWHAHTHBIM THUIT HacJle/l-
CTBeHHOU mepenayn. OMHAKO CBA3aHHBIC C MyTaIllUSIMU
reHa POLGI dhopMbl cuHIpoMa Tporpeccupyoiieii Ha-
PYXHOU O(MTATBMOITIETUN C TSDKEIBIM, MYJIBTUCHCTEM-
HBIM TTOpakeHNUEM MOTYT JeMOHCTPHPOBATh ayTOCOMHO-
peliecCUBHOE HaclleIoOBaHUeE.

Heckonbko pexe BcTpeuaercsi nIpyroit ¢hbeHOTUIT —
MUOHEHPOracTPOMHTECTHAIBHAS sH1EedaToMuona-
ThsA. [IpW 3TOM KJIMHWUYECKOM BapUaHTE NOMWHUPYIOT
HapyIIeHUS MOTOPUKM KETyTOYHO-KHUIIIEYHOTO TPaKTa,
MCEeBIOOOCTPYKIIUSI, KaXeKCUsl B COUETAHUU C JIEMKOIH-
nedaonarueii, Helpomnarueil, aTakcueil, MbIIIEYHON
€1a00CThIO; TAKXKe XapaKTEPHBI MTO3 U 0D TATbMOIIETHSI.
3abosneBaHus cBsi3aHbl ¢ neekramu reHa TYMP, pexe
— POLGI, RRM2B [15, 44] v HacienyoTcsl ayTOCOMHO-
peLecCUBHO.

Kpome Ttoro, myramuu reHa POLGI (B OTAECNbHBIX
clyyasix — MyTauuu reHa Twincle) MoryT oOyCIOBUTH
KJIMHUYECKHNE TIPOSIBJICHWs] B BUIE aTaKCUU, HeWporra-
TUM, SMUJENICUU, odTaTbMONape3a, KOTOPbIE MOJYYUIU
HauMeHoBaHue cuHapoMoB MIRAS u SANDO. B pen-
KUX CITy9asiX MyTalli JAHHOTO TeHa Jaf0T CUMITTOMATHUKY
cunapoma MELAS u cuMntoMokoMIuiekca, BKIIIOYAIO-
1IEro JeMpecculo, HapyluleHue MOXOAKHU, KapAUoOMUOoNa-

Tthio [15]. YkazaHHbIe COCTOSIHUSI TaKXKe HaCIeayloTCs
ayTOCOMHO-PELIECCUBHO.

3abosieBaHusI, OOYCJIOBJICHHbIE MYTAlIMSIMU TEHOB,
KOHTPOJIMPYIOIINX TIPOIIECCHI PETUTUKAIIMY W 00eCTIeun-
Baromunx cradbwibHocth JIHK (POLGI, Twincle, ANTI,
RRM2B, TYMP), couetatorcs ¢ Aerjielreil Wiu MHOXe-
CTBEHHBIMU KPYITHBIMU IeJIeIUSIMU (MHOTIA TOYKOBBI-
MU MyTauusiMu) MutoxoHapuaibHoii JJHK. BeisiBneHue
STUX HaPYIIEHU OTIpeessieT HalpaBIeHUEe MOJIEKYIISIp-
HO-TCHETHUYECKUX WCCIICAOBAHMMN UTA MACHTU(DUKAIIIT
OCHOBHOTO T€HHOTO JieheKTa.

Nnentudukanus otaebHsix ¢GopM siaepHO-KOIUpYe-
MbIX MUTOXOHIPHAJBLHBIX 3200JIeBAHMIA

[To MHEHUI0O MHOTMX KIWHUIIMCTOB, YCTaHOBJICHUE
IMaTHO3a W YTOUYHEHWE (HOPMBI MUTOXOHIPUATHHOTO
3a00JIeBaHUS TIPEACTABIISIIOT TPYIHYIO 3amady, 4To CBSI-
3aHO C PSITOM OOCTOSITENIBCTB. B MmepByio ouepeab 3TO
00YyCJIOBJICHO KJIMHHMKO-TEHETUIECKUM  TTOJTMMOphU3-
MoM Tatosiorud. HekoTopsle 3a001eBaHNS OTIIMYAIOTCS
JOCTATOYHO CTCIMGMUISCKUMM TTPOSIBICHUSIMU W KOIM-
PYIOTCSI OTIpeNIeICHHBIM TEHOM — HaIlpuMep, CHHIPOMBI
Bbapra (Barth), Cenrepca (Sengers), Kocredda (Costeff),
brepHcrana (Bjornstad), 6one3Hr Menkeca (Menkes),
GRACILE cungpom u np. (ta6i. 3). B takoii cutyauunu
HECJIOXKHO O0OCHOBAaTb MOJIEKYJISIDHOE UCCIeJOBaHKE
JAaHHOTO TeHa.

OmHaKO BO MHOTUX CIIy9asiX OTMEUaeTCs pasTndue
KIMHUYECKUX (PEHOTUITOB MUTOXOHIPHAIBHBIX 3a00J1e-
BaHW, IeTCPMUHUPOBAHHBIX MYTAlIMSIMU OTHOTO TeHA.
[Ipupona atoro siBIeHUsI HE BBISICHEHA; TpeIojiaracT-
cs1, YTO B €T0 OCHOBE JICKWT Pa3IWIve MO3UIUNA MyTa-
MM B 9K30HAX, YTO BJIEYET 3a COOON pa3HyIO CTeNeHb
HapyIIeHUs KoaupyeMoro rnoiumnentuaa. Hampumep, reH
POLGI xoutponupyer ¢epment HHK-nonumepasy-y,
KOTOPBIN 00ecITeunBaeT PEIUTMKAIIMI0 MUTOXOHAPUATh-
HOTO TeHOMa. MyTallui ITaHHOTO SIIEPHOTO TeHa BemyT
K Pa3TMYHBIM TATOJIOTUYECKUM (DeHOTUTIaM — OO0JIe3HU
AJTbITepca, TTOJIMHEBPOITaTUN-aTaKCU |, SHITe(haIOMUOTE -
MMaToMaTU, MUOKJIOHYC-3IWJICTICUU C MUOITAaTUICCKUM
CUHIPOMOM M aTaKCHel, CMHAPOMY IPOTrpecCUpyIoneit
HapyXHOU OMTaTbMOIUICTUN. YKa3aHHBIC BapWaHTHI
KIMHUYECKUX (DEHOTUIIOB OTIMYAIOTCS BO3PAacTOM Ma-
HUbECTaI, OCHOBHBIMU TIPOSIBJICHUSIMH W JaXe TH-
nom HacienoBaHus [38, 39]. Myrtauuu reHa BCSIL, ko-
TVPYIOIIETO BHYTPUMUTOXOHAPUATBHBIN (haKTOp COOPKU
komrutekca III mprxarenpHOM e, TaKKe OTBETCTBEH-
HBI 32 HECKOJIBKO (DEHOTHUIIOB: CHHIPOM JIW; CHHIpOM
GRACILE; cunapom BeepHcTana (cMm. tab:. 3); neTajib-
Has HeoHaTaIbHas SHIIe(HaTTOMHUOIIATHUS C TYOYIIOTIaTHEH,
TopakeHWEM TICYeHU | JJaKTaT-alluIo30M; HapylieHue
TTOBEICHUSI, TICUXWMIECKIE PACCTPOMCTBA C TTO3MHEH Ma-
Hudecranuei [45].

B T0 e BpeMst yaie HabJ1I01al0TCsl CUTYallMU, KOTAa
CXOIHBIN (DEeHOTUTT CIYXKHUT PE3ybTaTOM Pa3HBIX KITIO-
YEeBBIX TCHETUIECKUX U SH3UMHBIX HedekToB. DeHOMEH
(EeHOTUTTMIECKOTO CXOACTBA CYIICCTBEHHO 3aTpPYIHSIET
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Tabauya 3. MutoxonapHaIbHbIE CHHAPOMEI, KOAMpPYeMbIe SIePHbIMM TeHAMH

Ho3zonornueckas dopma OCHOBHBIE TPU3HAKY Tun HacnenoBaHus Ten
Cunapom bapra, unu 3-me-  HuskopociocTh, MUONATUYECKUI CUHAPOM, KapAUOMUO- X-ClLeTUIeHHBIN TAZ
TUJITTyTAKOHOBAST allUIypUsT TaTusT, HEUTPOTIEHUSI, 3-METWITTYTAKOHOBAST ALIVTYPUIST PeleCCUBHBIT
2-ro TMMA
Cunnpom CeHrepca Karapakra, MuonaTu4eckuii CHHApPOM, TUIIEPTPODU- AyTOCOMHO-pe- AGK
yecKasi KapAMOMUOIIATH S, JIAKTaT-aluI03, NETUICLIVST LIECCUBHBIN
muToxoHapuanbHou JTHK

Cunapom Kocredda, mmm ATpodust 3pUTETBHBIX HEPBOB, IKCTPAMTMPAMUTHAS CUM- To xe OPA3
3-MeTWITIyTAaKOHOBAs alli-  MTOMAaTHKAa U CIIAaCTUKA, CHUXEHUE NHTEeJJIeKTa, 3-MeTHII-
Iypust 3-TO THITA TJIyTaKOHOBAs alUIypust
Cunapom GRACILE* Hapyiienue BHyTpUyTpOOHOro pa3BUTHs, TEMOCHUJIE- » » BCSIL

pO3 MEeYEHHU, TSKEJIBIN JaKTaT-alluAa03, TUMIOTIMKEMUS,

TIOBBIIIEHNE YPOBHS (heppUTHUHA U KOHBIOTPOBAHHOTO

OMJIMpyOrHA, aMUHOALIUAYPHST
Cunnpom bbepHcTana BpoxneHHasi ceHcoOHeBpaibHasi TYyTOyX0CTb, aHOMaIUU » » BCSIL
BoJtoc (pili torti)

bonesnr Menkeca [unorepmusi, maoxas mpudaBKa Macchl, CyA0POTH, X-ClUernIeHHbI! ATP74

MUOKJIOHWU, HapyllIeHNe TICUXOMOTOPHOTO Pa3BUTHSI, PpeLeCCUBHBIN

TIVICTOHUSI, aHOMAJIMU BOJIOC (CyXUe, KECTKUE, TOMKHE,

pili torti)

CunapoMm Mopa—TpaHebep- C 3—5 neT TyroyxocTh, MUOITHS, KaTapaKTa, Cy>KeHHE To xe TIMMSA
ra (Mohr—Tranebjaerg) MoJieit 3peHns, aHOMaJIbHasl 3JIEKTPOPETUHOIpaMMa, (DDP)

CIIACTUYHOCTD, AU3apTPUsI, AUCdarus, TMInepeakTUB-
HOCTB, ITePEJIOMbBI, YMCTBEHHAsI OTCTAJIOCTh, IeTeHEePAIIS
0a3aJbHbIX TAHIVIMEB

ITlpumeuanue. * Growth retardation, aminoaciduria, cholestasis, iron overload, lactacidosis, early death.

UaeHTU(DUKALKWIO TeHe3a MaToJIOTMU Ha KIMHUYECKOM
YpOBHE. XapakTepHble KJIMHUYECKHE U Helpopaau-
OJIOTMYECKHE TPOsIBIeHUs] paHHel dopMbl 060Je3HU
Anbriepca, 11t Kotopoit TunuueH aegexrt reHa POLGI,
HaOJI0JAI0TCS TaKXKe Tpu MyTanusx reHa FARS2[46].
CUMNOTOMOKOMIUIEKCHI JIETAIbHONH HEOHATaJIbHON SH-
nedanomuonaTun Wi 6ose3Hn JIu MOryT pasBUThCS
TP MHOTOOOPa3HBIX 3SH3UMHBIX W CTPYKTYPHBIX Jie-
(bexTax: HapyLIEHUSIX JIOOOT0 KOMILJIEKCa JbIXaTelbHOM
uenu, aedekrax MUTOXOHIPUAJbHBIX TPAHCIOPTHBIX
PHK, nupyBaTneruaporeHazHoro KoMIjiekca, HeaocTa-
TOYHOCTU OMOCUHTE3a KosH3uMa Q, 1 1p. [21—23, 33],
T.€. 3a00JieBaHUE MOXET ObITh CJIEICTBUEM PaA3IMUYHBIX
MYTalllii HECKOJBKUX JECITKOB SIMEPHBIX (M MUTOXOH-
NpyuaibHbiX) reHoB. Ha ocHOBaHUMM KJIMHUKO-Jabopa-
TOPHBIX NAHHBbIX, JAaXe IOCJe YCTAaHOBJECHUS neduiiu-
Ta KOHKPETHOTO dH3UMHOIO KOMILIEKCA MPaKTUYECKU
HEBO3MOXHO PaslieuTh MallMeHTOB MO FeHETUYECKOMY
nedexry [9, 10].

[ToBblIlIEHHBIN YPOBEHB JIaKTaTa U MUPyBaTa B KPOBU
Habtonaercst y O0JIbIIMHCTBA OOJBbHBIX C MUTOXOHIPU-
ajqbHOM marosiorneit. Mopdosornyeckoe ucciaegoBaHUE
MBILIEYHOU TKaHW BO MHOTUX CJIy4yasix IE€MOHCTPUPY-
eT TIPU3HAKW HapylleHUsI (GYHKIIUU U CTPOCHUS MUTO-
XOHJpPUI, KOTOpbIE MOATBEPXKIAIOT MUTOXOHIPUATbHOE
3a00sieBaHUE, HO HE MO3BOJIIIOT YTOYHUTHb €ro ¢hopmy.
B 10 xe BpeMst yKazaHHbIe HapylIEHUSI MOTYT OTCYTCTBO-
BaTb, OCOOEHHO Y JIETeil paHHEro BO3pacTa.

Ha ocHOBaHMM KOMIUIeKCa KIMHUYECKUX JTaHHBIX
U IOTIOJTHUTEIBHOTO 00CJIEIOBAHUSI, C YYETOM PE3yjibTa-
TOB aHaAJM3a KCKPEIMA OPTaHMYECKUX KUCIIOT, BBISIB-
JICHUSI JCTUICIIUU WM MHOKECTBEHHBIX NEJIEIIUA MUTO-
xoHapuanbHOi JJTHK MoXHO ompenenuTs HanpabieHUe
MOJIEKYJISIPHO-TEHETUYECKOTO HCCAEIOBaHUsl C aHaIU-
30M TeX T€HOB, MeMEKTHl KOTOPBIX Hambojiee BEPOSITHO
JiexxaT B OCHOBE 00JIe3HU Y HAOJI0JAaeMOTO MallMeHTa.
Bosiee mmpokoe BHeapeHUE MOJEKYJISPHBIX METOIOB
aHaJM3a Kak MUTOXOHJpPUaIbHOM, Tak u sinepHoit JJHK
JacT BO3MOXHOCTD YJIYYIIUTh AMATHOCTUKY MHUTOXOHII-
PUATBHBIX 3a00JIeBaHUN M 3HAUYUTEIHEHO TTOBBICUT TIPO-
IIEHT OOJBHBIX C WACHTU(DUIIMPOBAHHBIM TE€HHBIM JIe-
¢eKTOM, KOTOpBIi B HACTOSIIIEE BpeMs KoyieOJieTcs oT 22
10 40% [8, 11]. B cBs13u ¢ 0ueHb OOJIBIITUM YKCIIOM SIAEP-
HBIX TEHOB, Te(MEKTHl KOTOPBIX MOTYT BECTH K MUTOXOH-
JPUATbHON MATOJOTHUM, 3acCHyXKMBaeT BHUMaHUs OoJiee
LIMPOKOE BHEAPEHUE METOIA TOJTHOTO 9K30MHOTO CEKBE-
HUPOBAHUs, TTO3BOJISIIOIINI BEISIBIATH HE TOJBKO YacTo
BCTpeYaroInecs, HO ¥ peIKKe TeHHBIE MyTalluy.

3AKJIIOYEHUE

Takum 00pa3oM, aHaIM3 HAyYHBIX ITyOJUKAIIN, OCO-
OEHHO TMOCJIEeIHUX JIET, YKa3blBaeT Ha CYLIECTBOBAHUE
MHoxecTBa reHoB saepHoit JIHK, cymectBeHHO BiMsiiO-
LIMX HA MUTOXOHIPHUAIbHbIE SHEPTreTUIECKUE TTPOLIECCHI.
CBeneHUs TUTEpPATYphbl TIO3BOJISIIOT BBIACIUTb KIUHU-
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Huxonaesa E.A. luarHoctrka v mpodiIakThKa sIepHO-KOIMPYeMbIX MUTOXOHIPHATBHBIX 3a00JIeBaHMIA Y IeTeit

yeckue (DEeHOTUIIbl SIACPHO-KOAUPYEMbIX MUTOXOHIPU-
anbHBIX 3a0oseBaHuil. OnHako ux auddepeHImanbHas
JNIUArHOCTUKA OCTAeTCsl TPYAHOW B CUJY HEAOCTATOYHO
crnetu@UUHBIX MPOSIBACHUN U OOJBIIOTO0 KIMHUYECKOTO
CXOJICTBA COCTOSIHUI, OOYCJIOBJIEHHBIX PA3HBIMU T€HETU-
YECKUMU eheKTaMHU.

B 10 e BpeMms psia HopM MaToJOTMU XapaKTepusy-
€TCSd YETKUM KIMHUYECKUM CUMIITOMOKOMILIEKCOM,
a HEKOTOpbIe 3a00JIeBaHMSI OTIMYAIOTCS HAJIUYUEM Ja-
OOpaTOPHBIX MapKepoB (Ieruielust WM IeJelud MU-
toxoHapuanpbHoit [IHK, opraHuueckass auunypusi),
YTO MO3BOJISIET MPOBOJUTD 1ieJIEHANPABIEHHYIO T€HETH -
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ITaToreHHble TOYEYHBIE MyTAIMM MUTOXOHApHAbHOI JIHK

H.A. Jlumeunosa, A.C. Bopoukosa, B.C. Cyxopykoe

Hay4Ho-nccnenoBaTenbCKnin KMIMHNYECKUIA MHCTUTYT negnatpum, Mockea

Pathogenic mitochondrial DNA point mutations

N.A. Litvinova, A.S. Voronkova, V.S. Suchorukov

Research Clinical Institute of Pediatrics, Moscow

HapyimeHns KJI€TO4HOTO 3HEProoOMeHa, B OCHOBE KOTOPDIX JIEKHT MUTOXOHIPHAILHAS HEAOCTATOYHOCTD, 00YCJIOBIEHHAS TOYEY-
HbIMH MyTamusaMu MuToxonapuaabHoil JTHK, BeayT K IMpoKOMy CieKTpy KIMHMYEeCKHX npossienuii. Ilenb 0030pa — anaaums my-
OJIMKALMIA MOCJIEIHUX JIET, MOCBSIIEHHbIX B3aUMOCBSI3M TOYEUHbIX MyTauuii MuToxonapuanbioi JIHK u MuTOXOHIpHAIBLHBIX 3200-
JIeBaHMii, KOTOPbIE PACKPBIBAIOT BAXKHOCTb PA3BUTHS MOJIEKYJIAPHOI nnarHocTuku. Hanmuue myrammii A3243G, 13271C, T3291C,
C3256T, A8344G, G83564, A3260G, C3303T, A4300G B mTIHK MoKeT CBHIETEIbCTBOBATh O MYJBTHOPTaHHBIX TUCHYHKIUAX
1 MYJBTHCHCTEMHBIX PACCTPOIICTBAX, KIMHAYECKHE NPH3HAKHA M CHMIITOMBI KOTOPBIX MOTYT M3MEHHTHCSH C TEYEHHMEM BPEMEHH, 9TO
NOIYEPKMBAET 3HAYUMOCTh KOMILTIEKCHBIX FeHEeTHYECKHX MCCJIeI0BAHMIA, B CJIY4asX, €CJIM MUTOXOHAPUAIbHAS 00JI€3Hb NPEaNnoa-
raeTcs KIMHUYECKH.

Karoueswvie cnosa: demu, mumoxounopuanvras JAHK, mymayuu A3243G, T3271C, T3291C, C3256T, A8344G, GE356A, A3260G,
C3303T, A4300G.

Cell energy metabolic disorders, the basis for which is mitochondrial insufficiency caused by mitochondrial DNA (mtDNA) point muta-
tions, give rise to a broad spectrum of clinical manifestations so the purpose of this review is to analyze the recent publications on the
relationship of mtDINA point mutations to mitochondrial diseases, which unveil the importance of development of molecular diagnosis.
The presence of 43243G, T3271C, T3291C, C32561, A8344G, G83564, A3260G, C3303T, and 44300G mutations in mtDNA may
suggest that there are multiorgan dysfunctions and multisystem disorders, the clinical signs and symptoms of which can vary with time,
which emphasizes the importance of comprehensive genetic studies if the mitochondrial disease is assumed to be clinical.

Key words: children, mitochondrial DNA, A3243G, T3271C, T3291C, C3256T, A8344G, G8356A4, A3260G, C3303T, and A4300G

mutations.

Hapymem/m KJIETOUHOTO 3HEProoOMEeHa, B OCHOBE
KOTOPBIX JIEXKUT MUTOXOHJpUAIbHASI HEAOCTATOY-
HOCTb, BEIYT K IIIUPOKOMY CIEKTPY KIMHUYECKUX MPO-
sieienuii [1]. Lenbio HacTosiiero 063opa SIBUIOCH TIpej-
CTaBJeHWE B3aMMOCBSI3W MYTallMii MUTOXOHAPUATILHOM
JAHK 1 MuTOoXoHapUaIbHBIX 32a00J1€BaHU.

YacToTa BCTPEYAEMOCTH MHMTOXOHIPUAIbHBIX 3a00Je-
BaHMIi M MATOTeHHbIX MUTOXOHAPUATBHBIX MYTALIUIA

B MutoxoHnpusix mpowusBomutcst 6omee 90% 3HEp-
MU, HEOOXOAMMOM OpraHu3My Uil MOAACPXKAHUST XKU3-
HM M POCTA, a TaKXKe YJacTusl B OMOCUMHTE3e remMa, LUKIIe
Kpebca—XeHzenelita 1 MHOTMX JpYrux Ipoieccax. Mu-
TOXOHJpUAIbHbIE 3a00JIeBaHMS SIBJISIIOTCSI  PE3YJIBTATOM
yHacJeMOBaHHbIX U/WJINA CIOHTAHHBIX MYTallMil B MUTO-
xoHapuanbHoit AIHK (MTAHK) u/wnu sineproit JHK [2]*.

* Cwm. crathio E.A. HukoaeBoit B HacToSIIIIeM HOMEpE XXypHaJa ¢
19-28.
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Anpec s Koppecnonaenuun: JiutBuHoBa Haranust AjekcaHIpoBHA — H.C. Ha-
YUIHO-KCCIIENOBATENBCKOM Tabopatopuu obuieit naronoruu HayaHo-uccnemo-
BaTeJIbCKOTO KIIMHMIECKOTO MHCTUTYTA MeUaTPUN

BoponkoBa AHactacust CepreeBHa — H.C. TOi e JjabopaTopun

CyxopykoB Biagumup CepreeBud — .M. H., Tpod., 3aB. TOIi e 1aboparopueit
125412 Mockaa, yi. Tanaomckast, . 2

Ilo nanupiM Ha 2010 ., MMTOXOHApPHUAJIBHBIE PACCTPOIi-
CTBa BCTPEYAIOTCS Yallle, YeM CUMTaIoch paHee. Ha oc-
HOBaHUYW WMMEIOIINXCS TaHHBIX KOHCEpBAaTHMBHAS OIICHKA
pacIpoCTpaHEHHOCTH BCEX MHUTOXOHIPHATBHBIX 3a00JIe-
BaHuii 11,5:100 000 (~ 1:8500) [3]. 1o pacuetam J. Arpa
u coaBT. (Mcmanust), mposeneHHbIM B 2003, pacmnpo-
CTPaHEHHOCTb cocTaBwiia okoJjo 5,7:100000 mist Bo3pact-
Hoi1 rpynrbl ctapiie 14 ner [4]. CornacHo pesyJsibTataM
WCCIICTOBAHUI TIOITYJISIITMN B CEBEPO-BOCTOYHON AHTIINH,
onyoiukoBaHHbIM B 2008 1, 9,2 Ha 100 000 yesnoBek (cTap-
me 16 et u Mosyioxke 60 JIeT) MMEIOT SIBHBIC KITMHIYECKIE
nposiBneHns Hapymenwii MTAHK 1 16,5 \Ha 100000 nereit
M B3pOCITBIX MOJIOXXE BO3pacTa BhIXOIA Ha TICHCUIO MMEIOT
PUCK DPA3BUTUSI MUTOXOHIPUAIBHOTO 3abosieBaHus [35].
Ilo nanusiM M. Falka u coaBt. u L. Cree u coaBT., pac-
MPOCTPAaHEHHOCTh MUTOXOHIPHUATBHBIX 3a00JICBaHUIA CO-
crapsier 1:5000 HaceneHusi, a mpumepHo 1 u3 200—250
HOBOPOXKICHHBIX SIBIISIETCS OECCMITTOMHBIM HOCHTEIIEM
naroreHHbIx Mytauuii MTAHK [6, 7]. CormacHo R. Say
u coanT. (2011), pacrpocTpaHEHHOCTb M3BECTHBIX IMaTO-
TeHHBbIX MUTOXOHApUaIbHbIXx MyTaumit JHK B oOuieit
nonyasiuuu coctapasger 1:500 [8], mpuyem, Mo JaHHBIM
J. Yarham u coast. (2013), MUTOXOHAPUATIbHBIE TOUEYHBIE
MYTaIlMA COCTAaBILSTIOT ~ 50% BCeX MaTOTCHHBIX MyTalluit
MtHK [9]. Takum 06pa3oM, MUTOXOHApPUATIbHBIE MyTa-
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LIMM OKAa3bIBAIOT 3HAYMTEJIbHOE BO3/IEMCTBHE HA 310POBbE
HaceJIeHUsI.

Myrtamuu mtIHK 1 MuTOXOHIpHAIBHBIE 3200J1€BAHUS

MuroxonapuanbHas JJHK yenoBeka JiokainzoBaHa
B MUTOXOHJAPUSIX, Kaxaas MOJIEKyJa COAEPXKUT OKOJO
17 000 map Hyksieorunos [2]. [TosHast nepBUYHast CTPYK-
typa MTAHK uenoseka Oblia omyosukoBaHa B 1981 r,
1 yxe B KoHIe 80-X rofoB MpoIIoro Beka Oblaa 10Ka-
3aHa Bedyllash pojib ee MyTallMil B pa3BUTUM Dsiia Ha-
CJIeICTBEHHBIX 3abosieBaHuii. K mociegHuM OTHOCSTCS
HacJieIcTBeHHasl aTpodusi 3puTeIbHbIX HepBOB Jlebepa,
cuHapom NARP (HeitponaTusi, atakcus, MATMEHTHBI
perunur), cuHapom MERRF (Muokionyc-snunerncus
C «pBaHBIMU» KPACHBIMU BOJIOKHAMU B CKEJIETHBIX MbIII-
nax), cunapom MELAS (MutroxonapuanbHas aHUEDaTO0-
MUONAaTHs, JaKTaT-alul03, UHCYJIBTOIONO00HbIE 3MU30-
nb1), cunapoM KepHca—Ceiipa (TUTMEHTHBI PETHHMT,
HapyXHasi odTanbMmorierusi, 0Jiokaga cepaua, ITo3,
MO3XEUYKOBbIIi CUHIPOM), cuHapoM [lupcoHa (mopaxe-
HUE KOCTHOIO MO3ra, MaHKpeaTuyeckasi v Me4yeHOUHast
nuchyHKimMu) u ap. Yucno onucaHuil Takux Ooje3Hel
YBEJIUYMBAETCS C KaXKIbIM Togom [10].

7151 nosiHOLIEHHOTO (DYHKIIMOHUPOBAHUSI MUTOXOH-
npuu Heobxoaumo okojio 3000 reHoB, TOBKO 37 U3 HUX
komupytorcss MTAHK, ocranbHbie simepHoii. [IpumepHO
3% w3 HEOOXOMMMBIX MUTOXOHIPHWM TeHOB (0oKosio 100)
3ameiicTBOBaHbI it reHepupoBanust AT®D, 6onee 95%
(oxos0 2900) — BoBJIeYEHBI B ApYyrue (PyHKIIMU, B YaCT-
HOCTH, Bmpouecchl auddepeHunpoBkr kiaetku [11].
DT QYHKUUKM HEOOXOAMMBI ISl pOCTa, Pa3BUTUSI U CO-
3peBaHusl TKaHEH B MPOLIECCEe OHTOTeHe3a OT AMOpHOHA
JIO B3pOCJIOTO YeJI0BEeKa, a Takxke, Hanmpumep, IJIsl anar-
TallMU K OKpYXalollei cpele.

ABTOHOMHBI T€HOM MUTOXOHAPUI TpencTaBieH
y yeJoBeKa HeCKOJbKMMU (0T 2 A0 10) konusMu KoJib-
uesoit JIHK, koTopasi conepuTt 13 reHOB, KOTUPYIOIIUX
Oeniku, 22 reHa tpaHcnoptHeix PHK, 2 rena puboco-
MabHBIX PHK (110 omHOMY Teny mst 12S u 16S pPHK)
[2]. B knetke uenoBeka okoso 10 000 konuit MTAHK [1].
ITenernueckuit kog MTJIHK oriamyeH Kak oT simepHOTo
KOJla BCEX MJIEKOINMTAIOIIMX, TaK U OT OAKTEPUATBHOTO.
Tak, xonoH AYA (aneHUH—Yypalui—aleHUH) KOAUPYET
METHMOHWH BMECTO H3oJieiiinHa; KogoHbl AIA (aneHUH—
ryaHuH—azneHuH) u AIT (aneHuH—TryaHUH—TIyaHWH),
00BIYHO KOJUPYIOLIME apTUHUH, B MUTOXOHIPUSIX SIBJISI-
I0TCsl CTOM-KoaoHaMmu; KonoH YTA (ypauuin—ryaHuH—
aJIcHUH), CTAHAAPTHO SIBJISIIOLLIUICS] CTOM-KOJOHOM, KO-
IApyeT TpunTodaH.

Bce Oenku, cuHTE3UpyeMble MUTOXOHAPUATILHOM
TPAHC/SILMOHHONW CUCTEMOM, JIOKAIU30BaHbl Ha BHY-
TpeHHeil MeMOpaHe MUTOXOHIpPUIA, TJ€ OHU YyYacTBYIOT
B IIepenavye 3JIEKTPOHOB M BXOHAT B cocTaB ATd-cuH-
Ta3HbIX KOMIUIEKCOB, T.€. (PYHKIMOHUPYIOT Kak CyOb-
€IMHULIbI KOMITJIEKCOB 3JIEKTPOHHO-TPAHCIIOPTHOM 1LIenu
U OKMCIUTETbHOTO  (ochopuiupoBaHusl. YKazaHHbIE
OeKu BKIIOYaroT B ceds [12, 13]:

OB30PbI JINTEPATYPbI

ceMb cyobenuaun Komruiekca I (NADH: HAJID —
HUKOTUHAMUAaeHUHAUHYKIeoTuadocdar nerumpore-
Haza wim HAJI® yOuXmHOH OKCHUAOPEayKTa3a) — KOIU-
pytorcst reHamu MTNDI, MTND2, MTND4L, MTNDA4,
MTND5, MTNDG;

onHy cyobenuHuily komruiekca Il (yOouxuHoOH: LMTO-
XpOM C OKcHIopenyKrasa) — Koaupyercs reHoM MTCYB;

TpU CcyObeauHULbl Komruiekca IV (uuToxpom c:
KHUCJIOPO/I OKCUAOPENyKTa3a) — KOJUPYIOTCSI TeHaMu
MTCOI, MTCO2u MTCO3;

nBe cyobenuHULIBI KoMIuiekca V (ATd-cunHTaza) —
komupyrorcst reHaMu MTATP6 v MTATPS.

OcranbHbie okoj10 2000 GenKoB, MPUCYTCTBYIOIIUE
B MUTOXOHJAPUSIX MJIEKOMUTAIOIINX, SIBJISIOTCSI MPOIYK-
TaMM SIIEPHBIX T€HOB, OHU CUHTE3UPYIOTCS B LIMTO30J1€
KJIETKHU, a 3aTeM UMIOPTUPYIOTCS B opraHesuibl. CUHTE3
OJIMTOMEPHBIX KOMILUIEKCOB bIXaTeJIbHOW 1Ienu TpeOyeT
KOOpAVHALIMYU IKCITPECCUU TEHOB B 000MX — U SIIEPHOM,
1 MUTOXOHAPUATBLHOM — reHoMax [14].

Jlo HelaBHETO BpeMeHU ObLIO MPUHATO CUMUTATh,
YTO JUISl TOAABJISIIONIEr0 OOJBUIMHCTBA JIl0eil Bce MO-
nexkyiasl MTIAHK sBiasiiorcss MAeHTUYHBIMU TIPU PO-
xaeHuu (romoruiazmusi) [15], Bo MHorux paboTax
MPUBOISTCS JaHHBIE O ToM, 4To Bce Komuu MTIHK
UIEHTUYHBI HE TOJbKO B MUTOXOHIPUSIX KaXIOW KJIET-
KU, HO ¥ B pa3HBIX KJIeTKax [16]. OmHaKo nucciaenoBaHus
MOCJAEAHUX JIeT TMOKa3aIMu, YTO reTeporuia3Musi BCTpe-
yaeTcs Kak HopMa B KJeTKax JesioBeka [16] u 25% 3mo-
POBBIX JIIONeil HacaeayoT cMech nukoro tumna MTIHK
u MyTaHTHble BapuaHThl [17]. Terepornaszmus mTJHK
OOBIYHO CUYWTAETCSl PE3yJbTaTOM JUMOO MaTepPUHCKOTO
Hacjie1oBaHusl, MO0 CAyyallHbIX COMAaTUYECKUX MYyTa-
LI, KOTOPbIE PACTIPOCTPAHSIIOTCS BHYTPU WHIWBUAY-
yMa 4epe3 reHeTuueckuit apeiid. YHacnenoBaHHas re-
TepoIIa3Musl 1OJXKHA MPUCYTCTBOBATb BO MHOTUX, HO,
BO3MOXHO, HE BO BCEX TKAHSX, B TO BpEMsI KaK COMaTU-
YecKUe MyTalluy PacrpoOCTPAHSTCS TOJbKO B PE3YJIbTaTe
KJIETOYHOTO AeJIEHUsI, CIEAYIOIIEero Mocjie Mpou3oLe/-
wei myrauuu. Takum oOpa3oMm, coMaTUYeCKUe MyTa-
Uy OyAyT JIOKaJM30BaHbl B T€X KJETKaX WJIM TKaHSX,
KOTOpbIE MOJYYEHbI OT OOLIETO MpeaKa, TO3TOMY TaKue
BHYTPUUHAMBUIYAJIbHbIE KAPTUHBI MO3aUlIM3Ma JHOJIK-
HbI Pa3IM4aThCsl MEXIY OTAETbHBIMU JIOJbMU B 3aBUCU-
MOCTH OT TOTO, [Jle¢ U KOTJa Mpou3o0lilia nepBoHaYa b-
Has myTtanus [18].

DeHOTHT KJIETKH TTPEIOTIPENEISIeTCS COOTHOIIIEHEM
HopMaJsibHbIX U MyTUpoBaBinx MTIHK. MuHumanbHoe,
kputnueckoe uuciao usameHenuii MtJIHK, Heobxogumoe
JIJIS1 BOBHUKHOBEHMSI CEPbE3HbIX HApYIIEHUN SHEepreTu-
YecKoro obMeHa M AMCHYHKIMM KOHKPETHOTO OpraHa
WY TKaHU, Ha3blBaeTcsl MOporoBbiM. [1pu npeBbllieHUU
9TOr0 3HAYEHUSI TOBEIEeHUE KIETKW U3MEHSIETCS, UTO CO-
MPOBOXIAETCSl HApYLIEHWEM JHEPreTUKU U COOTBETCT-
BEHHO OIpeieJIeHHbIMU KIMHUYECKUMU PACCTPONCTBAMU
(moporosblii adexkr). Hanbonee 3HaunMmbie (akTOPHI,
BJIMSIIOLIME HA TTOPOTOBbIN 3(GhEKT, 3TO IHEPreTUUECKUE
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MOTPEOHOCTU KOHKPETHBIX TKAHEW W OPraHoB, a TaKxke
UX YYBCTBUTEJBHOCTb K HAPYLIEHUSIM OKHUCIUTEIbHBIX
mpoleccoB U Bo3pact. Tak, mpu 80% myrantHoit MTIHK
B KJIETKaX MEYeHU KJIMHUYECKUE CUMIITOMbI HApYILIEHUSI
(yHKUMI MUTOXOHAPUIL MOTYT OTCYTCTBOBAaTh, B TO Bpe-
M$l KaK aHaJJorMyHoe yucyio MyraHTHoit MT/IHK B Mbi1ii-
11€ ¥ MO3T€ MOXET MPUBECTU K BbIPAXXEHHBIM (DYHKIMO-
HaJIbHBIM HapyuleHusim [1].

PasHble TKaHU ¥ OpraHbl 3aBUCIT OT MUTOXOHIPU-
aJbHON aKTMBHOCTM B pa3HOi cteneHu. Ha nepBom
MECTE CTOSIT HEPBHbIE DJIEMEHTBI, Cep/ieuHasi U CKeJleT-
Hasl MbIIlIEYHbIE TKAHU, MOYKHU, SHIOKPUHHBIE KeJe3bl
u niedyeHb. Hanbosblllee KOIMYECTBO pabOT MOCBSILEHO
HEPBHO-MBbIIIEYHbIM M3MEHEHUSIM, Kak HauboJjiee SIBHO
MPOSIBJIAIONIMMCS  TIpY O0JIE3HSIX MMTOXOHAPUM, XOTS
MUTOXOHAPUAJIbHBIE HApYLIEHUS], BEPOSITHO, HMEIOT
0o0JIbLIIOE 3HAUEHUE TTPU MATOJOTUMU Pa3IUYHbIX OPTaHOB
u cucteM [1]. B 3aBUCHUMOCTH OT CTEINEHU TOBPEXIACHMS
(DYHKIMOHAIBHOCTU KJIETOK CUMIITOMbBI MOTYT BKJIIOYATh
MOTEPIO KOHTPOJISI BUXKEHUSI, MBIIIEYHYIO CJIabOCTbh,
0o0JieBblE CUHIPOMBI, TPYAHOCTU TJIOTAHMSI U XKeJyaoy-
HO-KUIIEYHbIE PaCCTPOICTBA, 3aMelJIeHUe pocTa, 60Jie3-
HU cepilla, NeYeHu, caxapHblil 11abeT, pecnupaTopHbie
OCJIOXXKHEHMSI, CyIOpOTd, MpOoOJeMbl CO 3pEHUEM U CITy-
XOM, MOJIOYHBIN aluno3, 3aJep>KKy pa3BUTHSI, BOCIIPU-
MMYUBOCTb K UH(EKLIUAM U 1p. [2].

Knunnyeckue cuuapomsl 1 Toyeynbie myramuu Mt IHK

Iupokuit crexkTp nereHepaTWBHBIX 3a00JIEBaHUIA,
CBSI3aHHBIX C MAaTOJOTMYECKUMM TpoliecCaMu B IIEHT-
paJbHON HEpPBHOU cucTeMe, cepille, MbIIIIAX, IHAO-
KPUHHOI cucteme, MoYyKax, IEeYeHU, aACCOLMUPOBAH
c cucreMHbiMU MyTanusamu MTAHK: 3amena ocHopa-
HUI, UHCEPLIMU WK aeneliuu. bone3Hu, Bo3HUKalOIINE
B pe3ysibTaTe 3aMeHbl OCHOBAHUIA, KaK MPaBUIO, UMEIOT
MaTepUHCKUI TUI HacienoBaHusi. MHcepiuu/nenenuu
MTIHK Moryr ObITh cropaivuyeckKMMM U He Hacjeno-
BaTbCsl, MOTYT HACJIEJOBATbCS 1O MATEPUHCKOW JIMHUU
WU UMETb MEHJIEJIEBCKOE HAC/IeJOBaHUE, T. €. MOTYT BO3-
HUKAaTb BCJIEACTBUE SIAEPHBIX MyTaluii [23].

B ocHoBe marorenesa cuHapoma MELAS nexar Tto-
yeyHsle MmyTtauun MTAHK, mnpeumyiectBeHHO reHOB
tpadcniopTHeIx PHK. Haunbonee gacro (80—90% ciyga-
eB) BbIsiBIIsIeTCsl MyTauust A3243G B MUTOXOHAPUATIBHOM
reHe MTTL I, konupyioieM TpaHcnoptHyto PHK neiiiu-
Ha. [1pu nanHo# mytanuu B 3243-m HykineoTuae MtIHK
MPOUCXOAUT 3aMEHa HYKJIeOTHAa (aJeHUHA Ha TyaHWH),
MPUBOJSIILIAS K HAPYIIEHUIO TEPMUHATBHON TPAHCKPUII-
min 16S PHK, 4To KoppemupyeT ¢ MOHMKEHHOW YyB-
crButenbHOCThiI0O mtTerm mpoteuna [1]. Ilpu aHanu3ze
pacrpeiesieHus 3TOi MyTallMu MO0 Pa3IuYHbIM CUCTEMaM
opraHu3Ma OOHapyKeHO, YTO B TKAHSIX CEJIE3E€HKHU U Jier-
koro mosst mytaHTHoit MTHK cocraBmsana 26 n45%
COOTBETCTBEHHO, a B CKEJIETHOW, CEPACYHOM MBIIILIAX,
MEeYeHU, MOYKaX, MOIXKETYyIOYHON XKeJe3e, MO3XKEUKe
U Kope Gonpimx monyimapuii — 76—86% [1]. Ilo maH-
HeiM T. Parsons u coaBT. (2010), pacrpocTpaHeHHOCTh

myTauuu A3243G cpenu HacesleHUs] ABCTpaJIMU, MO-BU-
IuMoMy, 6ostee yeM 236 cirydaeB Ha 100 000 uesoBexk [27].

ITpu obcnenoBaHum MalMeHTOB C CUHIPOMOM
MELAS B Utanuu M. Mancuso u coaBT. (2013) BbIsIBU-
JIA, 4TO MY>XCKOH MOJ MPU HAUIMYUU MyTauuu B 3243-m
Hykineotune MTAHK MoXeT SBIAThCS TOTOJTHUTETEHBIM
dakTOpOM pucKa i pa3BUTHUSI UHCYJIBTOMOJOOHBIX M-
30m0B [28]. Takke M3BECTHO, YTO MALMEHTHI C CUHIPO-
moM MELAS u myranueii A3243G UMEIOT BbICOKUIA PUCK
pPa3BUTUSI CEPACUHO-COCYIUCTBIX 3a00JeBaHMil [29].

V. Nesbitt u coanrt. (2013) B pe3yibrare o0caea0BaHUS
129 nmaumeHTOB ¢ ToueyHoI MyTauueit A3243G onucanu
HECKOJIbKO KIIMHUYECKUX (heHOTUTIOB. Y 10% mauneHToB
ObLT BBIABIEH Kiaccudeckuii penotun MELAS, y 30%
— MIDD!, y6% — codetaHue CMMIITOMOKOMIUIEKCOB
MELAS/MIDD, y2% — MELAS/CPEQO? y5% —
MIDD/CPEO, y 6% — PEO u npyrue MUTOXOHAPUATb-
Hble (DEeHOTUIbI, HE COOTBETCTBYIOLIME U3BECTHBIM CUH-
npoMaM. Y 3% TaliMeHToB HabJtogaIach M30JIMPOBaHHAS
HeWpOoCeHCOpHas TIIyXoTa, Y 8% — KIMHWYEeCKUE TIpH-
3HaKW, HE COOTBETCTBOBABILNE KAKOMY-JIMOO 13 KJ1acCu-
YeCKMX MUTOXOHAPHAIIBHBIX CUHAPOMOB, Y 9% — cum-
nTOMaTHKa MOJTHOCTHIO oTcyTcTBOBasa [30].

Cunapom MIDD Hepenko BcTpedaercsl y OOJbHBIX,
MMEIOIINX MUTOXOHApPUAIbHYIO MyTauuio A3243G [31].
OnucaHo HaOMoIeHWe MalMeHTa C AaHHOW MyTalluei,
Y KOTOPOTO Mpou301LIa TpaHChHOPMaLIUU 3TOTO KJIIMHUYE-
ckoro (peHoruna B cumntTomokomiiekc MELAS c¢ ¢op-
MUPOBaHUEM PE3UCTEHTHOCTU K UHCYIUHY [32]. [Touemy
Y ITALIMEHTOB C OJTHOW M TOW Xe MyTallMeil pa3BUBaIOTCH
pa3Hbie HEeHOTUIIbI, HEM3BECTHO; BO3MOXHO, 3TO CBsI3a-
HO C YPOBHEM reTeporuiazMuu. B HeOOJIbIIOM MPOLIEHTE
cllydyaeB JaHHasi MyTalus Oblia oOHapyxXeHa y 60JbHBIX
¢ cunapomom KepHca—Ceilipa, y KOTOPbIX OTCYTCTBOBA-
na neneuus MtIHK [1]. FE Brackmann u coast. (2012)
BBIIBUIM MyTauuio A3243G y 13-neTHero mnauuMeHTa
¢ KmaccmyecknuM deHotunom cuHapoma MERRF?[33].
ITo nanubiM M. Nakamura u coast. (2010), y nanueHToOB
c couetaHHbIMU cuHapomamMu MERRF/MELAS 6buta
onpeneneHa mytaiusi A3243G Kak reteporuia3mMus B Kpo-
BU ¥ MbBIIIIAX M MyTauust 7T8356C KakK roMOILIa3MusI
B MbIiax [34].

C cunnpomoM MELAS Ttakke accoumupylor Myrta-
muu 73271C v T3291C B Tom xe rene MTTL]I [23], no-
CJICIHASA BCTpeYaeTcsl M MPU APYTUX CUHIPOMAaX, B TOM
4yucse Yy MaluKdeHTOB C MPOrPecCUpYOIIMMU KOTHUTKUB-
HBIMU HapyIIeHWSIMUA, MUTOXOHIPUATHHOM MMOITaTHEH
W ToTepeit ciayxa, Ipu coyetaHuu cuHapoMoB MELAS
u Keprca — Ceiipa, coueranun cuHapomMoB MERRF
u MELAS, npu HelipoCEHCOPHOU TYrOyXOCTH U JIUTIOMAX
1eu u sizbika [35—38].

Myrtaumst C3256T BreHe MTTLI Ha KJIETOUHOM
YPOBHE MPOSIBJSIETCS] CHXKEHUEM KOJIMYECTBa OpraHesiI
W HapylleHueM cuHTe3a Oeska. [lokazaHo, 4To 3Ta MYy-

! MaTeprHCKH HaCJIeyeMblil CaXapHbIil TUa0eT C TITyXOTOM.
2 XpoHuyecKasi mporpeccupyomiast ohTaabMOILIErHsl.
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Tauusi accouuuponaHa ¢ cuHapomom MELAS, a takxke
MOXET SIBJISITbCSI MapKepoOM FeHETUYeCKON Mpenpacro-
JIOKEHHOCTH K pa3BUTUIO aTepockiieposa [39].

Mytauust A§344G B mutoxoHapuaiibHoMm reHe MTTK,
koaupymwolieM TpaHcnoptHyto PHK nusuna, HambGosee
yacTto (okoso 80% ciydaeB) BBISBISIETCSI TIPU CUHAPOME
MERRF [36], oHa BBI3BIBa€T HapylicHUE aMUHOAIIW-
JqupoBaHusi TpaHcroptHoit PHK u npexneBpemMeHHYyI0
TEPMUHAIIAIO TPAHCISIIIMA HAa MUTOXOHAPHUATBHBIX PH-
6ocomax. Ilopor rereporuia3MUYecKoil KOMIIEHCALIUU
cocTaBisieT 45% «IMKOTo» THIA, HIDKE KOTOPOTO OTMeJa-
€TCsl BbIpaXKEHHAs! JeNpPeccrsi MUTOXOHIPUALHOM TpaHC-
nauu. B aToM reHe omuvcaHa Mytauusa GE356A, Takxke
BBISBIIIONIASCS TIPU KIIMHWIIECKUX TIPU3HAKAX CHHIpOMa
MERREF [1]. Myranus G83634 B TOM e TeHe acCOLUUpPY-
€TCsl C HECKOJIbKUMM KiIMHUYeckuMu deHotunamu [40].
Haubonee yacTblit — sHUehaTOMUONATUSI C KAPIUOMU-
onaTveil U TyroyxocTblo, pexe HaOIIonaeTcss CUHIPOM
MERRF/MERRF-nono6Hoe 3a60ieBaHe U HEKPOTHU3U-
pytoiias sHuedaromuonaTus Jin

Toueunas myranus A3260G Brene MTTLI Bener
K COYETaHUIO KapJuo- U MUOMNATUH BO B3pOCJIOM BO3pa-
cTe, 0e3 KIMHUYECKUX MPOSIBAEHUN CO CTOPOHBI HEPB-
Hoi1 cucteMbl [41]. Bra MyTalus OblIa TAKXKE BbISBICHA
npu cunapome MELAS. Kpome Toro, Mmyranusi Ha6:o-
Jlajach y mauueHTa ¢ pabJoMHOInU30M, MOTEpeil ciyxa,
CyJI0OpOTaMu, KapAMOMHUOIATUENH Uy OOJBbIIMHCTBA €ro
POICTBEHHUKOB, CTpalaBIIMX ayTusMoM [42]. Mytauus
C3303T B ToM ke reHe MTTL 1 6buia BblsiBIeHa B TOMO-
ITAa3MAYHOM COCTOSTHUM B TKaHSIX TIPU (paTalbHOU WH-
baHTWIEHON KapIMOMMOITATUM U B TETEPOILIa3MUIHOM
COCTOSTHMM B KPOBU Y B3POCIIBIX ITAIIMEHTOB TIPU MUTO-
XOHAPUATBHOW MMOIIATUU C KapAUOMMOIIAaTUEH W BHE-
3amHoOi cepneyHoil cmeptbio [43]. Myrtauusa A4300G
B YKa3aHHOM reHe Oblla OnucaHa y NalueHTOB C TUIep-
TpohUUECKOUN KapIUOMUONATUEH.

Hanuuue myraumii B MTAHK MoXeT cBUIETENbCTBO-
BaTh O MYJIBTUOPTAHHBIX TUCHYHKIUSAX W MYJIBTHCUCTEM-
HbIE€ PACCTPONCTBAX, KIMHUYECKUE TPU3HAKU KOTOPBIX MO-
I'YT U3MEHUTHLCSI C TEUEHUEM BPEMEHU, YTO MOTYEPKUBACT
3HAYMMOCTh KOMIUIEKCHBIX T€HETUYECKUX MCCIIeI0BaHU
MPpU MOJO3PEHNUN Ha MUTOXOHIpUATIbHOE 3a00J1eBaHuE.

IMpencraBnenHsie ToyeuHble Mytaiuu MTIAHK u ac-
COLMMPOBAaHHbIE C HUMU (EHOTUIBl  3a00JIeBaHUI
HE MOJIHOCTbIO ONUCHIBAIOT BCE BO3MOXHBIE BapuUaH-
Tbl. UMeroTcst paboThl, CBUAETEILCTBYIOIIE O HAIMYUU
IPYTUX TOYEYHBIX MYTAllWii, BCTPEUAIOIIMXCS TPU MU-
TOXOH/PUAJIbHBIX PACCTPONCTBAX Y pa3HbIX MallMEHTOB
U C pa3HbIM YpOBHEeM TreTeporiazMuu. B To ke Bpewms
CYILIECTBYIOT pPabOThl, yKa3blBalOUIME Ha BCTPEYAEMOCTb
TaKUX MYTAIMH y JIUII C OTCYTCTBUEM KIMHWUYECKON CHM-
nromatuku. [naHupyercs npojojkeHue 0630pa Mo AaH-
HOM TeMe.

MexayHapoaHbie OpraHu3anuu, NOAAepKUBAIOIIHE 13-
yueHHe MATOXOHIPHAIBHBIX 3200J1eBaHUii

C nosiBJI€HUEM TEXHOJIOTU I, MO3BOJISIIOIIMX pacuInd-

OB30PbI JINTEPATYPbI

pOBATh MOCIEIOBATEILHOCTH TEHOB U BBISIBUTH X U3ME-
HEHMS, CTaJI0O BO3MOXKHBIM M3YJaTh aCCOIMUPOBAHHOCTh
usMeHeHuii B ctpykrype IHK c¢ matonornueckumu co-
CTOSIHUSIMU Yy yesioBeka. CozfaHbl obuliMaibHble CO00-
1IECTBA U acCOLMAIIMHU, U3YYAIOIIUE U MPEIOCTABISIONINE
OTKPHBITYIO MH(OPMAIIIO, COIEePXKAIIYI0 HaKOTUICHHBIE
TMAHHBIC O BapUAIIAAX B MUTOXOHIPUAJIEHOM TeHOME Ye-
JIOBEKa U PEryJisipHo MHGOPMUpYIOLIHEe 00 U3MEHEHUSIX
1 HOBBIX BO3MOXKHOCTSIX:

AMepUKaHCKOe OOILECTBO TEHETUKM  YesloBeka
(ASHG) — odwunmanbHbiii obuc B MapuieHae — op-
raHu3yeT OOMEH pe3yJbTaTaMUu UCCAeIOBaHU Ha exe-
TOOHBIX coBelIaHudgx M B American Journal of Human
Genetics, 0Ka3bIBaeT MOMAECPKKY TEHETUUECKUX UCCIIeI0-
BaHMI, CTOCOOCTBYET 00pa30BaHUIO B 00JIACTU TeHETUKHU
IUTSI TIOATOTOBKY OYIYIITUX CITEITAATNCTOB U THOOPMUPO-
BaHMS 0011IeCTBEHHOCTH [19].

EBpomneiickoe o61iecTBo reHeTrku yeaoBeka (ESHG)
— oUIIUATHHBI 0hYC B ABCTPUU — SIBIISICTCS HEKOM-
Mepueckoii opraHuzauueir. Ee 1enbio sBiaseTcs: comeii-
CTBUE TIPOBENECHUIO (DYHIAMEHTAIBHBIX W IMPUKIIAIHBIX
HayJIHBIX WCCIEMOBAaHUI B 00JIaCTH T€HETHKM YejloBeKa
W METUIIMHCKON TEHETUKU IUIST 00eCTiedeHUsT BBICOKUX
CTaHIAPTOB B KIIMHUYECKOW TIPAKTUKE U OOJeTICHUS
obmeHa wuHbOpMaLMeil MexXIy BCeMH, KTO pas3iessieT
9Tu 1eau. OOIIECTBO MOOIIPSIET UHTETpalio HayYHbIX
HCCIeIOBaHU B KJIMHUYECKYIO MPAKTUKY, Mpodeccuo-
HaJIbHOE U 00l1lleCTBEHHOEe 00pa3oBaHUE BO Bcex obJac-
TSIX TeHETUKU YesioBeka [20].

O6mecTtBo Bapuauuii reHoma uyenoBeka (HGVS) —
o(uManbHbIiN 0KUC B ABCTpaIM — LIEJIbIO €TO SIBJISICT-
CsI CONECTBYE OTKPBITHIO U OTTMCAHWIO TCHOMHBIX BapH-
alnif, N3y9eHNe X PAcIIPOCTPAHEHHOCTU B TIOMTYJISIIMSIX
1 HEHOTUITMYECKUX acCOlMalliK, HaKOIUICHUE, ITOKY-
MEHTUPOBaHUE U OECIIaTHOE pacipocTpaHeHre UHHOpP-
Mallu¥ O TCHOMHBIX BapHWalWsaX W CBSI3aHHBIX C HUMU
KIMHUIECKUX U3MEHEHUSX.

Opranuzanust [eHom uenoseka (HUGO) — oduiu-
anbHbl oduc B CuHramype —OaHON W3 Lieieil sIBisieTcs
WCCIIEOBaHNE TPUPOIBI, CTPYKTYPHI, (DYHKIIMU W B3aW-
MOJIEHCTBUST TEHOB, TEHOMHBIX 3JIEeMEHTOB, TEHOMOB Ye-
JIOBeKa M COOTBETCTBYIOIINX TATOTEHHBIX W MOMEITBHBIX
OPraHU3MOB; YCTAaHOBJIEHWE MPUPOAbI, paclpeaeaeHust
1 9BOJTIOIIMOHHBIX U3MEHEHMIA TeHETUECKOM M3MEHUNBO-
CTH y YeJIOBeKa M IPYTHX OPraHU3MOB; U3yIeHHE B3aUMOC-
BSI3U TCHETUIECKON M3MEHIMBOCTH U OKPYXKAIOIIEH CPeIbl
B TIPOMCXOXICHUN 1 XapaKTePUCTUKAX YETIOBEUSCKIX T10-
MTYJISIIAI; MCClieMOBaHWe TTPUYMH BO3HUKHOBEHMS, CITO-
Cc000B JieueHUs U MpouIakTUKK 3a0oseBaHuii [21].

OHJlaliH MEHJIIEJIeBCKOE HacjeloBaHUe Y YyejloBeKa
(OMIM) — uHTepaKTUBHBI/ KaTajor IeHOB 4YeJloBeKa
U TEHETUYECKUX PACCTPOMCTB, KOTOPHI OOHOBISIECTCS
€XeTHEeBHO U MPEeIOCTABISIET CChLIKU Ha OMyOJIMKOBaH-
HBIC CTaTbW, OIMCHIBAIOIIME W3MEHEHMWsI, CBsSI3aHHBIE
¢ nedexkramu 6osee yeM 12 000 reHoB [22] u ap.

3 MI/IOKJ’[OHYC—BHI/IHCHCI/IH C «pBaHbIMM» KpaCHBIMU BOJJOKHAMM.
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Jlumeunosa H.A. u coaém. T1aToreHHbIE TOUEUHBIE MyTalIMK MUTOXOHIpHanbHOI JIHK

C pocTOM BO3MOXHOCTEH IO YCTAHOBJIEHUIO MOCe-
nmoBarebHOCTH JIHK ¥ BBISIBICHUIO accolMaliii TeHe-
TUIECKUX M3MEHEHUN ¢ KIIMHUIECKUMU TTPOSIBIICHUSIMU
BO3HUKJIa HEOOXOIUMOCTb B CO3IaHUU pecypca, 00beau-
HSIIOIIEeTo MHGOPMAITUIO 0 MUTOXOHAPUATBHON CTPYKTY-
pe TeHOMa B Pa3INIHBIX ITOMYJISIIIUSX, TTATOTCHHBIX MyTa-
LIHASIX, MX KIMHUYECKUX XapaKTepUCTUKaX W TeH-TEHHOM
B3amMogeiictBum. Tak, 6osee 18 et Ha3axm ObLIa co3maHa
6aza MITOMAP [23, 24], koTopast SIBJsIETCSI OObEAUHSI-
olKM daemMeHToM i aHanuza MTAHK [25] u ciayxut
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HOpa)KeHI/le cepana nmpyu HaCJIeACTBECHHBIX HEPBHO-MbIIIEYHBIX 3a00/1eBAaHMSIX y aereu

O.C. Iposnosa, I.E. Pyoeuckas, T.A. Aosn, JI.A. Xapaamos

Hay4Ho-nccnenoBaTenbCKnin KMIMHNYECKUIA MHCTUTYT Nneanatpum; Megmko-reHeTndeckuin HaydHoln ueHTp PAMH, Mockea

Cardiac lesion in children with inherited neuromuscular diseases

0.S. Groznova, G.E. Rudenskaya, T.A. Adyan, D.A. Kharlamov

Research Clinical Institute of Pediatrics; Medical Genetics Research Center Russian Academy of Medical Sciences, Moscow

IIpencrapieHbl cOBpeMeHHbIE B3LIS/IbI HA KOHIEMIMIO €JMHCTBA MATOJOTMYECKUX M3MEHEHHIi B CKeJIETHOM U cepaevHoil MbIInax
NPH HACJIEICTBEHHBIX HEPBHO-MBILIEYHBIX 3200JI€BAHUAX Y JeTeii: MUOAUCTPO(HAX, CIMHAIBHBIX AMHOTPO(UIX, BPOXKIEHHbIX MH-
onaTusax, MUO(UOPHILISPHBIX MHOTIATUAX, META00INYECKHX MUONIATHSIX, MUOTOHUH, OJIMHEBPONIATHH U JIp.

Karouesnie cnosa: demu, nHepsHo-mbluieuHble 3a601e6aHUS, MUONAMUS, MUOOUCMPODUS, AMUOMPOPUsL, MUOMOHUS, cCepOeUHO-COCYOU-
cmble HapyuwleHusi, KapouomMuonamusl, Hapyuenue pumma cepoya, Hapyuenue npogoouMocmu cepoyd.

The paper presents the current views regarding the concept of unity of pathological changes in the skeletal and cardiac muscles
in children with inherited neuromuscular diseases: myodystrophies, spinal amyotrophies, congenital myopathies, myofibrillar myopa-

thies, metabolic myopathies, myotonia, polyneuropathies, and etc.

Key words: children, neuromuscular diseases, myopathy, myodystrophy, amyotrophy, myotonia, cardiovascular disorders, cardiomy-

opathy, cardiac rhythm disturbance, cardiac conduction disturbance.

336oneBaHmI CEPAECYHOM U CKEJIETHOM MBILILl UMEIOT
MHOTO OOIIeTO B CBOEW 3TUOJIOTUW U MaTOTeHE3e,
ITOCKOJIBKY 0a3upyloTcsl Ha HapylICHUSX ITONepEeIHO-
ITOJIOCATHIX MBI, KOTOPBIE, HECMOTPS Ha CYIIECTBYIO-
IMe pa3Tuaus, 00JagaloT CXOICTBOM B MOJIEKYJISIPHOIM,
aHaTOMUYECKOU cTpykType u dusuonoruu [1]. Jo Ha-
CTOSIIIIETO BPEMEHM MBI OOBIYHO pasfesisieM IaToJIo-
TMYECKWE COCTOSTHMS Ha IMePBUYHBIC HEPBHO-MBIIIECY-
HBIE ¥ MEPBUYHBIC CEPICYHO-COCYIUCTHIE. Bo3MoOXHO,
VIUTHIBAas COBPEMEHHBIC NOCTWMKEHUS MOJICKYJISIPHON
TeHeTUKN U MaTOOU3NOIIOTUN, CJIEMyeT TepecCMOTPETh
B3DJISIIBI Ha B3aMMOOTHOIIICHUST 3a00JIeBaHUIT MUOKapaa
U CKEJIETHBIX MBI, paccMaTpuBasi HEKOTOPBIE M3 HUX
Kak IpOSIBJIEHUS eIMHOTO Tpolecca [2].
HepBHo-MbllIeuHble  3a00J1€BaHUSI  MPEACTABISIOT
OHYy W3 CaMbIX aKTYaJbHBIX TIPOOJEM COBPEMEHHOM
KIMHUYECKOW HEBPOJIOTUM BBUIY WX IMUPOKOM cymMMap-
Hoii pacnipoctpaHeHHOocTH — 250—300 Ha 1 000 000 Ha-
ceneHus (uiu okosno 1:3500 HaceneHMs1) M OTCYTCTBUSI
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93¢ deKTUBHBIX METONOB JieueHus. B HacTosiiiee Bpewms
u3BecTtHO 6osiee 40 reHOB, MyTallMM KOTOPbIX TPUBOMSIT
K BOBHUKHOBEHUIO JUJIATAllMOHHOW KapIWOMHUOIATUU.
[MpumeuartesieH TOT (HakT, 9YTO MyTaruu 25% 3THUX TCHOB
BBI3bIBAIOT HEPBHO-MbILLIEYHbIE 3a00J€BaHUSI Kak aj-
JiesbHble (popMbl KaparoMmuonaTuu [3].

Krnaccudukanuysi HacienCTBEHHbIX HEPBHO-MbIILIEY-
HBIX 3a00JIeBaHUI Y IeTeli BKIItovaer [4]:

1. Mbimeynbie auctpodun: [romeHHa; bekkepa;
Omepu—/peiidycca; HecnpuH3aBucumble; JlaHmy3u—
HexeprHa (TUieueonaToYHO-JIMIEBbIe); KOHEUHOCTHO-
nosicHble MuoaucTpoduu (paHee Muoauctpobumn dpda—
Pota) u ap.

2. BpoxneHnble MblimieuHbie auctpoduu: betiema;
VYnbpuxa; MEpO3MHOBBIE; JIAMUH3aBUCUMbIE; UHTETPUH-
3aBHUCHUMasl; BapUaHTbl CHUHIpPOMA PUTMAHON CIUHBIL;
CBSI3aHHbIE C lepeKTaMUu TJMKO3UIMPOBaHUSI (MUOOU-
crpodus Dykysima, TUCTPOTIIMKAHOBBIE MUOIUCTPODUHN
W TIp.) U Ap.

3. BpoxneHHble MUOTIATHM: HEMAIMHOBbIE MUOTIATUU;
BPOXIEHHAs MUOIMNATUS C AMCIPONOPLUUEH TUIIOB MbI-
IIEYHBIX BOJIOKOH; LIEHTPOHYKJIeapHble MUOIMATUU; OO-
JIe3Hb LIEHTPAIbHOTO CTEPXKHSI; 00JI€3Hb MHOXECTBEHHbIX
CTEpXXHEH; TUaJuHOBbIE; MUO3UHOBBIE; BPOXIECHHBIE
MUONaThU ¢ paTaJbHON KapAMOMUOIATUEN U JIp.

4. JlucTajibHble MUONATHM: MUOTWIMHOBasi, HEOyu-
HoBasl, KaBeosnmHoBasi, Miyoshi, Nonaka, Benannepa,
NMHaMUH-2-3aBucuMasi, bunamuH C-3aBucuMas u Jp.

5. lpyrue muonatuu: MuoDUOPUIUISIpHBIE, CKaMyJio-
nepoHeaabHas U Tp.

6. MuoToHMYeCKHEe CHHAPOMbI: MUOTOHWYECKAs] AU-

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014

35




crpodus 1-ro u 2-ro TMMOB, MUOTOHUS TomMceHa, MUO-
ToHus1 bekkepa u np.

7. 3a00JeBaHisA HOHHBIX MBIIIEYHBIX KAHAJIOB.

8. 3710KayecTBEHHbIE THIIEPTEMUM.

9. MeTadoimyecKue MUOIATHI: OOJIE3HN HAKOTIICHUS
[JIMKOTeHa; aHOMaluy MeTaboIu3Ma JUMUIOB (B TOM UU-
cJie HapylIeHus OOMeHa KapHUTHHA).

10. BpoxneHHble KApAMOMHONATHH C MUOTIATHYECKUM
CHHAPOMOM: HEAPUTMOTEHHbIE (AUIaTallMOHHbIE, TUTIEP-
TpodUyeCKue, PeCTPUKTUBHbBIE U JP.); ApUTMOTEHHBIE.

11. BpoxaeHnHble MUACTEHHUH.

12. 3aboneBaHusi MOTOHEHPOHOB: CIIMHAJIbHBIE MBbI-
1eYyHble aTpoduu, aMUOTPOPUUYECKUN JiaTepabHbI
CKJIEpO3 U JIp.

13. BpoxneHHble aTaKCHM: B TOM YHUCJIE aTaKCus
®punpeiixa.

14. BpoxaeHHble MOTOCEHCOPHbIE HEBPONMATHH: Ba-
puaHTbl HeBpornatuu Llapko—Mapu—Tyra (1oMrHaHT-
HbIE, PELIECCUBHbIE, IUCTAJIbHbBIE U IP.).

15. HacnencTBeHHble Napanjeruu.

16. JIpyrue HepBHO-MbIII€YHbIE 3200JI€BaHUS.

MuonaTuyeckuil CUHAPOM BO3HUKAET MPU pa3iny-
HbIX HEPBHO-MbILLIEYHBIX 3a001€BaHUsIX. B OOIbILIMHCTBE
CJlyyaeB OH JIOMUHMPYET B KIIMHUYECKON KapTHUHE, pexe
— TMpOTeKaeT NapauleibHO C MOPaXEHUEM CepAeYHON
MBIIILbI, IPU OTAEIbHBIX HO30JOTUSIX — CUJIBHO MacKu-
pPOBaH TPOSIBIEHUSIMU CEPACYHO-COCYIUCTBIX Hapyllle-
HUit [S—7]. B aT0i1 CBSI3M HE TOJIBKO HEBPOJOTU JOJXKHbI
MPOBOAUTH Y OOJIbHBIX C HEPBHO-MBILLIEYHBIMU 3a00J1e-
BaHUSAMM CKPWHUHT Ha HAJTMYWE KapaUaIbHBIX Hapyle-
HUI{, HO W KapauoJyioram cljienyer oOpaillaTb BHUMaHUe
Ha HAIMYME MUOMATUYECKOTO CUHAPOMA y OOJIbHBIX, IMO-
CKOJIbKY BBISIBJIEHUE TOPAXEHUS 00EUX CHCTEM MOXKET
B 3HAYMTELHOU CTeNEeHU CY3UTh TudbepeHIIMATbHO-I1-
arHOCTUYECKU I TTOUCK, a MPEBEHTUBHOE JIeUEHUE Cepaey-
HO-COCYIUCTBIX HAPYILIEHUI MO3BOJISIET TPOMIUTh XKU3Hb
00JIBHOMY C HEPBHO-MBIIIIEYHBIM 3a00JIeBaHEM [§].

IMopaxeHue cepAeyHOW  MBIIILBI  XapaKTePHO
ISl TPOTPECCUPYIOIIMX MBIIIEYHbIX OUCTpoGUil, Bpo-
JKAEHHBIX MMUonaTtuil [9], BocHaauTeNbHBIX MUOMNATHIA;
MeTaboM4YecKuXx 3a0ojieBaHUN (IJIMKOTEHO30B, MEpU-
OIMYECKOTO Mapainya, MUTOXOHIPUAIbHBIX 3a00seBa-
nuit) [10]. KpoMe Toro, mopaxeHue cepiilia BOSHUKAET
MpY HACJIeICTBEHHBbIX HEHPOJEreHepaTUBHBIX 3a0oJie-
BaHMsX (atakcust Ppuapeiixa, CIMHATBHBIC MBIIICUHBIC
atpoduu), aTakxke MNPU MOJIUHEBPOMATUSIX: CUHIPOME
Ieiiena—bappe, cunnpome Pedcyma, 6one3nu lapko—
Mapu—Tyra [11].

Hamu npennpuHsTa TMOMNBITKA CUCTEMaTU3allUU
Y aHaju3a TMOpaXeHUsl CepAeYHO-COCYIAUCTON CUCTe-
Mbl TIPU HEPBHO-MBILIEYHBIX 3a00JeBaHUsSIX. Xapak-
Tep MopaxKeHusl MUOKapAa MPpU pa3IuuyHbIX BapuaHTax
HEPBHO-MBIIIEYHbIX 3a00JI€BaHUI, B MEPBYIO OYEPElb,
OnpeesieTcs TEHeTUYeCKUM 1edeKTOM, HO MOXET pa3-
JINYATBCSI B 3aBUCUMOCTH OT TSKECTU (DYHKIMOHATBbHbBIX
pPacCTpONCTB, BO3HUKIIUX B CBSI3U CITUM Je(hEKTOM,

OB30PbI JINTEPATYPbI

1 OT MMATOTCHETMYECKUX MEXaHW3MOB, KOTOpbIC HETO-
CPEICTBEHHO TIpUBEIM K (POPMUPOBAHUIO CEPACIHO-
COCYIUCTBIX HapymeHuid. [Ipy 3TOM HO30J0TMYECKast
dbopma He Bcerma CONPOBOXIAETCS OTHUM BHUIOM Cep-
JIEIHO-COCYIUCTHIX HapymeHU. [TpakTuIecKu s BCex
HEPBHO-MBIIIIEYHBIX 3a00JICBaHUN XapaKTEpPeH CITEKTP
KapIuaJbHBIX aHoManuii. Hambojee yacTo BCTpedaer-
Cs KapIMOMMOITaTUsI, KOTOpasi B TOW WJIM WHOM (opme
U CTETICHU TSKECTHU TIPUCYTCTBYET ITPU BCEX HEPBHO-MBI-
IIEYHBIX 3a00JIEBaHMAX, TMPOTEKAIONIUX C ITOpaKeHUEM
cepmiia. HapymeHuss puTtMa W ITpOBOIMMOCTH  Cepalia
TaKKe HEepelIKo OOHapYXWBAIOTCS IIPW paccMaTpuBac-
MBIX 3a00seBaHUSAX. OMHAKO YacTOTa BBISIBICHUSI TOTO
WY MTHOTO BWIA HApyIIEHWI PUTMa | ITPOBOAMMOCTH
CHUJTBHO BapbUpYeET, a TSOKECTh MPOSBICHUI MOXET OBITh
pa3IuyHOM.

Mbimeynble auctpoduu

[Iporpeccupytorast MuledHast nuctpodus JdomeH-
Ha — OJlHa U3 HauboJjiee paclpoCTpaHEeHHbIX (HOPM MUO-
MMaTuii B JeTCKOM Bo3pacTe. YacToTa BO3HMKHOBEHWS
3aboneBaHust coctapisier 30:100 000 HOBOPOXIEHHBIX
MaTbuuKoB. CepnedyHO-COCYIUCThIC HapYIIIeHUS Y O0JTb-
HBIX B OCHOBHOM TMPOSIBISIOTCS  KapIMOMMOIIATHEH
U PUTUIHOW CUHYCOBOM Taxukapaueii [12, 13]. ¥V yactu
MMallMEeHTOB BO3HUWKAIOT HapyIIeHWs pUTMa cepama (cy-
MMPaBEHTPUKYIISIPHAS. U1 XETyIOYKOBasT 3CTPACUCTOIHS,
HEYCTOMYMBAsT CYNpPaBEHTPUKYJISIpHAS TaxXWKapaus, Ia-
pOKCU3MaJlbHasl Taxukapaus), pexe (0ObIYHO Ha Mo3[-
HUX CTamusX 3a00JIeBaHWS) DPa3BUBAIOTCS KU3HEYTPO-
Kale XeiaynoukoBble aputmuu [14, 15]. Ilepsbie
TPU3HAKKA TTOPaKeHMWST CepiAla MOXHO 3aMETUTh YXKe
B Bo3pacte 6 et [16]. be3 aeueHusT K cepelrHe BTOPOI
TeKabl KU3HU TPAKTUIECKU Y BCeX OOJIbHBIX pa3BUBa-
€TCs KapAMOMUOIIaTHs C 3aCTOMHOM CEpIeYHO HerocTa-
TouHocThiO [17, 18]. TlopaxkeHue cepaedHO-COCYIUCTOM
CHCTEMBI CIIY>)KUT OCHOBHOM IMTPUIMHOM JIETATLHBIX UCXO-
nmoB [19].

[Iporpeccupytornass MbIedHast apuctpodus bekke-
pa umeeTr pacrnpoctpaHeHHOCTh 3,2:100 000 u yacToty
1:18 000 HOBOPOXIEHHBIX MaJbYMKOB. Y OOJbHBIX BbI-
SIBIIACTCST TIOpakKeHUE MHUOKapha IO TUITY YMEpPeHHOM
CHMMETPUYHON HEOOCTPYKTMBHOM TUITEPTPOGUU C TIO-
CJICAYIOLIEH IMPOrpeCCUpYIOIEe BBIPAXXEHHOW auJiaTa-
LIMel MOJIOCTH JIEBOTO XeJyA04yKa, COMpOBOXAatoUIecs
3HAYUTEBHBIM TTPOTPECCUPYIONTUM CHIKCHUEM COKpa-
TUMOCTH MUOKapna. Ha c¢oHe mumatariuu JIeBOTO XKemy-
JTOYKa MOSIBIISICTCS] MUTPAJIbHAST PETYPTUTAITUS IO BTOPOIA
cTeTieHU (peke — aopTaibHas), a Takke HapyIICHUS
pUTMa M/vau ipoBoauMocTH cepaua (y 48% OONBHBIX),
YTO TaKKe CO3MAET MPEITOCHUTKA UTSI BTOPUIHOTO PEMO-
NeJIMPOBaHUs MMOKap/a Mo TuIy auaarauui [20].

OTIUIUTETPHOM  OCOOEHHOCThIO  MUOTUCTPODUit
Omepu—/lpeiidycca sBisgeTcss NpeBaIMpPOBaHUE TMa-
TOJIOTUM  CEPIEYHO-COCYIUCTOM CHUCTEMBI B OOIIEi
KJIMHUYEeCKON KapTuHe 3abosieBaHus [21]. JleGioT cep-
NIEIHO-COCYIUCTHIX HApYIIEHUN MOXET HaOIoIaThCs
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I pO3HO6a 0.C. u coasm. HOpa}KCHI/IC cepaua mpu HacJaCACTBEHHBIX HCPBHO-MBIIICYHBIX 320071eBAaHUSX y neten

IO TIOSIBJICHUST KIIMHWUYECKU 3HAYMMOM MBITIIEYHOM Clia-
6octu [22]. CnekTp cepaedyHO-COCYAUCThIX HapyIIeHU
KpaliHe pa3HooOpaseH. JIj1s1 ayTOCOMHO-IOMUHAHTHBIX
(opm Oosiee xapaKTepHbl CyNpPaBEeHTPUKYJISIPHbIE apUT-
MWW, TTAPOKCU3MAIbHAS TaXUKapOus, KeIyIouyKoBast
9KCTPACUCTONIMS (YaCTO BBICOKMX rpamaiuii 1o JlayHy),
aTpUOBEHTPUKYJsIipHasa Onokanma [23]. dnsa X-cueruieH-
HBIX (OPM OUYEHb XapaKTepHO HAJIWYME TPeTIeTaHUs
npejacepaAnil, CHHApOMa cJ1aboCTH CUHYCOBOTO y3J1a, Opa-
MUKapAUW, aTPUOBEHTPUKYJSIPHON OJIoKambl, Ha (poHe
KOTOPBIX TTPOSIBIITIOTCS Pa3IMIHbIC BAPUAHTHI TTPECep-
HBIX U XeJTYI0YKOBbIX apuTMuii [24]. UMeHHO mopaxke-
HWE CepICTHOM MBIIIIIEI ¥ IIPOBOISAIICH CUCTEMBI Cepalia
CITY>KUT OCHOBHOM TIPMYMHOM JICTATBHBIX MCXOMOB. B m0-
TABJISIIONIEM OOJIBIITMHCTBE CIydaeB NMPUYMHOU CMEPTH
SIBIITFOTCST HAPYIICHUST PUTMA U TIPOBOIUMOCTH WJIH Cep-
TleIHast HEIOCTaTOYHOCTh BCIICACTBUE Pa3BUBIIICHCS Kap-
nvuomuonaruu [25].

KoHeuyHOCTHO-TIOSICHBIE (DOPMBI TTPOTPECCUPYIOIINX
MBIIIIEYHBIX AUCTPODUil (K HACTOSTIIEMY BPEMEHU BBI-
neneHo okosio 30 ¢opM) MMEIOT pa3iiMyHble BapMaHThI
HacyienoBaHus. [lonynsiuvoHHast (KyMyJasTUBHasi) 4Ya-
cTota BceX (OPM KOHEYHOCTHO-TIOSICHBIX MBIIICUHBIX
nuctpoduit coctasasier 1,2—2,5 Ha 100 000 HaceneHus.
CepmeyHo-COCyINCThIe HapyIIeHUST B BUAE Kapawo-
MUOTIATUH, aHOMAJIWi pUTMa W MPOBOIMMOCTU Cepalla
BoIsiBIIsIIOTCS Tipu popmax 2D, 2E, 2C, u 2F (ayrocom-
HO-PEIIECCUBHBIX), CBSI3aHHBIX COOTBETCTBEHHO C ITaTO-
Jorueit a, B, y- M O-CyObeAMHMI] TUCTPOGUHACCOIUU-
POBaHHOTO CapKOTJTMKAHOBOTO KOMITIeKca [26], a Takke
npu dopme 21, cBsizaHHO# ¢ MyTauueit reHa FKRP [27],
TIPY KOTOPOI TIPUMEPHO Y TIOJIOBUHBI OOJTLHBIX Pa3BHBa-
eTcs muTaTaliioHHas Kapauomuormnarus [28]. @opma 1B
(ayTOCOMHO-/IOMUHAHTHAs1), OOYCJIOBJICHHas] MyTallMsI-
mu reHa LMNA v sBisiionasicst ajuieJIbHbIM BapMaHTOM
ayTOCOMHO-TOMMHAHTHOM (hOPMBI MHUOTIATUUA DMepU—
Jpeiipycca, MOXET COIPOBOXAATHCS OUIATALIMOHHOM
KapAOMHOTIaThe !, GUOPWLISIINEH 1 TTapaImdoM TIpe]i-
cepauit, XKeaymOYKOBBIMU ApUTMUSIMU, aTPUOBCHTPU-
KyJISIpHOI OJIOKaJ0il ¥ BHE3aITHON CeplIeYHO CMEPThIO,
OITHAKO BHIIIICOTIMCAHHbBIC U3MEHEHUST O0HAPYKIBAIOTCS
B Ooyiee TMO3MHEM BO3pacTe, YeM IIPU MUOTIATUM DMe-
pu—Hpeticdycca [29—31]. Tlpy KOHEYHOCTHO-TOSICHBIX
TIPOTPECCUPYIOIINX MBIIICUYHBIX TUCTPODUIX (0COOECHHO
npu dopme 1B) MoxXeT BBISIBISATbCSA (UOPOATUTIO3HAS
JeTeHepanysl MUOKapaa TIpaBoro, a TakKe JICBOTO XKeJTy-
JIo4koB [27]. B enMHUYHOM HaAOJIIOJEHUM OMMUCcaHa Kap-
nuomuonarust mpu ¢popme 2A [32], onHako 6osee yacto
OTMEYaeTCs] BTOPUYHOE DPEMOICIMpPOBAaHWE MUOKapra
Ha ¢oHe KJIaraHHoi nuchyHkuuu [33].

YacTtoTa BCTPEUAEMOCTH  ILICUEIONATOTHO-JIUIIC-
Boit muomuctpobuu Jlanmysu—JlexepuHa cocTaBisi-
er 2,9Ha 100 000 HaceneHus. DTO TPEThsl IO YACTOTE
BCTPEYAEMOCTH TIPOTPECCUPYIONIas MBIIIeYHas! UCTPO-
¢us [34]. HapyuieHust putMa v NPOBOAMMOCTU CEpILIA
BBIBIISIIOTCSL ¥ 12% OGONBHBIX. B OCHOBHOM 3TO MapoK-

cu3MasibHasl TaXUKapAusl W HEYCTOWYMBasi CyNpaBEeHT-
pukyssipHas Taxukapaus [35]. JoKyMeHTUpoBaH ciyyaii
Je010Ta MJIeYeI0NaToYHO-TMLEBO MUOAUCTPODUHU C TH-
neptpodudeckoit KapauomuonaTueii [36]. Cpenn npyrux
BUJIOB CEPACYHO-COCYIUCTBIX HAPYLIEHUI OTMEUYEHbI AU~
JlaTallMOHHAs1 KAapJMOMUOIIAaTHsl U HApyLLIEHUsI TPOBOI -
moctu cepaua [37].

BpoxneHnHbie MuonaTun

BpoxaeHHble MUONIATUM — LIEHTPOHYKJIEapHasi MUO-
natusi, MUOTYOYJIsSipHasi MUOMaTUsI, 0OJE3Hb LIEHTPaJIb-
HOTO CTEpKHsI, HEMAJIUHOBasi MUOIATUS, BPOXIECHHAas
JIMCTIPOTIOPIIMSI MBILIEUHBIX BOJIOKOH — TaKXke MOTYT CO-
MPOBOXIATHCS MOPAXKEHUEM CEPACUYHO-COCYTUCTON CUC-
TeMbl [38, 39]. CnekTp HapyllleHU I BKJIIOYAET pa3iuuHble
BapuUaHTbl MUOKapAUaibHON NUCHYHKIIUMU, PEMOIETU-
poBaHKME MUOKAPIA U pa3InyHbIe BUIbI KApAUOMOIIATHIA.
TsxecTb mopaxeHusi cepAla BapbupyeT OT MUHUMaJlb-
HOI /10 cpefHeit mpu 0OJbIIMHCTBE (DOPM BPOXKIEHHBIX
muonaTtuii. B GoNbIIMHCTBE ClyyaeB U3MEHEHUsI HOCST
MeJUIEHHO Nporpeccupyoimi xapakrep. BoaMmoxHo pas-
BUTHE JIETOYHOI runepTeH3uu [40].

ITpy HEMAIMHOBBIX MMOMATUSIX KapAUOMUOMATHS
(0OBIYHO IUIATAlIMOHHASI) OMUCHIBAETCS peaKo. Y oT-
JENbHBIX OOJIbHBIX JAWJIATAllMOHHAs KapAuOMUOIATHUSI
SIBJISIETCSl MaHU(MECTUPYIOIIUM CUMIITOMOM 3a00JjieBa-
Husl. TeyeHUe KapAMOMUONaTUM — N0OpPOKaYeCTBEHHOE,
OIHAKO MOTYT HaOJI0JAThCsl BHE3aIMHbIe BbIPAXXKEHHbBIE
yXyILIeHUs1 Ha hoHe COMyTCTRYIOIIEl naTojgoruu. B ciy-
4asix C paHHUM [e0I0TOM MUOINATUYECKOTO CUHIpPOMA
U KapJIMOMHUOIATUU MOCTEIHSIS MOXET ObICTPO MpPOrpec-
CUPOBaTh U MPUBECTHU K JIETAIbBHOMY Hcxoay [41, 42].

JIpyrue MuOnaTHu

MuodubpusisipHple  MUOINATUU  (IECMUHOMATUS;
MHOTIATUH, CBSI3AHHBIC C ITATOJIOTHEH [B-KpUCTaJUTMHA,
dunamrHa, MUOTWIMHA, OOYCJIOBJIEHHbIE nedexkTaMu
reHoB BAG3 v LDB3) Takxe NpOTEKAlOT C BOBJEUYEHU-
€M CcepleyHO-cocyaucToil cuctembl. OtaenbHble Hop-
MbI COMPOBOXIAIOTCSI OCOOEHHO TSIXKEJIbIM MOpakKeHUeM
cepalia 'y O0JbIIMHCTBA OOJbHBIX: JAECMUH3aBUCUMASs
muonarusi, GujiaMMH3aBUCUMAasi MUOMATUSI, MEPO3UHO-
MaTuu, AUCTPOITIMKAHONATUU, BPOXIEHHbIE MUOMIATUH,
00YCJIOBJICHHBIC MyTallUsSIMU T'eHa JlaMuHa [43].

ITpu necmMuH3aBUCUMO MUODUOPWILISIPHONW MUOTIA-
TUU YACTO Pa3BUBAETCS apUTMOIEHHAsl AUCILIa3usl Mpa-
BOTO KeJIyJ0uKa, YTO MOXET NMOTPeOOBATh TPaHCIIJIaHTA-
uuu cepaua [44]. Takke npu jecMUHONATUHU BO3MOXKHO
pPa3BUTKE MOJTHON aTPUOBEHTPUKYJISIPHOM OJIOKAIBI C HE-
00XOJMMOCTBIO UMIUIAHTAUUU  DJIEKTPOKAPAUOCTUMY-
nstopa [45]. I[Mpu HaGaoaeHUU rpyrnbl U3 28 GOJIBHBIX
c IecMUHOMAaTher y27 MalueHTOB ObLIA BbISIBJIEHBI
BBIPDAXXEHHBIE CEPIEYHO-COCYAUCTbIE HapylieHust. Oc-
HOBHOM TIpo0GsieMoli ObUIO MporpeccupoBaHue (MHOTrIA
TOPMUAHOE) aTPUOBEHTPUKYJSIPHOW OJIOKAIbl U BHE-
3amHas cepaeyHas cMepthb. 3a 10 et HabroneHuit 18%
0OJIHBIX YMEPJIU OT CEPAECUYHO-COCYIUCThIX HApYILIEHU,
emie y 46% OBbITM BBISIBJICHBI KU3HEYTPOXKAIOIINE U3Me-
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HeHus cepaua. [1py s3ToM He HabMINAT0Ch KOPPEsIuu
MEXIY TSDKECThIO MUOTIAaTMYECKOTO CUHAPOMA U KapIu-
AJBHBIX HapyIIeHUH [46].

IMpu punamuHzaBUCcUMON MUOGUOPUILISIPHON MUO-
MaTUM OTMEYaeTcsl TSKeJoe MopaxkeHue cepila B BUIE
NAJATAllMOHHOM KapJMOMUOIATUU BCJIEICTBUE MHOXE-
CTBCHHBIX Pa3pbIBOB MBIIIICYHBIX BOJIOKOH TTPU MEXaHU-
yeckoM crpecce [47].

HennddepenmpoBanubie MUOGUOPUILISIPHBIE MUO-
MaTUM TAKXE MOTYT COIMPOBOXAATHCS TSKEIbIMU Cep-
JIEIHO-COCYIUCTBIMA  HApYIICHUSAMU: PECTPUKTUBHAS
KapIMOMUOIIATHSI, aTPUOBEHTPUKYJIsSIpHasl Oyiokana, na-
POKCH3MaJTbHAS TaXWKapIvsi, HEYCTOWYMBAsT CYIIpaBeH-
TPUKYJISIpHAS TaXWKapIus, HapylIeHUe PeITosIpru3auu
Muokapaa, GuOpUUISIUMS Mpencepauii, OCIOXHEHHast
TpoMboaMOoueii [43]. B ienoM yacrora pa3BuTus Kap-
TUOMUOTIATAN TIPU MUOGMUOPWUTIPHBIX MHUOIIATHSAX CO-
craisieT 15—30% [48].

Bpoxnennbie MblnieuyHbie AUCTPohun

K BpoXXIeHHBIM MBIIIIEYHBIM TUCTPOMDUAM, TIPOTE-
KalOUIMM C MOpaXXeHUEM Ccepiilia, OTHOCATCS MEPO3UHO-
TIaTWW; MUOTIATUH, CBSI3aHHBIC C Ae(HUITMTOM KoJUlareHa
VI Tima; mUCTpOTTIMKAHOIIATUY, JTAMHUH3aBUCUMBIC BPO-
KIEHHbIE MHOTIATHUM, a TAKXe BPOXICHHBIC MUOIIATHH,
CBsI3aHHBIE ¢ MyTanueir reHa SEPNI, xotopble paHee
paccMaTpUBAIMCh B paMKaX «CHHIPOMa PUTHIHOTO ITO-
3BOHOYHUKA» [49]. 751 MEpO3MH3aBUCUMBIX MUOMATUI
XapaKTepHO PeMOJIEIUPOBAHUE MUOKapa Mo TUIY JAuJia-
TallMU C MOCIEAYIOIIMM MPUCOSTUHEHUEM CUCTOMYECKOM
nucdyHkimu. JucrpornukaHonatui Haubosiee 4acTo co-
MPOBOXKIAIOTCSl PA3BUTUEM KapAMOMUOIATUM IO qujiaTa-
IIMOHHOMY THUITY C TSDKEJIBIM TEYCHUEM, OTTMCAHBI CTydaur
rUnepTpodUIecKoit KapaAuOMUOIIATUH, a TAKXKE U30JIUPO-
BaHHOI cucronnyeckoil nucdynkiuu [50]. Tlo naHHBIM
M. Pane u coaBrt. [51], yacToTa BBISIBJICHUS OUJIaTallMOH-
HOI KapIMOMHUOMNATUN C 3aCTOMHOI CepleyHoil HenocTa-
TOYHOCTBIO Y IETe!l C maTtojorueil anbda-nucTporaiukaHa
(cpenHuit Bo3pact 102 obOciemoBaHHBIX OOJBHBIX HA MO-
MEHT TOoCJIefIHEro oOpailieHust O6bu1 9,3 roga) cocraBisieT
5—6%, B TO BpeMsT KaK HapyIIeHUs ITPOBOIUMOCTH Cep-
A BBISIBJISIIOTCS TOJIBKO Y 1% mManeHToB. B oTmembHbIX
CJIyyasix MopaxXeHue cepilia MOXET MPOTEeKaTh C SIBIECHUSI-
MU BbIPaXXEHHOM cepAeYHON HEA0CTATOUHOCTH [52].

[Tpu BpoxXneHHON MbIeyHoi muctpodum Dykys-
MBI TWJIaTallMOHHAs] KapIMOMMOIIATHST oTMedaeTcst y 6%
OOJIbHBIX, TPU OTOM CHUCTOJMYECKAs MHUOKapauasb-
Hasg nucGhYHKIMA HabmomaeTcss 6onee yacto — y43%.
[MpyuarHO TaKOTO PACXOXIEHUS YaCTOTHI BBISBIISIEMBIX
MPU3HAKOB CIYKUT Pa3BUTHUE MPOTPECCUPYIOLIETO MUO-
KapauaabHOro (hubpo3a, MpensaTCTBYIONIEro AuaTaluu
KeTyI0uKoB. Bce M3MeHeHUs TOCTOBEPHO MPOrpeccupy-
10T C BO3PacTOM: Y 00JIbHBIX B Bo3pacTe a0 10 jieT u crap-
me 157er yactoTa MHUOKapAMaIbHON CHUCTOJINYECKOM
IUCOYHKIIMU JOCTOBEPHO pa3inuyaercs [53, 54].

ITpu BpoxxaeHHOI MbllieyHO auctpoduu tuna 1C
TIPUMEPHO Y TTOJIOBUHBI OOJIBHBIX MTUATHOCTUPYIOT ITH-

OB30PbI JINTEPATYPbI

JIATAITMOHHYIO KapmuomMuomnatuio. [t O0JBHBIX BpO-
XIEHHBIMA MUOIIATUSMY, CBSI3aHHBIMU C MyTallMSIMU
TeHa JJaMWHa, XapaKTepHO TsDKeIoe TeYCHUE CepIeTHO-
COCYIUCTBIX HapyIICeHUN C pa3BUTHEM IWIIATAITMOHHOMN
WY TUTIEPTPODUUECKON KapIUOMUOIIATUN ¥ KU3HEYT-
POXAIOIIUX KETYTOUKOBBIX apUTMUIA [55].

B MpoTHBOITONIOKHOCTE  BBIIIIEHA3BaHHBIM  (hopMaM,
MPOTEKAIOIINM  C ITOPAXKEHUEM  CEepIeYHO-COCYIUCTOMN
CHCTEMBI, CYIIECTBYIOT BPOXXIECHHBIC MBIIIICYHBIEC TACTPO-
¢uM, TIpU KOTOPBIX CepAlle He 3aTPOHYTO: 00JIe3Hb YIb-
puxa, BpPOXKICHHAs MMOIATHsI, CBSI3aHHAs C NehUIIATOM
uHTerpuHa. [lo moBomy Muomatuu betnema, Kortopas,
KaK paHee CYMTAJIOCh, ITPOTEKaeT Oe3 TIopaskeHUs ceplia,
MHEHUsI WCcienoBaTeiell HaYMHAIOT MEHSIThCS B CBA3U
C TOSIBJICHWEM TTYOJTMKAITUN O CepIeYHO-COCYIUCTHIX Ha-
PYIICHUSIX TIPY TaHHOU hopMme Muoriati [50, 56].

MuoTtonuueckas auctpodusi

PacripocTpaHeHHOCT MHUOTOHMYECKOW AUCTpOGUN
— 1:8000 [27]. B HacTosiliee BpeMsl BbIACJIEHO JiBa Bapu-
aHTa 3a0oseBaHus: 1-it Tun (6one3up Ll teliHepTa) Hau-
Oosiee pacrnpocTpaHeH U cBsizaH ¢ yBeaunyeHueM CTG-
TPUHYKJICOTUAHBIX TTOCenoBaTesibHOCTel B TeHe DMPK;
2-it Tun (BcTpeuaetcst peako) — c yeeamueHueM CCTG
— TEeTPaHYKJICOTUAHBIX ITOCIIENOBATEIbHOCTE B IeHE
ZNF9. XKanoObl co CTOPOHBI ceplia IPEAbsIBIISIOT OKOJIO
30% GonbHbIX. [TopaxkeHue cepaedYHO-COCYAUCTON CHUC-
TEMBI TIpK 1-M THIE BBIABIAETCA y '/, GOJBHBIX B BO3pa-
cre 10 40 ner [57]. [To nanusiM P. Melacini u coaBr. [58],
y MaleHTOB C KOJIMYECTBOM MOBTOPOB 0 500 HOpMalib-
Has DKI Habmromanack B 55% citydaeB, MosiHas 6;10Kaaa
JIeBOI HOXKH ITydka [ica — B 5% cityuaeB, o3 qHMe KeITy-
TIOYKOBBIE TTOTCHIIMAIBI — B 33 % citydaeB, KOMIUIEKCHEIC
KEJTYMOYKOBBIE apUTMHUU OTCYTCTBOBATH. Y MAIIMCHTOB
¢ KonuuectBoM NoBTOpoB OT 500 no 1000 HopMasibHBIE
OKTI'-mokazarenmm peructpupoBaauchk B 50% ciyJaes,
MO3IHME XeJYT0YKOBBIE MMOTEHLUMANB — B 75%, TTonHAas
6JToKaza JIeBOM HOXKM ITyJKa [ica 1 KOMITJIEKCHBIE Xe-
JTyTOYKOBBIE apUTMUU HE BBISIBISUTACH. [lalMeHTHI ¢ KO-
JINYECTBOM TMOBTOPOB 0 1500 1 BbIllle UMETU HOPMAJb-
Hyto DKI B 17% cityyaeB, OJHYO 6JIOKaIy JIEBOM HOXKHU
mmyuyka [iica — B 42 %, mo3MHME XeTyT0YKOBbIC TIOTEHIIN-
ansl — B 83 % M KOMIUTIEKCHBIC apuTMUH — B 29 %. Takum
00pa3oM, TIPOBEICHME MOJIEKYJIIPHOTO TEHETHMUYECKOTO
aHaJTM3a MOXET ITOMOYb B BHISIBJICHUU IMAIICHTOB TPYII-
Bl BBICOKOTO PHCKa TI0 PA3BUTHIO KMU3HEYTPOXKAIOIITUX
COCTOSTHWMI (KeTyJOYKOBBIX TAXMAPUTMUIN U aTPUOBCHT-
PUKYISIPHBIX OJIOKA BEICOKOI CTETICHH).

[To maHHBIM IPYTUX aBTOPOB, B OOJBIIMHCTBE CITY-
YaeB MPU MUOTOHUYECKOU TUCTPODUU 1-TO TUTIA BBISIB-
JIIeTCST CYOKITMHUYECKasl CUCTOIMYECKash MIOKapIualb-
Has pucyHkums (y 18,5% OGONbHBIX), TUACTOIMYECKAsT
MMoOKapananbHas muchyHkous (y 15%), ogHako MOTyT
OBbITb TMArHOCTUPOBAHBI AWJIATALIMOHHAS KapAUOMUO-
matusi, TanepTpodus Muokapna (y 7,4%), HapylreHUs
aTPUOBEHTPUKYISIPHOTO U BHYTPYIKETYIOYKOBOTO IIPO-
BeJeHus1, GUOPUIUISILUS U TpereTaHue npeacepauii [27,
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57,59]. BbicoK puCK BHE3alHOW CEpIEYHON CMEpTU
B CBSI3U € OJIOKa01 MPOBENEHMS [0 CyOrMCCOBBIM CTPYK-
Typam [60]. B 1ieioM B JIeYeHMU CepAeUHO-COCYIUCThIX
HapyleHui HyXnaoTcs 27 % GONBHBIX MUOTOHUYECKOM
nmuctpodwueii 1-ro Tuma [61].

MeTtadoimyeckne 3a00/1€BaHASA

CepleyHO-COCYIMCThIE  HApyLIEHWs] BCTPEYalOTCs
TIPY Pa3TMIHBIX META0OIMISCKUX MUOTIATHSIX, MUTOXOH-
NpUaibHbIX 3a00JeBaHUsIX, CUHIpOMe bapTa, cuHapoMe
MaxJleona [50].

[Tpy MeTaboOTMYECKNX MUOTATHSIX, Pa3BUBAIOIINX-
cs1 ipu riukorenosax 11, 111, IV, VII u IX Ttunos, moryr
HabJ0aThes Cenylole pacCTPONCTBA: MOJHAS ATPUO-
BEHTPUKYJISIpHAs OJIOKama, pUTHIHAS CUHYCOBasl Taxu-
Kapausi, CUCTOTMYECKash MUOKapIuaIbHast TUCHYHKIIHAS
(BIUIOTH [0 3aCTOMHOM CepAeYHOW HETOCTAaTOYHOCTH),
HEKOMIIAKTHBI MUOKapI, THUIEPTPaOeKyIIpHOCTD Jie-
BOTO XeJyI0YKa, TMrepTpodudeckass W TUIaTalliOHHAsT
KapauomuonaTtus [62—64]. Ipu nedexkrax KapHUTHHO-
BOTO OOMEHa Y 9acTH OOJIBHBIX BHISIBIISICTCS KapaIUOMMO-
narusi co crneuuduuyeckumMu HapyieHusiMu Ha DK —
ruranTckumu T-3y6amu [65].

BpoxkeHHble KapIMOMHONIATAN C MHOTIATHYECKHM CHH-
JIPOMOM

YkazaHHble 3200J1eBaHUsI YACTO SIBJISIIOTCS AJIJIEIbHBI-
MU BapyvaHTaMUu MUONATUi (pa3anyHbIX ¢hopM DMepU—
Hpeiidycca, JlolieHHa, KOHEYHOCTHO-TTOSICHBIX MUOIY~
crpodumii TunoB 1B, 1C, 1E, 2F, 2G, 2J, 2L, MMO3MHOBBIX
uT.1.) [4]. OnHaKo B ciyyae ¢ BPOXAECHHBIMU Kapauo-
MUOMNATUSIMU U3MEHEHUSI CO CTOPOHBI CepALIa HACTOJIBKO
BBIPaXKECHBI, YTO HEPEAKO MACKUPYIOT MPOSIBJICHUST MHUO-
rnatuyeckoro cuHapoma. Kak npaBusio, BpOXIEHHbBIE
KapAMOMHOIIATHH, TTpoTeKaone Ha (hoHe MUOITaTuIe-
CKOTO CHUHIpOMa, IUIOXO MOMAAIOTCSl TepaneBTUYECKOM
KOPPEKIINHA 1 UMEIOT (haTaabHBIN McXom [66]; cpoku ero
HAaCTYIUIEHHS] MOTYT CHJTbHO BaphbUPOBATh B 3aBUCMOCTH
OT 3aTPOHYTOTO r'eHa.

B nocneaHee Bpemsi 00sbllioe BHUMaHWE yIeJsi-
eTcsl TIOPaXCHUIO cepila y OONBHBIX CITMHATBHBIMU
MBIIIIeYHbIME  aTpodussmu  [67]. Tlpu atux 3aboeBa-
HMSX B CEpIeYHON MBIIIIEe HapyliaeTcs HOpMalbHOE
pacnpeneneHue necmMuHa (dokanbHO wiu quddy3HO),
YTO, 10 MHEHMIO HEKOTOPHIX McclienoBarteneii [68], 06-
VCJIOBJIMBACT BOBJICYCHUE CEPICYHON MBI B ITaTO-
Jiornueckuii mpouecc. IlaToreHe3 mnopaxeHust cepiaeyd-
HO-COCYJIMUCTON CUCTEMbl MPENCTABISIETCSl CIEAYIOIIUM
00pa3oM: HapyllleHWE JIETOYHOW BEHTWJISILMMU BCJEICT-
BHE aTpOMWM IHIXaTeIbHBIX MBIIIIL W CKOJIMO03a CO3aeT
TIPEIITOCHUTKA K TIOBBIIIICHUIO JTaBJICHUS B MaJlOM KpyTe
KPOBOOOpAIIeHUS W, TaKUM 00pa3oM, K IOBBIIIICHHOMN
Harpy3ke HaIpaBble oThenbl cepaua. OmHako cepiaey-
Hasl MBIIIIA, B KOTOPOU, KaK U B CKEJIETHOM, HAPYIIIEHO
pacrpesieJieHUe LIUTOCKENETHbIX KOMIIOHEHTOB, HE CIO-
coOHa KOMIIEHCHMPOBATh MOBBILIEHHYIO Harpy3ky. [1oa-
TOMY y OOJIbHBIX CO CIIMHAJIbHOW MbIILIEYHOI aTpodueit
(ocobenno I u II TumoB) moutn B 40% ciydaeB BBISIBIISI-

1ot DKI-npu3Haku meperpy3ku IMpaBoro Xeayaodka
W YaIrie, 4eM B IIeJIOM 10 ITOMYJISIIIAN, THarHOCTUPYETCS
Kapauomuorniatust [67]. Kapauomuornatust 0ObIYHO OBI-
BaeT MUJIATAlIMOHHOM, OMTHAKO MOXKET HaOIOIaThCST M TH-
neprpoduyeckas dhopma.

BpoxnenHass arakcust Ppumpeitxa — MyJIBTUCHC-
TEMHOE 3a0o0JieBaHUE, CBSI3aHHOE C HapyUuIeHUEeM CHUH-
Te3a MUTOXOHApUaIbHOro Oejka ¢parakcuHa. Hecmo-
TpsI Ha U3BECTHYIO TEHETUYECKYIO TPUIMHY, ITaTOTeHE3
MOpaxeHusl cepAlla OCTAeTCsS HEeNIOCTATOYHO SICHBIM.
Y nopasnsitoniero 60JbIIMHCTBA OOJbHBIX (hOPMUPYETCS
runeprpodrdeckass KapauoMUOTaThsI, KOTopas HOCHUT
MTPOTPECCUPYIOIINIA XapaKTep U MOXKET IIPUBOANTD K pa3-
BUTHIO CEPACYHON HEIOCTATOUHOCTH C JIETAJIbHBIM UCXO-

oM [69].
ITpu nonuHeBponatusx — 6ose3nu Lllapko—Mapu—
Tyra — aHOMaJIMu CO CTOPOHBI CEPAEYHO-COCYAMCTOMN

CHUCTEMbI BCTPEYAIOTCSI MEHEE YeM y TTOJIOBUHBI MallMeH-
ToB (y 43%). Eciit 13 3THX ciTydaeB UCKITIOYUTH (DYHKIIH-
OHAaJIbHbIE KapJUOMNaTUH, TO YACTOTa CEPAECUYHO-COCYIU-
CTBIX HapyIIeHW cocTaBuT JuIb 13%. Hanbomnee yacto
00HapYXWBAIOTCS HApPYIICHUS IMPOBOIMMOCTU Cepilla,
CyNpPaBeHTPUKYJISIPHAS TaXUKApAUsl U UILIEMUYECKUE U3-
MeHeHus muokapna [70]. [IpuunnHoii 3aboeBaHUs SIBJIsI-
1otcst mytauuu reHa LMNA [27].

SAKJTIOYEHUE

IToaBonst UTOT BBILIEU3IOXEHHOMY, MOXHO KOHCTa-
TUPOBATh, YTO MPU OOJIbILIEN YACTU HEPBHO-MbBIIIEYHBIX
3a00JIeBaHUI UMEETCS MTOPaKeHUE HE TOJIBKO CKEJIETHBIX
MBILILL, HO U MMOKapaa. OTUOJIOTHUSI U MMAaTOreHe3 cep-
JIEYHO-COCYIUCTbIX HApYIIEHUN aHaJOTUYHbI TaKOBBIM
B CKEJIETHOI MBIIIILE — T€HETUYECKU AETEPMUHUPOBAH-
HO€ OTCYTCTBME (WJIM aHOMaJIbHAsl MPEACTaBICHHOCTb)
CTPYKTYPHBIX KOMIIOHEHTOB KJIETOK MOMEPEYHO-TI0JI0-
carblX MbllL. MMmeromuiicst CTpyKTypHBIA nedekT mpu-
BOAUT K (PYHKIIMOHAIBHOM HEKOMIETEHTHOCTU KJIETKU,
YTO B CBOIO OY€pe]b PE3YIBTUPYETCS €€ MPEeXIeBPEMEH-
HOIi rubenblo U 3aMellieHreM GruOpoaauno3HO TKaHbIO.
B 3aBucuMocTH OT GYHKIIMOHATBHON 3HAYMMOCTU U TO-
MUYECKON MPeACTaBIEHHOCTA OTCYTCTBYIOLIMX WJIA aHO-
MaJIbHBIX CTPYKTYPHBIX KOMIIOHEHTOB KJIETKU MTONOOHbBIE
MPOLECCHI MPU HEPBHO-MBIIIEYHbIX 320016 BAHUSIX MOTYT
MpoTeKaTh MPEUMYLIECTBEHHO B CKEJIETHBIX MBILILIAX
WY MTPEUMYILECTBEHHO B MUOKape, GopMuUpyst KIMHU-
YECKYI0 KAPTUHY «[I€PBUYHO MBILIEYHOTO» WM «[I€PBUY-
HO KapAuoJOTMYecKoro» 3aboneBanusi. M kapauosnoram,
U HEBPOJIOTaM CJielyeT BHUMATEIbHO OTHOCUTLCS K HEPB-
HO-MBIIIEYHBIM U CEPIEYHO-COCYAUCTBIM CUMIITOMAM,
He 3a0bIBasi 0 BOBMOXHOCTU €AMHOIO 3TUOJOTMYECKOTO
dakTopa B hopmupoBaHuM 60Je3HU. Takoii moaxon K Be-
JEHUIO MaleHTa OyIeT crocoOCTBOBATh YCTAHOBIEHUIO
TOYHOTO JMarHo3a, BO3MOXHOCTH MPOTHO3UPOBAHUS
TEUEHUs KapJAUOMHUOIATUIECKUX U MUOMATUUECKUX Ha-
pYUIEHUI, ONTUMU3ALMU TaKTUKWA BelE€HUsI OOJBbHOTIO,
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MEePBUYHON M BTOPUYHOUN MPODUIAKTUKE CEPAEUYHO-CO-
CYIUCTBIX PACCTPOICTB, pAHHEMY Havally Je4eHus, alieK-
BaTHOMY IOA0OPY TepaNu U CHUXKEHUIO CMEPTHOCTH.
Bomnpockl npoduaakTUKKU U JeYeHUsl CepaeuHO-COCY-
JIMCTBIX HApYIIEHUI TMPU HEPBHO-MbILIEUHbIX 3a00J1eBa-
HUSIX y IETeil B HACTOsILLEe BPeMsl SIBJISIIOTCSI OOIIMPHON
TEMOM JIsI AMCKYCCUi1, TIOCKOJIbKY MpOopabOoTaHbl HENO-
ctaroyHo. He octapisieT COMHEHUIA, YTO MPU HATUYUU Te-
HETUYECKU JETEPMUHUPOBAHHOTO CTPYKTYPHOTO nedekTa
MOMEPEYHO-T0JIOCATON MBILIILIBI, TPUBOISIIETO K (PYHK-
LIMOHAJIbHOM HETOJIHOLIEHHOCTU Y IMOen KJIETOK, MaTo-
JIOTMYeCcKre U3MEHEHUs OYIyT HOCUTb MPOTrPeCCUPYIONIU i
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PenpoaykTuBHoe 310poBbe 1eBOYEK C BPOXKIAECHHOI rUnepIia3ueil Kopbl HAANOYeYHUKOB*

JI.B. Adamsan, E.A. boedanosa, E.B. Cubupckas, T.M. Ineiouna, M.b. Tapynosa

MOCKOBCKWUIN rocygapCTBEHHbIN MeEOUKO-CTOMAToNornyeckmnii yHnesepcutet um. A.V. EBookmmoBa; MiamannoBckas getckas

ropogckas KnnHuyeckas 6onbHMUA, MockBa

Reproductive health of girls with congenital adrenal hyperplasia

L.V. Adamyan, E.A. Bogdanova, E.V. Sibirskaya, T.M. Glybina, M.B. Garunova

A.l. Evdokimov Moscow State University of Medicine and Dentistry; Izmailovo City Children’s Clinical Hospital, Moscow

BpokieHHas runepmia3usi KOpbl HAANMOYEYHHKOB — TPYNNA HACJEICTBEHHbIX 3200/I€BaHMii, CBA3AHHBIX ¢ psnoM nedekToB dep-
MEHTHBIX CHCTEM HAANOYEYHMKOB, KOTOPbIE BEAYT K HAPYHICHHIO MOJOBOrO pa3BHTHS. 3200JieBAaHUS XaPAKTEPU3YIOTCS TPHAIOM
00s13aTeJIbHBIX MPU3HAKOB: CHIDKEHHE MPOAYKIMH KOPTH301a, BLICOKOE COAepKaHHe aJpeHOKOPTUKOTPONHOTO rOPMOHA B KPOBH,
JIBYCTOPOHHSS THIEPILIA3US KOPbI HAMOYEYHNKOB. B 0030pe mpecTaB/ieH aHAJIM3 AUATHOCTUKH BPOK/IEHHO! THMEPIIA3MH KOPBI
HAJNOYEeYHHKOB, 2 TAKIKE JaHHbIe 0 TUCGYHKIMI MEHCTPYATbHOTO IHUKJIA, BedyIleil K HAPYIEHHI0 PENPOAYKTHBHOIO 310POBbS Jie-

BOYEK.

Knrouegvie crosa: demu, 6poxcoeHHas eunepnaasus Kopbl HAONOYEHHUKO8, penpodyKkmugHoe 300posve, 17-eudpokcunpoeecmepoH,

A0peHOKOPMUKOMPONHbLL 20PMOH.

Congenital adrenal hyperplasia is a group of inherited diseases associated with a variety of adrenal enzymatic defects leading to dis-
orders of sex development. The diseases are characterized by a triad of essential characteristics: decreased cortisol production, high
blood ACTH levels, and bilateral adrenal hyperplasia. The review analyzes the diagnosis of congenital adrenal hyperplasia, as well
as data on menstrual cycle dysfunction giving rise to impaired reproductive health in girls.

Key words:children, congenital adrenal hyperplasia, reproductive health, 17-hydroxyprogesterone, adrenocorticotropic hormone.

POXIEHHAasl TUMNepIuia3ust KOpbl HAAMOYEUHUKOB —

rpynmna BPOXIEHHBIX MOHOTE€HHBIX ayTOCOMHO-pe-
1IeCCUBHbIX 3a0ojeBaHMil. BriepBble 3a00jeBaHNe ObLIO
onucaHo uTanbsiHCKUM aHaTomoMm Luigi De Crecchio
B 1865 1. [1]. OH omuca mareHTa, 3apeTUCTPUPOBAHHO-
r'O B MY>KCKOM T10JI€, KOTOPbIA yMep MPU SIBJICHUSIX PBOThI
U alMHAMUM, TPU BCKPBITUM Y HETO ObLIM OOHAPYKEHbI
BHYTpeHHUE XeHcKue opranbl. B 1886 1. J. Phillips omu-
cajn ciyyail mnceBmorepMadpoauTU3Ma Y HOBOPOXIECH-
HOIi IeBOYKU. TepMUH «aIpEHOTEeHUTATbHBII CUHIPOM»,

* [IpencraBieHHas paboTa BBIITOJHEHA B paAMKaxX IPaHTa IIPE3UIeH-
Ta PO 110 rocyaapcTBeHHOM MOANEPKKE HAYUHBIX UCCIICI0BAHMIA
MOJIOZIBIX POCCUMCKUX YYEHBIX — NOKTOpOB HayK (M/1-853.2013.7).

© Konnektue aBTopoe, 2014
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Anpec a5 koppecnonenmmm: AnamsiH Jleiina BnamumuposHa — akan. PAMH,
npod., 3acn. nesrens Hayku P®D, 3am. mupektopa mo HayuHoui padote HayuHoro
LIEHTpa aKyLIepCcTBa, TMHEKOIOrMK 1 niepuHarosoruut M. B.M. Kyrakosa, 3aB. Ka-
(enpoii pernpoayKTUBHOI MEAUIIMHBI ¥ XUPYPri MOCKOBCKOTO FOCYIapCTBEHHO-
TO MEIMKO-CTOMAaToIorYeckoro yHusepeurera M. A. M. EBnokimMoBa

Bornanosa EneHa AnexcaHipoBHa — 1.M.H., pod. Toii xe kadenpsl

TapyHosa Maruaiutax ByxaprHoBHa — acr1. To e Kadenpsl

Cubupckast Enrena BukropoBHa — 1.M.H., acc. TOii ke Kadeapbl, Bpad TMHEKOIOTH-
YecKoro oTeieHus1 MI3MailIoBCKOiA IeTCKO# TOPOICKOM KITMHUYECKON GOTbHULIBI
MockBbl

127473 Mockaa, yi1. [leneratckas, 1. 20, ctp 1

[biouHa TathsiHa MuxaiiioBHa — 3aci1. Bpau Poccuiickoit ®enepaliviu, 3aB. OTIe-
JIEHHEM TMHEKOJIoruy M3MaityIoBCKOiA IeTCKOi TopoacKoi KIIMHUYECKOI OOTbHU-
1161 MOCKBBI

105077 Mockaa, yi1. Bepxusist [TepBomaiickast, . 48

WY BPOXXJICHHAS TUTIEPIUIa3Wsl KOPHI HaIIIOYCUHHKOB
BriepBbie BBesl A. Gallais B 1912 . [2].

B oTeuecTBeHHOM JUTEepaType O BPOXKICHHON TH-
nepIia3uu Kopbl HaanoyeuHukoB coodumua O. B. Bepe-
muHcKkuit B 1924 1., ontucas 12 ciyyaes [3]. B 50-x romax
MPOIIIIOTO CTOJETUS OBLIO YCTAaHOBJICHO, YTO 3a00JeBa-
HUeE SBIsIeTCS (PepMEHTOMATHEH.

YacroTa HOCHUTENBCTBA KJIACCUIECKON (DOPMBI CO-
craBysieT 1:60. [oJist CoNbTepsIIolieit 1 BUPMIM3UPYIOLIEi
dopm cocrasisiet 67 1 37 % cootBercTBeHHO [4]. YacToTra
BCTPEYaeMOCTH 3a00JIeBaHUS BapbUpPyeT B STHUIECKUX
TpyIIax ¥ reorpacdudeckux 3oHax. HambGonee BbICOKast
JacToTa HabIroaaeTcst B reorpadunIecku N30JTMPOBAHHBIX
MOMYJISIUAX. Tak, Y 3CKUMOCOB AJISICKM OHa COCTaBIISET
1:280 [5], B monynsiium ¢ppaHIly3cKOro octpoBa PetoHb-
oH — 1:2100 [6], Ha ®ummnmuHax — 1:7000 [4]. Heo-
HaTaJIbHBII CKPUHWUHT HE MMEET BO3MOXKHOCTH TOYHO
OTIPEACTTUTh YacTOTy BCTPEYaEMOCTM HEKIaCCHISCKOM
hopMBI BpOKICHHOM TUITEPIUIA3WMKM KOPBl HAATIOYCUHHU-
KOB, HO CUMTAaeTCs, 4TO CTepTasl HeKiaccudeckas hop-
Ma B YCpPETHECHHOM 3HAaYCHUM BCTpPEYacTCS C 9acTOTOM
1:1000 B momynsitiuy Gesoro HacedaeHust 3emiu [7, §].
Tak, yacToTa BCTPEYaeMOCTH CTepPTON (HOPMBI ¥ eBpeeB-
amkeHasu cocrasisier 1:27, B Ucrmtanum — 1:53, B FOro-
ciaBum — 1:63, B Utaymmum — 1:333, BreTeporeHHOMN
nonynsiumu Heto-Mopka — 1:100. Takum o6pa3om, cra-
HOBHUTCS SICHO, YTO HEeKJIaccmueckast popma BpoxKIeHHOMN
TUTIePIIa3uX KOPHl HAIITOYCUHUKOB CTOWT B PSITY CaMBIX
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pacIpocTpaHEHHBIX TeHETHUECKUX HapYIIeHUH, TTepena-
IOLLUXCSI TIO QyTOCOMHO-PELIECCUBHOMY TUITY.
3abosieBaHUE  pA3feNsIOT  Ha ciienaylomue  op-
MbI: HEIOCTaTOYHOCTb 21-TMapokcuiasdbl (Kjaccuye-
cKasi W Hekyaccuueckass (opMbl), HEIOCTaTOYHOCTb
11B-tumpokcunassl  (Kiaccuveckass W HeKIaccudecKast
(opMBI), HEIOCTATOUYHOCTH 3B-THAPOKCHUCTEPOMTHOM
JeTUIporeHasbl, HEAOCTAaTOYHOCTb 170-TUAPOKCUIIA3BI
(c HepocTatouHOCTHIO 17, 20-711a3bl 1 O3 Hee), HelnocTa-
ToyHOCTb 20, 22-gecMora3 (Tak Ha3bIBaeMasi JTUTIOUIHAS
TUTIEPIUIa31sl KOPbI HAAIMIOYEYHNKOB) M HETOCTATOYHOCTh
MeTWIOKcHaas3bl 1-ro u 2-ro tunos [9, 10].

M3 nepeurcneHHbIX HapyllleHUd Haubosiee 4YacTo
BCTpEYaeTcsl HeNOCTaTOYHOCTbh 21-TUApOKCcUIa3bl —
10 95% Bcex (pepMEeHTHBIX Oe(EeKTOB, BEOYIIUX K BPO-
KIEHHOM TUIEpIUTa3ui  KOpbl HAAMOYEUYHUKOB. IeH
CYP21A2, xonupyioiiuii 21-runpokcuiiasy, pacinooxeH
Ha KOPOTKOM Tutede XpoMocoMEbI 6 (6p21.3). OH okanu-
30BaH BOJIM3M jiokyca HLA, koaupyoliero 4-ii KoMIo-
HEHT CUCTEMBbI KOMIUIeMeHTa, a uMeHHO C4A u C4B [11].
B GonbiinHCTBE CilydyaeB HEIOCTATOYHOCTU 21-rUapok-
CUJa3bl BbISIBJIEHBI MyTaliuu B reHe CYP21A42[12].

B pesynbrate HemocTaTOYyHOCTM 21-TMAPOKCHUIIA3bBI
Osiokupyercss KOHBepcusi  17-TUAPOKCUIIPOTECTEPOHA
B 11-1€0KCUKOPTU30JI, YTO IMPUBOIUT K CHUKEHUIO 00-
pa3oBaHUs KOPTU30Jia U HAKOTUIEHUIO TMPENIIEeCTBEHHU -
KOB KOpTU30Jia — 17-TUAPOKCUTIPOTECTEPOHA, MpPErHe-
HOJIOHA, 17-TMapOKCUIIpErHeHaJoOHa U IporecTepoHa,
KOTOPbIE B CETYATOM CJIOE€ KOPbI HAMIOUEYHUKOB B BHICO-
KUX KOJIMYECTBAX KOHBEPTUPYIOTCS B HANIMIOYSIYHUKOBBIE
AHAPOreHbl — JETUAPOSNUAaHAPOCTEPOH, d,-aHAPOCTEH-
NIUOH W TecToCTepoH. KIIMHWYEeCKM HeN0CTaTOYHOCTh
21-TuapoKCcHiIa3bl IPOTEKaeT B ABYX OCHOBHBIX (hopmax:
KJIaCCUUYECKOM (BUPUJIBLHOM U COJIBTEPSIIONLIE) M HEKJIac-
CHUYeCKOi (MeHee BhIpaXkeHHOM, «B3pocioit») [13].

OTnpaBHEIM MOMEHTOM JIMAaTHOCTUKHU IedulnTa
21-ruapokcuiiasbl  CIyXaT KJIMHUYECKUE TMPOSIBACHUS
3aboseBaHusl. B mepBble Heleau XU3HU pedeHKa 3amo-
JIO3PUTH 3200JI€BaHUE MO3BOJISIET HATMUME BUPWIM3ALIMU
HapyXHBIX TEHUTAIUI Y JeBOYEK W pa3BUTHE CHHAPO-
Ma ITOTepH COJU Y eTeit obomx mosoB. o 30% meBodek
C TSDKEJTBIMU  TIPOSIBICHUSIMM BUPUJIU3ALUNA HAPYXKHBIX
TEeHUTAINI OIIMOOYHO PErMCTPUPYIOT B MYXKCKOM IOJIE.
M36exarb NUarHOCTUYECKUX OIIMOOK MO3BOJISIET MPO-
BeJieH€ HEOHATAJIbHOTO CKPMHMHTIA Ha AeuuT 21-ru-
npokcuiasbl. B OCHOBE CKPUHUMHTIA JIEXKUT OMpeeieHue
YpOBHS 17-TUIPOKCUTIPOTECTEPOHA B CYXOM IISITHE KPOBH
Ha unsTpoBasibHOI Oymare. [1epBbIil MUIOTHBIA MPOEKT
HEOHATaJIbHOTO CKDUHUWHTA ObLI OCYILIECTBIEH Ha AJISICKE
B MOMYJISILIMM 3CKMMOCOB, OTJIMYAlOUIeiiCsl BBICOKO Ya-
CTOTOI naHHOW marojoruu [14]. DroT Metoxa ObuI TIpea-
JioxeH S. Pang u coasT. B 1977 1. K 1991 1. mporpammy He-
OHATAJIBHOTO CKPMHMHTA BHeApwIn 29 cTpaH mupa [15].
B Poccuu mpouenypa CKpUHUHIa HOBOPOXIAEHHbBIX
Ha geunuT 21-ruapokcunassl BHeapeHa ¢ 2006 . [16].
HoxkazaHa Bbicokast 3(pheKTUBHOCTb CKPUHUHTA, MTO3BO-
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JITFOIIIETO Ha3HAYATh TTIOKO- M MUHEPATIOKOPTUKOMIHYTO
TEPAIWIO JETSIM C CONBTEpSIIoNIeil hopMoii 3a00TeBaHMS
IO Pa3BUTHSI COJTBTEPSIONIETO KPHU3a.

OO0benMHEeHHBIM KOHrpeccoM EBpornelickoro ooiie-
CTBa MeIMaTpOB-3HAOKpUHONOroB uM. JloycoHa Bui-
krHca [12] OblT MPUHST CTAaHAAPT AWMATHOCTUKU U Jie-
yeHus 21-ruapoxkcwiazHoit HemoctaTouHocTu (2002 1).
Ipennaraercss KOMIUIEKCHBIM TIOAXOA W IMAarHOCTUKA
KaK MOXHO Ha 0oJiee paHHEM 3Tare pa3BUTHS BUPHIN3a-
LMK B CITy9ae Kiaccuaecknx dopM. CaMbIM ITOCICTHUM
TPEHIIOM SIBJISIETCS TIPEHATaIbHAsK IMarHOCTHKA U TTOCTIe-
nywolee BHyTpUyTpoOHoe jieueHue 1iona [12].

[IpeHatanbHOE JIeyeHWE pPa3paboOTaHO IUIS TIOAOB
JKEHCKOTO TI0JIa ¢ TIperoaraeMoi Kiaccuaeckou dop-
MOH BPOXIEHHOW TWIIEPIUIa3ui KOPHI HAIITOUYCYHUKOB.
Db dEeKTUBHOCTh TIPEBEHTUBHOTO JICUCHUS OYCBUIIHA,
B TIOJABJISTIONIEM OOJBITMHCTBE CJTyYaeB YCTICIITHO YIaeT-
CsI IOCTUTHYTh CHIDKCHUST CTETICHU BUPMIIM3AIINN HapyX-
HBIX TTOJIOBBIX OPraHoB, a B 85% ciy4aeB — TOJHOCTBIO
YCTPaHWUTh 3TH HEXeJaTeJIbHbIe TposBIeHUs. Mcxomsl
JICYSHUS pa3INIaloTCsl B MHIUBUIYAIbHBIX CITyJasiX, 4To,
pasymMeeTcsl, BRI3BAHO MHIWBUIYaTbHBIMU OCOOCHHOCTSI-
MU MeTaboIn3Ma JeKcaMeTa30Ha U YyBCTBUTEIBHOCTH
K aHgporeHam [17, 18].

Omnuuy mpeHaTaJbHOTO CKPUHUHTA BKITIOYAIOT: Te-
HOTUITMPOBaHME TUTOA (ITyTeM B3SITUS 00pa3Ii0B BOPCHH
XOpPUOHA) W POAWTENICH, OIpenejicHue TeHETUIECKOTO
nosia y ruioga nocie mnposeneHust [T P-nmuarHoctuku
WY KapUOTUTTUPOBAHMS, TaKKe BO3MOXHO ITpUMEHe-
Hue ayenbcnenududeckoi [P, MukpocarentuTHoro
a”anu3a [13, 19]. [1pu nogo3peHun Ha HaApYIIEHUSI CTe-
pouoreHes3a, a TaKke IpW HATMIUW CEMEHOTO aHaM-
He3a MOXHO HAaYMHATh IpeHaTaJbHOE JIeUCHUE JeKca-
MeTa30HOM B 03¢ okojio 20Mmr/mn [20, 21]. JleueHue
clieflyeT HauMHaATh He Mo3aHee 9 Hea mociie MocaeaHei
MeHCTpyaluu. BaxkHO TIpOBOAMTH MOHUTOPUHT COCTO-
STHUSI MaTepy: OIICHWBATh CYTOYHBIC M3MECHEHUS apTe-
pUAaJIbHOTO IaBJICHWS, TIPUOABKU MacChl, TIIFOKO3YPHH,
MeTaboJIUTHI KOPTH30J1a. YPOBEeHb KOPTU30Ja B IUIa3Me,
TMETHIPOIMUAHIPOCTEPOHA, AHAPOCTEHINOHA JIOJDKEH
ONpENeISIThCS HE pexe, YeM Kaxaple 2 Mec; nmocie 15—
20 Hen recTaliMy BaXKHO OIIEHWBATh YPOBEHB TUTa3MeH-
Horo actporeHa [12].

Kaxnpiit ciayyait BpoXaeHHOTO TiceBmorepmadpo-
MATU3MA TIOpa3yMeBaeT KOMIUIEKCHBIM MYJIBTHIUCITN-
TUIMHAPHBIN TOAXO0, BKJIIOYAIOIIUI psili 00C/Ie0BaHUI
Pa3HBIMU CIIELIMATTUCTAMM: TICTUATPOM, TETCKUM XUPYP-
TOM-YPOJIOTOM, TEHETMKOM. Y HOBOPOXICHHOU C BU-
punuzanueir HeoOXoAMMO ONpeAeSUTh ypoBeHb 17-Tu-
JMPOKCUIIPOTECTepOHa, CcoOpaTh CEMEWHBI aHaMHE3,
OCYIIIECTBUTh KapUOTUIIMpoBaHWe (KapuoTwn 46, XX
TIpY OMCEKCYyaTbHOM CTPOCHUM HApYXHBIX TIOJIOBBIX
OpraHOB SIBJISIETCSI OMOPHBIM MOMEHTOM TIPH IWArHo-
CTHKE), TTPOBECTU OOBEKTUBHOE OOC]EeI0BaHUE PEOEH-
Ka, OICHUTh Pa3BUTHEC BHYTPEHHUX ITOJIOBBIX OPTaHOB
C TIOMOIIIbIO yJTBTPa3ByKa. B KadyecTBe CKPUHWHIOBOTO
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METOa UTSI HOBOPOXKICHHBIX MOXET OBITh ITPUMEHEHO
HCclie0BaHe YPOBHS 17-ruApOKCUIIpOrecTepoHa — 3TO
YYBCTBUTEIBHBIM METOJI TSI OTIpeIeICHUST OOTBIIMHCTBA
TeHeTUIEeCKUX HapyIIeHWH, BEAYIIMX K Pa3BUTUIO BPO-
KIEHHOW TUITEPIUIa3Mi KOpPHI HAAIOYeYHUKOB. KpoBb
y pebeHKa cienyer Opatb Mexay 48-M U 72-M yacom
nocjie poxnaeHus. [IpeaBapuTenbHBI MOJTOXUTEIbHbIN
pe3yJIbTaT CKPUHUHTA JOKEH ObITh MOATBEPKAEH MpPO-
BeJEHUEM IMOBTOPHOTO aHayu3a 17-TUIPOKCUIIPOrecTe-
pOHa, oMnpefeSeHUeM CTEPOUAHOTO Tpodusi B Move Jie-
BOYKHU U TeHeTnYeckuM aHanuzom CYP21 [12].

B 3amagHoM MeIUIIMHCKOM COOOUIECTBE MPOBOJUTCS
paHHSISI MAarHOCTMKA KjlacCUYecKUX (opM BpOXKIEH-
HOU TWIIePIUIa3ui KOPBI HAATIOYSYHUKOB 110 YKa3aHHBIM
BbILLIE aJTOpUTMaM, JJisl I€BOYEK-TTOAPOCTKOB PEKO-
MEHIyeTCsl TIOCTOSIHHOE HaOJIIOJIeHUE Y NETCKOrO TMHEe-
kousora. Llenbio Takux obcaenoBaHUN SIBISIETCSl OLIEHKA
93¢ (HEeKTUBHOCTU TPOBOAMMON Tepanuu o CpoKaMm pas-
BUTUSI BTOPUYHBIX TOJIOBBIX MPU3HAKOB [22], a Takxke
CBOCBPEMEHHOE MPUHSTHE PEIICHUsI O KOPPEKIIUH BXOIa
BO BJIATAJIMIIE XUPYPTUICCKUMU WA TePaTieBTHUECKIMU
Metonamu [23].

Yro KacaeTcsi Hekaaccuueckoi ¢opMbl BpPOXIEH-
HOIi TMMepIia3uy KOpbl HaAIIOYEYHUKOB, TO OHA HE CO-
MPOBOXIAETCsI TIceBaOrepMadgpoauTU3MOM U MaHUDe-
CTUpPYET 4acTO B IOAPOCTKOBOM BO3pacTe C BHEIIHUMU
MPOSIBJIECHUSIMU TUIIEpaHIpOreHu3Ma: akHe, nuddysHas
ajionenus, a Takxe HapylleHUss MEHCTPYalbHOTO 1MKJIa
WY PEIKO MepBUYHas ameHopes. Jjisi IMarHOCTUKU MPo-
BOMST OINpe/esieHUe B ChIBOPOTKE 0a3aJibHOTO WJIW CTU-
MYJVMPOBAHHOTO YPOBHS  17-TMAPOKCUIIPOTECTEPOHA;
MpU HeKJIaccuyeckoil opMe BpOXKIEHHOM TUIEePIUIa3uu
KOpbl HAJAMOYEYHUKOB €ro 0a3ajibHble 3HAYEHUSI MOTYT
KoJiebaThCsl B IIMPOKUX Tpeesax, Mo3TOMY CTaHIapTOM
MUATHOCTUKY TIPUHST CTUMYJIUPOBAHHBIM TECT C aape-
HOKOPTUKOTPOITHBIM TOpMOHOM [24, 25]. Jlns ycTaHOB-
JIEHUsI [MarHo3a HekJiaccuyeckoit hopMbl BPOXKAEHHOMN
TUIEPIUIa3uU KOPbl HAANMOYeYHUKOB (aebuuut 21-ru-
NIPOKCUJIa3bl) HEOOXOAMMO OOHApPYXXUTh TMOBBIIIEHUE
ypoBHs 17-ruapokcuriporecrepoHa (Jinbo 0GazajbHOTO,
1060 CTUMYJIMPOBAHHOTO) Bbille 10 HI/MII.

Yacto ObIBaeT CAOXHO OTJIMYUTH HEKJIACCUUYECKYIO
cTepTyio GopMy BPOXIEHHOUN TUIEpIUIa3ud KOpbl HaJ-
ITOYEYHUKOB OT MPOYMUX TPUYMH TUIIEPAHIPOTCHU3MA!
CHHIpOMa TTOJIMKUCTO3HBIX STMYHUKOB, UIAMOITATHIECKO-
ro TUMEepaHIPOreHrn3Ma, UAMONATUYECKOTO TMPCyTU3Ma,
THIEePITPOJIaKTUHEMUH. BaXKHBIM SIBIISIETCS] KOMITIICKCHOE
o0cyieoBaHUe TMAalMEHTKU, WCIOJb30BAHUE PAAUOJIO-
TMYECKMX METONOB BU3YaJTU3AIWMU, a IS BepuPUKAIII
JIMarHo3a HekJaccuueckon (opMbl — CTUMYIISILIMOHHBIA
TECT C aPEHOKOPTUKOTPOITHBIM TOPMOHOM C OMpeesie-
HUEM ypoBHS 17-THApoKcuIiporectepoHa [26].

Y NoApPOCTKOB U XEHILMWH € BPOXIEHHON rumnepruia-
3Ueil KOpbl HAAINOYEYHUKOB BCIIEACTBUE 21-TUAPOKCHU-
JIa3HOM HE0CTaTOYHOCTU MEHCTPYalbHbIE LIMKJIbl MOTYT
OBITb HEPETYJISIPHBIMU WJIU 1aXke OTCYTCTBOBATH [27—29].

G. Richards, u coaBr. [27] npennoyioXuan, 4YTo N30bITOK
HaJIIOYCYHUKOBBIX aHIPOTCHOB SIBJISICTCS TJIIABHOW TIPH-
YUHOU MEHCTPYaJTbHBIX HAPYIIICHUH TP TaHHOM 3a0071e-
BaHnuu. I. Hughes, G. Read [30, 31] nponeMoHcTprpoBa-
JI, YTO MEHapXe HACTYTAET Y MOAPOCTKOB C BPOKIEHHOMN
TUTepIIa3ueil KOphl Mocjie TOTo, KaK yPOBEHb aHIpore-
HOB CHIDKAeTCs IO BIMSTHUEM JIeKCaMeTa30HOBOM Te-
paruu. OMHAKO aBTOPHI YKa3bIBAIOT Ha HATUIKE TPYITITHI
MMAlIMEHTOK, Y KOTOPBIX MEPCUCTUPYIOT MEHCTPYaTbHBIE
HapyIIeHUsI B YCIOBHSIX HOPMAJIBHOTO YPOBHSI aHIPO-
reHoB. R. Rosenfield u coaBt. [32] nepBbIMU MpeaIioso-
KWJIA, 9TO ITPY HOPMAJIBHOM CONEPXXaHWM aHAPOTCHOB,
TTOBBIIIICHWE YPOBHS MPOAYKIIMM TPOTecTepoHa HamIIo-
YeYHUKAMU TakKKe MOXET BBHI3BIBATh MEHCTpPYaTbHBIE
HapyIIeHUs Y MAIlMeHTOK C BPOKIECHHON THUIIepIUIa3nueit
KOpHl HAIITOYeYHUKOB. Jlpyrue wucciaenoBaTeNd Takke
TTOATBEPIVIIA 3TO TIPEATIONOXKEHUE.

[IpoBomuIMCh UTMTELHBIC HAOIONECHUS ITOKa3aTe-
Jiell MEHCTpYaTbHON (DYHKIIMU, OBYJISIIIUM Y ITOIPOCTKOB
W XKEHIIUH ¢ 21-TUAPOKCUIA3HON HENOCTaTOYHOCTHIO;
Hapsimy C3TUM  OLIEHWBAJICS YPOBEHb IPOTeCTEpOHa,
17-ruapokcunporecTepoHa, aHAPOCTEHIMOHA B 00Opa3-
1ax cmoubl [33—35]. U3mepeHue ypoBHs1 17-ruapokcu-
MPOTecTepoHa B CJIIOHE MOKA3aJI0 JOCTOBEPHOCTh METOA
JUTST OCYIIIECTBJICHUS MOHUTOPWHTA JICYCHUS ITallIEHTOB
C BPOXKIECHHOM TUTIEPITTIa3ueil KOpbl HAIITOYeUHUKOB [36].
OmnpezesieHe YpOBHSI TIPOTECTEPOHA B CIIIOHE NTAeT WH-
dopmairio 06 OByJISILIMM Y TTaLIMeHTOK [37, 38].

B miepBBIif MecsII uccaenoBaHus y TAIIMEHTOK OBLITN
00HapyXeHBI: YBEJIMYCHHBI YPOBEHBL IIPOTECTepOHa
(IpUMepHO paBHSUICS TaKOBOMY B JIIOTEMHOBYIO (azy
LIWKJIa), TIOBBIIIIEHHBIN YPOBEHb 17-TUAPOKCUTIPOTECTE-
pOHa UM HOPMaJIbHBIA YpOBEeHb aHApocTeHauoHa [33].
[MocrerieHHOE YyBeTMYEHUE IO3BI TIIOKOKOPTHKOUIOB
BEJIO K ITOCTETICHHOMY CHIDKEHMIO TIoKaszatejieil Ipo-
rectepoHa U 17-TUAPOKUIIPOrecTepoHa B CIIOHE U MO-
cienyoneMy TosiBieHUIo MeHapxe. Cryctst 4 Mec ObLI
OOHapyXeH OBYJISITOPHBIN CIIEKTp KoJieOaHWI YpPOBHSI
mporectepoHa. [lojoXuTeNbHAST KOPPEIAIUST MEXIY
YPOBHEM IIPOTeCTEepPOHA M YPOBHEM 17-TUAPOCKUIIPOTE-
CTepOHa 10 MEeHapXxe MprudyeM 60iee BHICOKAs, YeM Tociie
MeHapxe (B TO BpeMsI KaK KOPPEeJ I MEXIy YPOBHEM
17-TuaApOCKUIIPOrecTepoOHa U YPOBHEM aHJIPOCTEHAMO-
Ha ocTayiach MpeXHel), CBUAETETbCTBYET, YTO TTOBHIIIIE-
HHUE YPOBHS ITPOTECTEpOHA IO MEHApXe MMEJI0 Haro-
YEYHUKOBBI TeHE3.

Patora R. Rosenfield, J. Auchus [32, 39] yka3biBaer
Ha HEeHaZIesKHOCTh MOHMTOPWHTA YCTICITHOCTU BOCCTAaHOB-
JICHUST MEHCTPYaJTbHOM (DYHKITUY TOJIBKO 10 CONEePXKAHUIO
aHIPOTeHOB. BaxkHyr0 poJTh UTpaeT MmoKa3arelib IMporecTe-
poHa B (hOpMHUPOBAaHUY HOPMATHHOTO YPOBHSI TOPMOHOB,
YYACTBYIOIIMX B CTAHOBJICHUN MEHCTpYyalluy. Y TaIlueH-
TOK B IAaHHBIX UCCJICIOBAHMSX YCTAHOBJICHUE PETY/ISIPHBIX
MEHCTpYallMii CTaJl0 BO3MOXHBIM TOJBKO C ITON00OPOM
WHIUBUIYAJLHOW O3B KOPTMKOCTEPOWIOB TIPH 3aMe-
CTUTENbHON Tepanuu. B mpoiecce mompdopa mo3bl y na-
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IIMEHTOK HAaOJIONAIMCh HEPETyISIpHBIC MeCSYHBbIe naxke
TIPY HOPMaJILHOM YpOBHE aHIporeHoB. Ho ciremyet nMeTs
B BUIY, UTO ITPY OTCYTCTBMM CHCTEMHOW Tepariy WHTH-
OMpoBaHKME MEHCTPYallMM HACTYMAeT, IJIaBHbIM 00pa3oM,
13-3a BEICOKOTO YPOBHSI aHAPOTEHOB, XOTSI M30BITOK aH-
JIPOr€HOB BCErIa COMPOBOXAAETCSI U30BITKOM MPOTeCTU-
HOB [40—42]. B T0 ke BpeMsl onucaHbl UCKIIOYUTEIbHBIC
CJTy9ad, KOTna M30bITOYHBIN YPOBEHD aHIPOTCHOB HE BIIH-
ST Ha 3aJIepKKY MeHapXxe, HO ObUT BBISIBJICH BBICOKUI yPO-
BEeHb METaOOJMTOB TIPErHAHTpUONA U 17-TUIPOKCHUITPO-
rectepoHa. DTo KOCBEHHO MOATBEPXKAAET BEMYIIYIO POJb
BBICOKOTO YPOBHSI IIPOTECTUHA B HAPYIIIEHUY HOPMATbHOMN
JNIMHAMUKKA TOPMOHOB B MEHCTpyalibHOM LiMKie [40, 42].
ABTOpPBI YKa3blBalOT Ha OOJIBILIYIO CJIOXHOCTb B obecrie-
YeHUW KOHTPOJSI YPOBHS TIPOTECTHHA IO CPAaBHEHUIO
¢ aHaporeHaMu. HeT cOMHeHUI, YTO BBICOKUE («BUPUIIH-
3UPYIOLLIKE») YPOBHU aHIPOTEHOB SIBJISIIOTCS] HanboJiee Be-
POSITHBIMM KaHIWIATaMU Ha POJIb MHTUOWTOpA OBYJISIIUN
B HEJICUCHHBIX CIIydasX BPOXICHHOM TMITePIUIa3ui KOPHI
HAJIIMIOYEYHUKOB, a TAKXKE, YTO OHU BPEIOHOCHO BIUSIIOT
Ha aHaTOMUIO SIMYHUKOB [43, 44]. OmHAaKO HET CBEICHMUIA,
YTO HEOOJBIIOE YBEIMUCHUE YPOBHSI aHAPOTCHOB MMeEET
CYIIECTBEHHOE 3HAYCHUE LTSI HApYIICHWS BBIICICHUS TO-
HAJIOTPOITMHOB M PacCTPOCTBA MEHCTPYATbHOM (hYHKITI
[42—A47]. Ponb scTpannona B yKazaHHBIX TOPMOHAIbHBIX
HapylIeHUsIX MTOKa HEJAOCTaTOYHA sSICHA, OJHAKO MaJIOBe-
POSITHO, YTO YPOBEHb HAIITOYEYHUKOBBIX 3CTPOTCHOB MO-
KeT OBITh TIOBHIIIEH B YCJIOBUSX KOHTPOJIUPYEMOU aHIpO-
reHemud [33, 41, 48].
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OB30PbI JINTEPATYPbI

Posib MeTa00/1M3Ma NOJMHEHACHIEHHBIX XKUPHBIX KHCJIOT Y JIeTeil U MOAPOCTKOB
¢ M30bITOYHOI MACCO¥i TeJIa U OKHPEeHHEM

A.A. Ihazvipuna, M. IO. lllepbakosa, C.H. /lenucosa, U.E. Koamynos, /. KO. Oscannukos

Mopo3oBckas aeTckas ropoackas knmHuyeckas 6oneHunua; HUM nutanma PAMH; Poccuinickuii HaumoHanbHblA nccnefoBa-
TenbCKU MeanumMHCcKni yHuepcuteT um. H.U. NMuporoea; Poccuiicknini yHuesepcuTteT Apy>x6bl Hapoaos, Mockea

The role of polyunsaturated fatty acid metabolism in overweight and obese children and
adolescents

A.A. Glazyrina, M.Yu. Shcherbakova, S.N. Denisova, I.E. Koltunov, D.Yu. Ovsyannikov

Morozov City Children’s Clinical Hospital; Research Institute of Nutrition, Russian Academy of Medical Sciences; N.I. Pirogov
Russian National Research Medical University; Peoples’ Friendship University of Russia, Moscow

B HacTosimee Bpemsi mpo0/ieMa OXKHPEHHSI LIMPOKO 00CYKIAETCS CNENUANIMCTaMi pasHoro npoduisa. B aureparype, nocssimeH-
HOIi IAHHOMY BONIPOCY, 3HAYHTEJIbHOE MECTO OTBOIUTCSH M3yYEHHI0 HAPYIIEHHUIl JUMMIHOTO O0OMeHa, 3AaHNMAIINUX Beaylee MecTo
B IeHe3e CepIeYHO-COCYIUCTBIX 3a00/IeBanmii y KuTeieil 00abmuHcTBa cTpad. [loxuepkuBaeTcs ocodas po.b JIHHHOLENIOYEeYHbIX
TOJIMHEHACHINIEHHBIX JKUPHBIX KUCJIOT, ABJISIOIMXCSA OCHOBHBIMH (DYHKIIMOHATBHBIMA KOMIOHEHTAMH (hoCOIMIUI0B MEMOPAHHBIX
CTPYKTYP roJIOBHOTO M03ra, (horopeientopos ceryaTku. Ileanarpsl 60iblloe BHUMAHKE YIENSIOT IMTAHUIO IeTeil PAHHEr0 BO3pacTa
¢ NOI00POM aIANTHPOBAHHBIX MOJIOYHBIX CMeceii 1JIsl a7IeKBATHOIO POCTA M pa3BuTUs pedeHka. B To ke BpeMs He paccMaTpuBaeTcs
BO3MOKHOCTb KOPPEKIIMH COOTBETCTBYIOIIMMH aJANTHPOBAHHBIMA MOJOYHBIMH CMECSIMH CBSI3AHHBIX C OKMPEHNEM NPodJeM OoJee
crapiero Bo3pacra. OqHako pa3padoTKa peKOMeHIAlMii 0 MUTAHUIO JeTeil CTapiiero Bo3pacTa, CTPAJAIOMINX OKHPEHHEM H U3-
OBITOYHOI MaCCOii Tesia, I0/IKHA MPOBOAUTHCS HE TOJIBKO C MO3UIMK ONTUMU3AINM KAYeCTBEHHOTO M KOJUYECTBEHHOIO COCTABOB
MHIIEBOT0 PAMOHA, 00eCeYUBAIOLIETO MOTPEOHOCTH PACTYIIEr0 OPraHM3Ma B HACTOSAIMIA MOMEHT, HO M YYUTBIBATH NPO(UIAKTUKY
CepaeyHoO-COCYIUCTHIX 3200J1eBAHMI M IPYTHX OCJIOKHEHHIi 0OKUPeHHs B OyIy1em.

Karouegvie crosa: demu, oxcuperue, JHcupHvle KUCIOMbL.

The problem of obesity is currently being widely discussed by various specialists. The literature dealing with this problem places
a considerable emphasis on investigations of lipid metabolism disorders that occupy a prominent place in the genesis of cardio-
vascular diseases in the populations of most countries. The special role of long chain polyunsaturated fatty acids that are major
functional components of brain membrane structure phospholipids, retinal photoreceptors is emphasized. Pediatricians pay great
attention to the nutrition of infants, by adjusting adapted milk-based formulas for their adequate growth and development. At the
same time, no consideration is given to the possibility of correcting obesity-associated problems with appropriate adapted milk-
based formulas in older infants. However, dietary recommendations for older infants with obesity and overweight should be devel-
oped not only in the context of optimization of a qualitative and quantitative diet that ensures the needs of the growing organism
at the present moment, but should take into account the prevention of cardiovascular diseases and other complications of obesity
in the future.

Key words: children, obesity, fatty acids.

B HacTosiIee Bpems TpobjieMa OXHMPEHUs IIMUPOKO
00CyX/aeTcsi Cpeid CIEUUANVCTOB Pa3HOTro Ipo-
¢uns. Bapocnoe HaceneHue, cTpanaioliee OXUpPEeHUEM,
COCTaBJISIET MPUMEPHO YETBEPTH BCETO HACEICHUSI TJTaHe-
ThI, @ CPEIU eTei OXUpeHNe, TI0 TaHHBIM Pa3HbIX aBTO-
poB, mocturaet 15% [1]. OxupeHue siBasieTcs: haKTOpOM
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Ros Vestn Perinatol Pediat 2014; 2:48-53
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CKOTO I. MOCKBBI

123317 Mockaa, LLImutoBckuii mpoesn, 1. 29.

OscsiHHMKOB JMutpuii FOpbeBUY — 1.M.H., ipod., 3aB. Kadeapsl NeauaTpun
MeIUIIMHCKOTO (hakynsreTa Poccuiickoro yHuBepcuTeTa ApyK0Obl HAPOIOB
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pUcCKa pa3BUTUS CEPAECUYHO-COCYIUCTON MaTOJOrUH, 3a-
0oJieBaHU I OTTIOPHO-IBUTATEILHOTO armnapara, XeJyao4-
HO-KUIIIEYHOTO TPaKTa, HEPBHOM, SHIOKPUHHON CUCTEM
U TMICUXMYECKUX paccTpoiicTB. K OCHOBHBIM NpUYMHAM
OXVpEHUsI OTHOCSTCS T€HETUYECKHE M rOpMOHAJIbHbIC
dakTopbl, 0IHAKO Bce OOJbLIMI BKJIal B pacrnpocTpa-
HEHME OXMPEHUSI BHOCST COLMaIbHbIE (DAKTOPHI, TaKue
Kak o0pa3 XM3HU peOeHKa, TMITIOAMHAMUS W Hepaluo-
HaJlbHOE TIuTaHue [2].

K coxanenuro, oXXupeHue 1 ero MocjaeaCcTBUs He SIB-
JISIIOTCSL  TPOOJIEMOIl  OHOro  CHelualucTa | Tpedy-
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F/za3b1puna A.A. u coasm. Posb MeTaboM3Ma MoJTMHEHACHIIIIEHHBIX 2KUPHBIX KUCJIOT Y TeTe u TIOAPOCTKOB C M30BITOYHOM Maccoii Tesa 1 OXNUPEHUEM

JOT KOMIUIEKCHOTO OOCJICIOBAaHUS M JICYCHUS, TTOPOiA,
B YCJIOBUSIX cTaliMoHapa. OTMeUeHo, UTo y AeTel 10 2 JIeT
C OKMPEHUEM WJIM U30BITOYHON Maccoi Tesia HabJona-
eTcst 60siee BLICOKUI ypOBEHb peCUpaTopHOil 3a00s1eBa-
€MOCTH ¥ CHIDKEHUE HaBBIKOB JBUTATEIHHOM aKTUBHO-
cru [3].

YacTo oxupeHue B IETCKOM BO3pacTe acCoLMUpOBa-
HO ¥ ¢ paHHUM (HOPMHMPOBAHUEM apTepUATbHOM TUIIEp-
TeH3uH. [1o TaHHBIM KapAMOJIOTHYECKUX NCCIIeIOBaHMIHA,
okoJi0 60% neteii B Bo3pacte ot 5 1o 10 JieT, cTpagalommx
OXUPEHUEM, yKe UMEIOT OIMH MJTH HECKOJIBKO (haKTOpOB
pUCKa Pa3BUTHUST CEPACTHO-COCYIMCTHIX 3a00IeBaHUI —
apTepUaATbHYIO TUTIEPTEH3UIO, TUTICPIIUITUIEMUTO WIH TH-
nepuHcyarHeMuio [4]. MHCYTMHOPE3UCTEHTHOCTb B CO-
YeTaHWM C TUTIEPUHCYTMHEMUEH WMeeT CyIIeCTBEHHOE
3HaYeHUEe B GOPMUPOBAHUN apTePUATBHON TUTIEPTEH3MHI
npu oxupenuu [5]. Kpome Toro, oxxupeHue y aereii 3Ha-
YUTEJLHO TTOBBIIIIAET BEPOSTHOCTh PA3BUTHUS IPOOIIEM
CO 3lI0POBLEM  BO B3pPOCJOM BO3pacTe, YyBEJIWYMBAETCS
pucK (opMUPOBaHMS caxapHOTo muabera, WIIEMHUYE-
CKoIf 60JIe3HU cepilia u rurepTonnu [6]. B mutepatype,
TTOCBSIIIIEHHON TIpo0JieMe OXUpPEeHUsI, OOJbIIoe BHUMA-
HHWE ymensieTcss OOCYXIeHWIO HapymIeHWW JIMITUIHOTO
oOMeHa, 3aHUMaIOIIMX Belylllee MECTO B TeHe3e cepiiey-
HO-COCYIHUCTBIX 3a00JIEBAHUI Y XKUTENENH OOJTBLIIMHCTBA
9KOHOMUYECKU Pa3BUTHIX CTpaH [7].

Jluriael mensTcs Ha MpOCThIe U CIOXHBIE. B cBolO
ouepelb, TMPOCThIC UL MOXHO pa3lIe/UTh Ha Hel-
TpaJIbHbIC XXUPHI U BOCKU, SBJISIONINECS 3bUpaMu XUp-
HBIX, BBICIITUX XWUPHBIX KUCIOT W CIIMPTOB, U CIIOXHBIE
adupsl. CTOXKHBIE TUTTUIHI BKITIOYAIOT B CE0sT KOMITJICKCHI
SKUPHBIX KHUCIIOT C Pa3TUIHBIMUA COCAMHEHUSIMU W BXO-
IIAT B CTPYKTYphl Onosiornyeckux memopan [8]. ZKupHbie
KUCJIOTHI SIBJISTIOTCST OMOJIOTMYECKY aKTUBHBIMU MOJIEKY-
JlaMM, KOTOpbIE KJIACCU(PULMPYIOTCS Ha HACBIILIEHHBIE,
MOHOHEHACHIIIICHHBIC, TOTMHEHACHIIICHHBIE.

HaceimieHHble  KUpHBIE KUCIOTHI HMMEIOT TOJBKO
ONIMHApHBIC CBSI3M MEXIy aroMamu yriepoma. K HuM
OTHOCATCSI MacJisTHasl, KarpoHOBasl, KalpuioBas, IIe-
JIApTOHOBAsi, KalpUHOBAs, JIAypUHOBAs, MUPHUCTUHO-
Basi, ITaIbMUTWHOBAs, MaprapuHoBas, CTeapWHOBas,
apaxwHOBas, OeTeHOBas, JUTHOLICPUHOBAS, IIEPOTHU-
HOBasi M1 MOHTaHOBasI KUCJIOTH. Con 1 3UPHl Macsi-
HOW KUCJIOTHI SBIISTIOTCS OyTHpaTamMH, B CBOIO OYepenb
3bupsl TPUMEHSIOTCS TIPU TPOU3BOACTBE TYITUCTHIX
BelecTB. DGUPHI KaIIPOHOBOW KHCJIOTHI COmEpXKaTCs
B Pa3JIMIHBIX KUBOTHBIX XMPAX W YIACTBYIOT B ITpOIICC-
cax OpoxkeHus1. KanmpuioBast KUCI0Ta CONEPKUTCS B BUIIE
TJUIepraa B KOPOBBEM MOJIOKE, KOKOCOBOM KUPE, JIMM-
OYyprcKOM ChIpe U CUBYIITHOM Macie. [leaproHoBast Kuc-
JIOTa BCTpedJaeTcsl B CMBYITHOM Macjie KOPMOBOM CBe-
KJIBI ¥ KapTodessi, TPOTOPKIIBIX KUPaX W UCTIONb3YeTCsI
B IIPOM3BOACTBE TMOTUIGUPHBIX U TYIIMCTHIX BEIIECTB.
KanpwHoBasi, iaypwHOBasi, MUPUCTWHOBAsl, Maprapu-
HOBasI, apaXWHOBAsI, IIEPOTUHOBAS KUCIOTHI COMEPKATCS
B KOPOBbEM, KOKOCOBOM, MAJTbMOBOM M HEKOTOPBIX Y-

TMX MacJax, ITIeTMHOM BOCKe, opexax. [TaabMuTIHOBas
KUCJIOTa, caMasl pacIipocTpaHHEeHasT CPeI HACHIIIIEHHBIX
SKUPHBIX KUCJIOT, BXOJIUT B COCTAB OOJIBIIMHCTBA KUBOT-
HBIX XXHWPOB, PACTUTEIBHBIX MAacesl, BOCKOB U SIBJISICTCS
KOHEYHBIM TIPOIYKTOM CHUHTE3a XXUPHBIX KUCJIOT U3 arle-
Tii-KosH3uma A (auetwi-KoA). CreapuHoBasi KUCaoTa
TaKKe SABJISIETCS PacIpOCTPAHEHHOU XXUPHOU KUCIOTOM,
BXOIIWT B BUJIE TJIULIEPUIOB B COCTAB JINTTMIOB, BBITIOTHSI-
oImuxX GYHKIIUIO 93HEPTETUIECKOTO NET0, U IPUMEHSIET-
¢Sl B IPOM3BOJICTBE MblJ1a U APYTUX BellecTs [9].

MoHOHEHaCHIIIIEHHBIE XUPHBIC KUCIOTHI COmepKat
OJIHY IBOMHYIO CBsI3b MeXIy aToMamu yriepoaa. [Ipen-
CTaBUTEISIMA 3TOTO KJacca XKUPHBIX KUCIIOT SIBISIIOTCS
aKpWJIOBasi, METaKPUJIOBasT, KOTOHOBAsI, BUHITYKCYCHas,
JIaypOOJIEMHOBAsI, MUPUCTOOJIEMHOBAsI, MaJbMUTOOJIE-
WHOBAsl, TETPOCEIMHOBAs, OJIEMHOBAas, 3JIaHIWHOBAs,
yuc-, mpanc-BaxKilieHOBas, raf0JIeMHOBAsI, TOHIOUHOBASI,
SPYKOBasi M HEPBOHOBAsI KUCIIOTHI. AKPUJIOBast KHCIOTa
o0pasyeT COJIM, aHTUAPWABI, CIOXHBIE dGUPH U aMU-
IIbI, SIBIIIETCSI B3PBIBOOTIACHBIM BEIIECTBOM U IIMPO-
KO WCITOJIb3YeTCs B IMPOMBIIIUIEHHOCTH. [Ipu KOHTaKTe
C KOXel pasnpaxaeT KOXHBIC ITOKPOBBI W CIIM3UCTHIE
000JIOYKM, MOXET BBI3BIBATH OXKOT POTOBMIIBI M OTEK
JIETKMX. MeTakpuioBasi KUCIOTa IMUPOKO TTPUMEHSETCS
B TIUIICBOM TIPOMBIIICHHOCTH IS CUHTE3a CIIOXHBIX
a¢upoB. OjenHOBasT KUCJIOTa COAEPXKUTCS B XKMUBOTHBIX
W PaCTUTEIBHBIX XXUPaX B BUIE CIIOXHBIX 3PUPOB — TIIH-
LIEPUIOB U IMUPOKO TIPUMEHSETCS] B IIPOMBIIIUICHHOCTH.
DauIMHOBAsI KUCJIOTA SIBJISIETCS] TPAHCU30MEPOM OJIEU-
HOBO KUCJIOTHI M KpaifHe PEeIKO BCTPEYaeTcs B IPUPO]IE.
DpyKkoBas KUCJI0Ta COAEPXKUTCS B parce, Topuulie U Cy-
peTiKe B BUIE TPUTIIMIIEpUIA. B opraHn3me yeioBeka oHa
HE YTWJIU3UPYETCS W3-3a OTCYTCTBUSI COOTBETCTBYIOITUX
(epMeHTHBIX CUCTeM, HO, HAKaIUTMBAasCh B KIIETKAX, 3a-
MEJUISICT POCT U HACTYTUICHUE PETIPOMYKTUBHOM 3pETOCTH
OpraHm3Ma, BBI3BIBACT HAPYIICHUS B CEPIEeIHO-COCYIU-
croit cucteme (MHGWIBTpaLMsl MUOKapAa) U MOXET ObITh
MIPUIMHOM IIMppo3a IiedyeH!. B yrcToM Bume maHHast KHC-
Jlota mpuMeHeHus He umeet [10].

[NommHeHACHIIIIEHHBIE XUPHBIE KUCIOTH MMEIOT JIBE
u 0oJiee JBOIHBIE CBS3M, pacloJiaraloliuecsl, Kak rnpa-
Buio, vepes CH,-rpynmy. Ilo pacronoxeHuio nepBoi
JBOMTHOW CBSA3W OTHOCUTEIBHO METYIJIBHOM TPYIIITHI B MO-
JIEKyJIe 3TH KUCJIOTHI ACTISATCS Ha oMera-6 u oMmera-3. [To-
JIMHEHACHIIIEHHBIE XUPHbIE KUCJIOTHI B OpraHuU3Me 4e-
JIOBeKa He CUHTE3MPYIOTCS M BCTPEYAIOTCsI B KOBAJICHTHO
CBSI3aHHOW (hopMe B COCTaBe JIUIMUIOB PA3TUYHBIX KJIac-
COB: TPUIJIMLIEPUIOB, (pochormuiiepnioB, KapauOJIUIIN-
Ha, COWHTOIUIMIOB, 3PUPOB CTEPOTa U KUPHBIX KHC-
J0oT. OmHAaKO oMera-6-HEeHACHIIICHHYIO apaxuIOHOBYIO
KHCJIOTY OpPraHW3M 4YeJOoBeKa MOXET CaMOCTOSITEIbHO
CHUHTE3MPOBAaTh M3 He3aMEHUMOM oMera-6-HeHaChIIIeH-
HOI JTMHOJIEBOM XXUPHOH KUCIOTHI [11].

PonoHavanbHOl KUCIOTOI ceMmelicTBa omera-3 To-
JIMHEHACKIIIEHHBIX XKUPHBIX KUCJOT SIBJsSETCS aibpa-
JINHOJIEHOBAs KUCJIO0Ta, a POJOHAYaIbHON KUCJIOTOM ce-
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MelicTBa oMera-6 — nuHouseBast Kuciota [12]. Hanbonee
BaXXHBIMM OMeTa-3 TOJMHEHACBHIIIEHHBIMU KUPHBIMU
KUCJIOTaMH SIBJISTIOTCST asTb(a-JIMHOJICHOBAsI, 911KO30TTeH-
TacHOBAs W JIOKO3areKcacHOBasl KUCJIOTHL. B opraHmsme
YeJIoBeKa MOTYT 00Opa30BBIBATLCS IJTMHHOILCTIOUEYHBIE
SIKO30MEHTACHOBAsI U IOKO3areKCaeHoBasi  KMCJIOThI
13 60jee KOPOTKOIICTIOYEYHON  anbda-JIMHOICHOBOM.
K Hambosiee BaxKHBIM KUCIOTaM CeMelCTBa oMmera-6 oT-
HOCSITCSI JIMHOJIeBasi, KOHBIOTUPOBaHHAS JIMHOJICHOBASI
1 apaxuJIOHOBAsT KMCIIOTHI.

OCHOBHBIMU MCTOYHMKAMU OMeTa-3 KUPOB SIBJISTIOTCS
pBIOA ¥ pacTUTeNIbHBIe Maciia. OcTajlbHBIC MCTOYHUKUA —
OpEXH, STMIHBIN XEJITOK, HEKOTOPhIe (DPYKTHI, TOMAIITHSISI
nruia, Msaco. Hanbosee Goratel apaxuioHOBOM KUCIIOTOM
parcoBoe U COeBOEe Maciia, a TAKXKe Macyio U3 CEMSIH JIbHA.
Omera-3 KUCIOTBI COAEPXKATCSI B MOPCKMUX MPOAYKTax
(cM. Tabnmiry). Omera-6 >KUpHBIE KUCIIOTHI COIEpKaTCs
B TeX 3Ke TIPOIYKTaxX, YTO ¥ OMeTa-3, — 3T0 XKUPHast MopcKast
pPBIOA M PACTUTETbHBIC MACJa, B TOM YHCIIE MACJIO SHOTEPHI
(MpuMyJibl BeuepHeil), OypauHuKa (OrypedyHUKa) M CeMsIH
YEPHOI CMOPOIUHBI, a TAKXKE B STHIIAX M CyOITPOIYKTAX.

CoBpeMeHHBIE JTaHHBIC JIMTEPATyphl YKa3bIBaIOT
Ha 0CcO0YI0 POJIb IUTMHHOIIETIOYSYHBIX TTOJTMHEHACHITIICH-
HBIX JXKUPHBIX KHMCIIOT, KOTOPbIE SIBJSIOTCS OCHOBHBIMU
(YyHKIMOHATBHBIMU  KOMITOHEHTaMU  (ocdoinnuaon
TOJIOBHOTO M03Ta, POTOPEIENITOPOB CETIATKH, OT HUX 3a-
BUCHUT pa3BUTHE MeMOpaHHBIX CTPYKTYp [13].

K ocHOBHBIM 3(hheKTaM TTOTMHEHACHIIICHHBIX SKUPHBIX
KUCJIOT CeMeHCTBa OMeTa-3 OTHOCSTCS UIMMYHOCTUMYJTAPY-
tolee aeictpue [14]; ykpernjieHue HepBHOI CUCTEMBbI, Cep-
IIIa ¥ COCYIOB; yCIIOKauBaroliee JACHCTBUE U TTOBBIIIICHUE
CTETICHW SJIMMWHALIN TPUTJIALICPUIIOB, B BBICOKMX KOH-
LIEHTPALIUSIX OHM TIPOSIBJISTIOT TTPOTHBOOITYXOJICBOC Cii-
ctBue [15]. A npu MOBBILIEHUU MX YPOBHSI OTHOCUTEIBHO
YPOBHST OMera-6 KUCJIOT CHIDKAeTCS PUCK Pa3BUTHSI paka
MOJIOYHOI XeJIe3bl ¥ peKTaJIbHOTO paka [16].

K neiictBuro omera-6 SKUPHBIX KHCJIOT OTHOCHT-
csi yewsieHue 3¢ @ekToB oMera-3 TMOJIMHEHACHIILIEHHBIX
SKUPHBIX KUCIIOT, TPOMMITAKTUKA U JICUCHUE aJlieprude-
CKUX peakIInii, yiIydineHnue GepMeHTaTUBHBIX peaKIIMit
KEJTYMOYHO-KUIIEYHOTO TpaKTa W CHIDKCHUE TIPOSIBIIC-
HUI CUHApPOMAa XpOHUYeCcKoi ycranoctu [17].

OB30PbI JINTEPATYPbI

W3 nuHoMeBOI KUCIOThl 00pa3yloTCcsl MpocTarjaaHau-
Hbl 1-i1 u2-i1 cepuit, a u3 anbda-JIMHONEBOI KUCIOTHI
— TIpocTamiaHIuHbl 3-# cepuu. Kpome Toro, XWpHEIE
KUCJIOTHl BXOIAT B coCTaB (HOChHONMMITUIHBIX MeMOpaH
1 B HAMOOJIBIIIEM KOJMYECTBE TIPEACTaBICHBI B TKAHIX
TOJIOBHOTO MO3Ta U Tiepu(epuIecKoil HEPBHOM CUCTEMBI,
TOrJa Kak JA0KO3areKcareHoBasi KMCiaoTa B HAaMOOJbIIEM
KOJIMYECTBE CONEPKUTCS B ceTyaTke riasa [18].

3HAUMTEIBPHBIA WHTEPEC TIPEACTABISIOT  PabOTHI
1o uzyyeHuto 3¢@dekrToB oborailieHusi palMoHa AeTei
¢ OPOHXMATILHOM acTMO oMera-3 TTOJIMHEHACHIIIICHHBI-
MU XMPHBIMU KHcIoTaMH. [lokazaHO, YTO TTOBBIIIICHUE
YPOBHS 3MKO30MEHTAEHOBOM U TOKO3areKCaeHOBOM KHC-
JIOT TIPUBOIUT K CHIDKEHHWIO O0pa3oBaHUS ITPOBOCIIA-
JINTENBHBIX JIEWKOTPUCHOB 4-U CepuM W YBETMYCHUIO
colepkaHUs TPOTUBOBOCTIAIUTECIBHBIX JIEMKOTPUEHOB
5-11 cepum, TTOBBIIIAST TAKUM 00pa30M aHTUOKCUIAHTHYIO
aKTMBHOCTb KPOBHM U aKTMBHOCTH ITPOIIECCOB IEPEKUC-
HOTO OKMCJIEHMSI TUNuaoB B Kietkax [19]. Kpome Toro,
SIKO30TICHTaCHOBAsI U JICKO30TICHTACHOBAsT  KHMCIIOTHI
JAIOT TUTIOIWITUAEMIISCKIN 3 (HEKT U IpeaOTBPaIIaloT
pa3BUTHE OXUPEHUS W (GPOPMUPOBAHMS PE3UCTEHTHOCTU
K uHCYyMMHY. [lokaszaHo, 4YTO yBeIWMYEeHHWE KOJUIECTBa
SKMPHBIX KUCJIOT CEMeCTBa oMera-3 B pallMOHE MalMeH-
TOB IPUBOIUT K CHIDKEHHIO YPOBHSI XOJIECTEPUHA 34 CUET
YMEHBIIIEHUSI COAEPXKAaHWS JIMIIOIIPOTEMHOB HU3KOU
iotHoctH [20].

[Ipu 060OIIEHNH OMBITA JICUCHUS] IPO3MBHO-SI3BCH-
HBIX TTOPAXKEHMI XeTyIKa U JBEHANIIATUTICPCTHON KUIII-
K1 obpaniaeT Ha cebsl BHUMaHUe, YTo JieyeOHbI 3 dhekT
oMera-3 XUPHBIX KUCIIOT OIPENeIIeTCsT YCKOPEHUEM pe-
TeHepalluy U TOBBIIIICHUEM peITapaTUBHBIX ITPOIIECCOB
B CJIM3UCTON 000JI0YKE racTpOAyoAeHAIbHOU 30HHI [21].

B nmutepaType WMeEIOTCST yKa3aHUWs, UTO BKITIOUCHUE
B IMETY XKUPOB MOPCKUX PHIO — UCTOYHUKOB OMeTa-3 TI0-
JIMTHEHACHITIICHHBIX JKUPHBIX KMCJIOT 00eCTIeYNBAET CTOM -
KW TUTIOTeH3UBHbIN 3¢ dekT [22—24]. B ocHoBe 3TOTO
sddexTa neKUT yrydreHne GyHKINA SHAOTeTUATBHBIX
kierok [25]. [IpumMeHeHNe JUIMHHOLIETIOYEUYHBIX OMera-3
TTOJIMHEHACHITIICHHBIX KUPHBIX KUCIOT TIPU CaXapHOM
nrabere 2-ro TWIA IEMOHCTPUPYET CTOMKUN Kapauo-
MTPOTEKTUBHBINA 3(P(dEeKT B BUIEC YMEHBIICHUS YacTOTHI

Tabauya. Conepxkanue oMera-3 NOIMHEHACHIIIEHHBIX JXUPHbIX KHCJIOT B MOPCKHMX MPOXYKTAX

Bun nponykra CoaepxaHue oMera-3 MoJMHEHAChIIEHHBIX XKMPHBIX KUCJIOT (Ha 100 r mponykTa), r
CkyMOpus 1,8—5,3
Cenbap 1,2—3,1
Jlococh 1,0—1,4
TyHen 0,5—1,6
®Dopeib 0,5—1,6
TTantyc 0,4—0,9
Kpesetkn 0,2—0,5
Tpecka 0,2—0,3
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F/za3b1puna A.A. u coasm. Posb MeTaboM3Ma MoJTMHEHACHIIIIEHHBIX 2KUPHBIX KUCJIOT Y TeTe u TIOAPOCTKOB C M30BITOYHOM Maccoii Tesa 1 OXNUPEHUEM

CepICYHON CMEPTH, CHIKCHUST YPOBHS TPUTIUIICPUIOB,
TIOBBIIIICHUSI CONMEPXaHUsI XOJIECTepUHA JIUTIOMPOTEUIOB
BBICOKO! TIIOTHOCTH, YMCHBIIIEHMS TTPOSIBJICHWI 3HIO-
TeUATbHON IMUCHYHKIINKM, arperalid TPOMOOIIUTOB,
YTO MIPUBOANT K CHUKECHUIO apTepUaIbHOTO IaBJICHUS,
TIPY 3TOM He HaOJIoMaeTCs YXYIIISHNUS YIIEBOMIHBIX TI0-
KazareJjeit [26].

HHTepecHbIe AaHHBIC, TOATBEPXAAMOIINE TTPOTHUBO-
BOCTIAJIUTENTBHBIN 3((MEKT ITMHHOIIETIOYSYHBIX OMeTa-3
TTOJTMHEHACHITIICHHBIX XXUPHBIX KUCIIOT, OBUTA TIOJTyJeHBI
B 9KCIIEPUMEHTE Ha JIAOOPATOPHBIX MBIIIAX C alMMEH-
TapHO-3aBUCUMBIM OXupeHueMm [27]. B uccienosaHuu,
MTPOBEICHHOM Y OOJIbHBIX OXKMPEHEM, HE MMEIOIIINX TN -
abeta, ObUIO MOKa3aHO, YTO Ha (POHE MPUMEHEHUST ITUX
SKUPHBIX KUCJIOT OTMEYaeTCsl CHUXKEHUE TTPU3HAKOB CHC-
TEMHOI BOCTIAJIMTEIILHON PEeaKIUY 3a CYET YMEHBIIICHUS
SKCIIPECCUM TTPOBOCTIAIMTEIHHBIX TEHOB B ITOMKOXKHOMN
KUPOBON TKaHW W YBEIWICHUS COMEpXaHUs TPOTUBO-
BOCTIAJIUTENTBHBIX 911KO3aHOUIOB B IIOJKOXHOM U BHUCIIE-
pasbHOM xupe [28].

Joxa3aHo y4acThe oMmera-6 TIOJMHEHACHIIIEHHBIX
KUPHBIX KHUCJIOT B PETYISIIIAA METabOIMIECKUX TIPO-
11€CCOB TPU HEATKOTOJIbHON XXUPOBOI O0JE3HU MEYEHU.
[IprMeHeHMe yKa3aHHBIX COCTUHEHMI HE COTIPOBOXKIIA-
€TCsl CHUXEHUEM HHIEKCa Macchl Teja, HO JOCTOBEp-
HO CHUXaeT KOJIMYECTBO XMpa B ITEYEHH, CIIOCOOCTBYET
HOpMaJu3aluu JUMUAHBIX TapaMeTpoB [29].

HccnenoBanust 3(pHeKTUBHOCTU TMOJMHEHACHIIIEH-
HBIX XKUPHBIX KUCJIOT, TTIPOBEICHHBIC Ha KUBOTHBIX, BBI-
SIBWJIA, 9TO WX MCTIOTB30BaHUE TIPH JICUCHUN OXKUPEHUS
oosiee 3(PPEKTUBHO Yy MOJOIBIX KUBOTHBIX, Y€M Y B3pO-
cabix [30].

AHaM3 OOJBIIMHCTBA WCCICIOBAaHWI, TPOBOIVB-
IUXCS € yY4aCTMEM B3POCHIBIX TAIlMEHTOB, ITIOKa3al,
YTO YBEJIMYECHNE YITOTPEOICHUST TIOJWHEHACHIIIEHHBIX
XUpHBIX KucioT ¢ 0,3 no 3,0 r/meHb ycKopsieT IoTe-
pIO Macchl Teja W OKa3bIBaeT MOJIOXUTEIbHOE BIMSIHUE
Ha cocTosiHMe 4enoBeka [31]. MexaHu3M, MocpeacTBOM
KOTOPOTO yBETMYEHUE TOTPEOICHNS TTOJUHEHACHIIICH-
HBIX KUPHBIX KUCJIOT MOXET YIYYIIUTh WHICKC MacChl
TeJa W olllee COCTOSIHME OpraHu3Ma 4YesloBeKa, OCHO-
BaH, HamOoJiee BEPOSITHO, Ha M3MEHECHWM 3KCIIPECCHU
reHOB, OTBeyamwIluXx 3a oOMeH BeulecTB. Cuurtaercs,
YTO MO BIUSTHUEM TTOJMHEHACHIIIEHHBIX XUPHBIX KHUC-
JIOT 3HAYUTETHHO TIOBBIIIACTCS YPOBEHb OKMCICHUS
KUPOB B XKUPOBOI TKaHU TICUCHU, Cepilla, KUIIeIHUKA,
CKEJIETHOI MYCKYJIaType, a TAaKKe YMEHbIIAETCS OTJI0XKe-
HWE XHUPOB.

Hemnocratok omera-3 KupoB MOXET IPOSIBIISITHCS OT-
KJIOHEHUSIMU B Pa3BUTUM HEPBHOM CCTEMBI, HAPYIIIEHU -
€M 3pEeHMS M Pa3BUTHEM TTepUhepUIeCKON HEHPOITaThH.

ApaxWIoHOBasl KHUCJIOTa, COAEpXallascs BKpPOBU
Y MBIIIIEYHON TKaHHU, SIBJISIETCS BaXKHEUTIICH TIOTMHEHACHI-
IEHHOW XKUPHOM KHUCIOTON, M3MEHEHWE KOHIICHTPAITIT
KOTOPOH 4acTO acCOLIMMPOBAHO C Pa3BUTUEM PE3UCTEHT-
HOCTU K MHCYJIuHY npu oxupeHuu [32]. IlepensObiTok

B TKaHSIX apaXUIOHOBOM KHUCJIOTHI MIPUBOINT K YCUIICHUIO
BOCTIAJIUTEIBHBIX TIPOIIECCOB U IMOBHIIIACT CKIIOHHOCTD
K HEKOTOPBIM 3a00JIEBAHUSIM: KOPOHAPHON HEAOCTaTOY-
HOCTHU, WHCYJIBTY, HAPYIIICHUIO Pa3BUTHS CETIATKH W MO3-
ra, ayTouMMYyHHBIM 3a00JieBaHusIM, O0osie3Hn KpoHa, paky
MOJIOUHOM 3KeJIe3bl, TOJICTOM KWIIKHW W IPeICcTaTeTbHOMN
XeJIe3bl, TTOBBIIIICHUIO apTepUaIbHOTO JTaBJICHUS, Pa3BU-
TUIO PEBMATOMIHOIO apTpUTa, caxapHOMY nuabery 2-ro
TUIa, 00JIE3HU MOYEK, IK3EME, ETPecCuu, IU30DPeHNU
[33]. MHorue y4yeHble OTMEYAlOT, YTO BHICOKAs! KOHIICH-
Tpalsl KOHBIOTUPOBAHHOM JIMHOJIEBOM KWCIOTHI TIPH-
BOIIUT K CYIIICCTBCHHOMY YMEHBIIICHUIO XMPOBOM MacChl
TeJa, MPEUMYIIIECTBEHHO Y MY>KUWH; YCHITUBACT POCT MBI-
IIEYHOM MacChl, OCOOCHHO TTPH PETYJISIPHBIX (DM3MUECKIX
HarpysKkax; TOBBIIIACT YCTOMYMBOCTh OpraHW3Ma K 3J10-
KauyeCTBEHHBIM HOBOOOPA30BAHMSAM, B TOM YHCIIE K PaKy
MpPEACTATE/IbBHON KeJie3bl, TPSAMOM KHUINKUA, MOJOYHOM
XeJIe3bl; 00J1amaeT BRIPaXKEHHBIMU TIPOTUBOBOCTIATUTE -
HBIMU CBoMcTBamu [34].

TakuMm o00pa3oM, I oAmepXaHUs ONTUMAIBHO-
ro 3/[0pOBbsl YejoBeka HeoOxonum OajaHc omera-3
1 oMera-6 XWpoB B opraHu3me. [lokazaHo, HampuMmep,
YTO 3HAUYMUTEIPHOE TPEOOIalaHne B IUETe HOPBEXKCKUX
5CKMMOCOB OMeTa-3 XKUPOB TPUBOAWT K CKIIOHHOCTH
K KpoBoTeueHusiM [35]. IIpu HemocTaTOUHOM MOCTYILIE-
HUM OMeTa-6 XUPOB BO3HUKAET CYXOCTh KOXHU, €€ YTOJ-
LIEHWE U LIeJyllIeHUe, a TAKXKe MPOUCXOAUT HApYyLIEHKE
pocta. Takke MOTYyT OTMeuYaTbCsl 3K3€MOIOJA00HbIE BbI-
CHITIAaHUS Ha KOXe, BBITIAJICHWE BOJIOC, IeTeHEepaIus Te-
YeHU, TOYeK, YacThle WHGMEKIUU, TI0X0e 3aKUBICHUE
paH, 6ecrutonue [36].

JleyeHve 1 TpOPMITAKTHKA OXMPEHUS U €TO OCIOXK-
HEHUI TpeOYIOT KOMIUIEKCHOTO TTOIXoJa, B YaCTHOCTH,
KOPPEeKIIMK MUTaHus. [JueToTepanus mpu HeoOXOIMMO-
CTU MOXET OBITh TOTIOJTHEHA METOIaMU MeTUKaMEeHTO3-
HOTO Y (WJIM) XUPYPTUUECKOTO JieueHUs oxxupeHus [37].

B mocienHue TOmBI GOJBIIOE BHUMAaHWME ITeAWATPHI
VICJSIOT TIUTAaHUIO JeTell paHHETO BO3pacTa B BUIE O~
60opa amanTUpPOBaHHBIX MOJIOUHBIX CMecCell JUId ameKBaT-
HOTo pocTa U pa3BuTuUs peOeHKa. B Hacrosiee Bpewmsi
IOKa3aHo, YTO afalTUPOBAaHHBIE MOJIOYHBIE CMECH,
oborarieHHble  JUTMHHOIIETIOYEYHBIMA — TIOJTMHEHACHI-
IEHHBIMU XKUPHBIMU KHACIOTAMH, OKa3bIBalOT ITO3UTHB-
HOe BJIWSIHWE Ha (pU3nyecKoe pasBUTHE ITOHOIICHHBIX
JeTeld TIepBBIX 4 MecC XXW3HU, HE YBEJIMYWBAsS YacTOTY
aJUIEPrUYECKUX peakluid, YIydlllaloT OCTPOTY 3pPEHMS,
KOTHUTUBHBIC (DYHKIIMU peOGeHKa, KOTOPBhIe COOTBETCT-
BYIOT TAaKOBBIM Y JIeT€i, HAXOSIIUXCSI HA €CTECTBEHHOM
BcKapMmimBaHuM. [IprMeHeHWe YKa3aHHBIX CMecel CTH-
MYJIUpPYeT pa3BUTHE 3PECHUS U ClIyXa, MOTOPHBIX U 3MO-
LIMOHAJIbHO-BOJIEBBIX (yHKUMIA y aereit [38]. OmHako
npobJieMbl 0oJiee CTaplIero BO3pacTa, CBSI3aHHbIE C OXKU-
peHUEM, He pacCMaTpUBaAIOTCS ISl BO3SMOXHOM KOPpeK-
LMY COOTBETCTBYIOIIMMHU aIalTUPOBAHHBIMUA MOJIOYHBI-
MM CMeCSIMH. B CBSI3M ¢ BBINIIEU3IOKEHHBIM pa3paboTKa
PEKOMEHIAIIMIA TT0 TMTAHUIO NIeTei CTapIlero Bo3pacTta,
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OB30PbI JINTEPATYPbI

CTpajalolMX OXUPEHUEM U U3OBITOYHON Maccoit Teia,
JIOJKHA TIPOBOJUTHLCSI HE TOJIBKO C MO3ULMKU ONTUMU-
3allMd  KaYeCTBEHHOTO W KOJMYECTBEHHOTO COCTAaBOB
MULLEBOTO pPAaLMOHA, OOECIEeYMBAIOLIETO MOTPEOHOCTU
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< bYBbMKOA

[ETCKOE N ANETUYECKOE NUTaHne

MOJI0YHbIE CMECU H3HHM- 3TO MOJIHOCTbIO
KA3EWHOBbLIE ®OPMYJibl HA OCHOBE HATYPA

® Be3 106aB/IEHNS MONIOYHOI CbIBOPOTKM

® [lpownu 12- neTHue MynbTULIEHTPOBbIE UCCiefoBaHnsa B Poccun

® Be30nacHoOCTb U 3HEKTUBHOCTL CMECEI Ha OCHOBE HOBO3EMaH/ACKOro KO3bEero Mosioka ANsi NUTaHus
[eTel [iokasaHa 6- NETHUMU KIMHWUYECKUMU UCCTIE[OBaHUAMMU M Npu3HaHa B EBpone (3aknioueHue

EFSA 2012; 10(3): 2603)

NOKA3AHUS K HASHAYEHWIO CMECEA HOHHU

® 3/10pOBbIM AETAM NPU HEBO3MOXHOCTM MPY/IHOrO BCKapMIMBaHMS

® [Ins npohunakTUKW HenepeHOCMMOCTU 6GEenkoB KOPOBLENO MOJIOKA M PUCKA PasBUTUS MULLEBOM
annepruv y aeten

® /[leTsiM C HeNepeHOCMMOCTbIO 6EMKOB KOPOBLErO MOJIOKa

® [leTAM C HefoCTaTo4HbIM HabopoM Beca

® [letsM C  (YHKUMOHANBHBIMU  HapyLUEHWSIMU
HEeAOCTaTOYHOCTU

® /[leTsiM CO CKJIOHHOCTBIO K 3aropam *

@ /[leTsM C HeyCTOMYMBbLIM CTyNIOM**

NMPOTUBOMOKA3AHUA K HASHAYEHWUIO CMECE

® JlakTa3Has He[OCTaTOYHOCTb
® Anneprvs w/ UM ceHcMbunmsaums K Ko3bemy MOOKY

NULLEBApEHNsl MpWM  OTCYTCTBUAWM  NaKTasHoM

MonHas nHdopmauus:
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WP W ® [IpoM3BOANTCS U3 OpraHUYEeCKUX Kpymn
o ® CopiepXuT KOMMeKe NpebruoTkoB

® be3 gobasneHns caxapa v noacnactutenei
® He coAepXXuT KOPOBLErO MOJIOKa

T

ObecneynBatoT pebeHka BaXKHbIMW MUTaTENbHLIMU BELLECTBaMM

DOpPMUPYIOT MPUBLIUKY K 340POBOMY MUTAHMUIO

YKpennstoT UMMYHUTET

MomoratoT pebeHky HabupaTb pebeHKy BeC B COOTBETCTBUW C BO3PACTHbIMU HOPMaMu
CHVXXAIOT PUCK PasBUTUS anneprum Npu BBEAEHWUM MPUKOPMA

MoaxoAsT Ans AETell C HeMepeHOCUMOCTbIO GEeNkoB KOPOBLETO MOJIOKa

KAXKAAA BUBUKALLA MNOJIE3HA NO-CBOEMY

IpeuHeBas BUBMKALLIA cofepxuT 6e0oK C BbICOKOM B1ONMOrnYeckoit LIeHHOCTbIO. boraTta sxenesom,
Meabio, docdopom, BUTaMUHaMK rpynnbl B, ceneHoM, nuLeBbIMM BOIOKOHaMU. CNoXHbIE YrneBoab!
rPeYHEBOM Kpymbl MEANEHHO YCBaWBaKOTCS M OBECreurBalOT OpraHusMy pebeHka AnuTenbHoe
MOCTyrMfIeHne 3Hepruv. [1nsi 3[0pOBbIX AE€Tel U AeTell C HEMepeHOCUMMOCTbIO GEeNkoB KOpOBLEMO
Mornoka. [ist AeTel CO CKNOHHOCTBIO K 3arnopam.

OBcsiHasi BUBUKALLIA Havbonee 6orata NULLEBLIMA BOJIOKHAMK, KanbLMEM, MapraHLeM, IMHONEBOM
KucnoTol. Kpyma coaeput 6enok C BbICOKOWM 6GMONOrMYeckoil LIEHHOCTbIO, BUTaMWHbI rpynnbl B,
ButaMmH  E.  Obnajaer  06BONaKMBalOWMM M MPOTUBOBOCMANMUTENbHLIM  AEHCTBUEM  Ha
XKENMYAOUHO-KULIEYHBIV TPaKT. [Insi 3A0POBbIX AETEN, U iETEN C HEMEPEHOCUMOCTbIO GENKOB KOPOBLETO
Monoka. [isi ieTell CO CKOHHOCTBIO K 3anopam.

PucoBas BUBMKALLA 6orata He3aMEHUMbIMM aMWHOKUCIIOTaMW. KneTyaTku B PUCOBOM Kalle
HEMHOrO, MO3TOMY OHa He pas;paXaeT >XeNyAOYHO-KULIEYHbI TpaKT. Takke pucoBas Kalla
06/1afaeT CBOVCTBOM BUTLIBATbL U BLIBOAUTL W3 KULLEYHMKA BPEAHbIE A5t OpraHu3Ma BeLuecTsa. s
3710POBbIX AETEl U AETEN C HEMEpPEeHOCHMOCTbLIO KOPOBLEro Mosoka. [1isi AeTeil CO CKAOHHOCTBIO K
Avapee. PucoBas Kalua MOXET 6biTb PEKOMEHAOBaHA NMOC/E NEPEHECEHHOI KULLEYHO UHEKLMM.
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OPUITNHAJIbHBIE CTATbU NEPUHATOJIOIrNS " HEOHATOJ10Insi

YI)OBeHI) IVIIOKO3bI B HyHOBHHHOﬁ KPOBH Y JOHOIIICHHBIX HOBOPOZKJICHHDBIX

A.JI. Kapnosa, M.B. Hapoean, A.B. Mocmosoii, O.M. Mupowruuenko, 10.H. Hexunenosa,
H.1O. Kapnos

CaHkT-lMNeTepbyprcknini neanaTpuyecknii MeAULIMHCKUIA YHUBEPCUTET; Hay4yHbIl LLEHTP akyLepcTBa, TMHEKONOrnn 1 NepuHa-
Tonoruu um. B.N. Kynakosa, Mocksa; O6nacTHOM KNMHMYeCKkuin poaunbHbli Aom, Benuknin Hoeropog,

Umbilical cord blood glucose levels in full-term newborns

A.L. Karpova, M.V. Narogan, A.V. Mostovay, O.M. Miroshnichenko, Yu.N. Nekipelova,
N.Yu. Karpov

Saint Petersburg Pediatric Medical University; V.l. Kulakov Research Center of Obstetrics, Gynecology, and Perinatology,
Moscow; Regional Clinical Maternity Hospital, Veliky Novgorod

Lenp uccienoBanuss — onpeesieHne YPOBHS ITIOKO3bI B MYNOBUHHON BEHO3HOi KPOBH Y IOHOLIEHHBIX HOBOPOXKIEHHDIX M €r0 3a-
BHCHMOCTH OT crioco0a popopa3speuieHusi. B ucciaenosanue BrimoyeHb! 102 310poBbIX TOHOMIEHHBIX HOBOPOXK/IEHHDbIX, U3 HUX 33 —
POAMIMCD MYTEM KecapeBa cedyeHHsi, 69 — ecTeCTBEHHbIM IMyTeM. YPOBeHb ITIOKO3bI B CBIBOPOTKE IYMIOBMHHOI KPOBH ONpeesiics
IIIOKO300KCHAA3HBIM METOIOM HA OMoxumMuueckoM ananusatope «Candup 400». Cpennue 3HaYeHUs1 YPOBHS [IIOKO3bI B CHIBOPOTKE
MYNOBHHHO# KPOBH Y 3J0POBBIX JOHOIIEHHBIX HOBOPOXK/IEHHBIX JeTeii coctaBmim 4,29+0,88 MMosb/a1 (MEHMMABbHBIN YPOBEHD —
2,9 MMOIIb/71, MAKCUMAJIBHBII — 5,9 MMOJIb/JT). YCTaHOBJIEHO, YTO KOHUEHTPAlKs IIIOKO3bl B MYNOBUHHON KPOBH JeTeii, POauB-
HIMXCS MyTeM KecapeBa ceveHus1, ObLIa TOCTOBEPHO HIKE, YeM Y JeTeii, POANBLINXCS eCTeCTBeHHbIM myTeM, — 3,8410,71 Mmouts/a
npotuB 4,51+0,87 mmoun/a (p<0,0001). AonoMuHAIBHOE poAOpa3pelIeHUe, NO-BUANMOMY, MOXKHO PaccMATpPUBaTh Kak (hakTop
PUCKA Pa3BUTHS TUNONTUKEMHH Y HOBOPOXK/IEHHBIX JIeTeil.

Katouesvie cnosa: HogopocdenHble, NynoGUHHAS KPOBb, 21H0K03A, AO00MUHAAbHOE POOOpA3PeuleHue.

The purpose of the investigation was to determine the umbilical cord venous blood level of glucose in full-term newborns and its rela-
tionship to the mode of delivery. The investigation included 102 full-term newborn infants, including 33 and 69 babies born via cesar-
ean and vaginal delivery, respectively. Umbilical cord serum glucose levels were determined by the glucose oxidase test using a Sap-
phire-400 biochemical analyzer. In healthy full-term newborns, the mean umbilical cord blood glucose levels were 4,29+0,88 mmol/1
(minimum, 2,9 mmol/l and maximum, 5,9 mmol/l). In the babies born via cesarean delivery, the umbilical cord blood concentration
of glucose was ascertained to be significantly lower than in those born vaginally (3,84+0,71 mmol/l versus 4,51+0,87 mmol/l;
p<0,0001). Abdominal delivery can be apparently considered to be a risk factor for hypoglycemia in neonatal infants.

Key words: newborns, umbilical cord blood, glucose, abdominal delivery.

FHHOFHHKGMHH SIBJISIETCSI OMHOUW M3 HamboJiee 4YacTo HOCTb OT PAa3/JIMYHbIX NPUYMH CPCAHU HOBOPOXICHHBIX,
BCTPCYUYAIOIIMXCA METabO0IMIECKIX np06neM Y HO- Y KOTOPBIX PETUCTPUPYCTCA TUIIOTIIUMKEMMUSI, B2,5 pasza
BOPOXICHHBIX JICTEH. H3BCCTHO, YTO YPOBCHDb TIJIIOKO3bI IIPEBLIINACT TAKOBYIO B I'DYIIIIC NeTen ¢ HOPMOIJIUKE-
B KPpOBM B paHHEM HCOHATaJIbHOM II€PHUOAC OKa3bIBacT Muen [4] CumnToMaTndeckasi THUIOTJIMKEMHUS acco-

CYIIIECTBEHHOE BJIIMSIHUAE Ha COCTOSTHUE peOCHKA B Malb-  LIMMPYETCS C Pa3TMYHBIMU BapUaHTaMU TIOBPEKICHUI
Heiem [1—3]. Mo nannubiM E H. Osier u coaBT., cmMepT- LEHTPAILHON HEPBHOM CHUCTEMBI, KOTOpPbIE YXYOIIAIOT
MPOTHO3 HEPBHO-TICUXUUYECKOTO pa3BUTHS peOeHKa [5].
© KonnekTtvig aBTopos, 2014 Cpenv OCHOBHBIX (haKTOPOB PHICKa Pa3BUTHSI THITOTIIV-
Ros Vestn Perinatol Pediat 2014; 2:54-56 KEMUM OIMUCHIBAIOTCA TAKKE, KAK CHIDKEHHBIE 3aI1achl [VIM-

Anpec nns koppecnonaeHmuu: KaprioBa AHHa JIbBOBHA — K.M.H., JOL. Kad. KOTEHa, MOBBILLICHNE YPOBHSI LIUPKY/IMPYIOLLIET0 MHCY/IMHA
9 b

IIpUEM MaTEpbIO psdAna JCKAapCTBEHHBIX CPEACTB, BBCACHUC

HEOHATOJIOTMM Y HEOHATAJIbHOW peaHWMAaTOJIOTUM CaHKT—HCTCpﬁypl‘CKOl’O
MeaMaTpUIECKOro MEAMIIMHCKOrO YHUBEPCUTETA.

MocroBoii Aiekceii BasepbeBuy — K.M.H., 3aB. TO# Xe Kad. pe6eHKy HEIOCTAaTOYHOr'O KOJINYECTBA INIFOKO3BI U JIP. [6: 7]
KapnoB Huxkonaii FOpbeBuY — 3aB. OTAEIEHUEM THHEKOJIOTUH TOTO XKe yupe- Bimsinue ciocoba poaopa3pClI€HuA Ha YPOBEHD IJTFOKO3bI
KOeHUs B ITYI IOBUHHOMN KpOBHU IIpU POXKACHUN M3YYCHO HEOOCTa-

194000 Canxr-TlerepGypr, y. Jlutoscka, 1. 2 TOYHO. J10 HACTOSAILETO BPEMEHU HE CYLIECTBYET €IMHOTIO,

POKIEHHBIX M HEOHOILEHHBIX JeTell HayuHoro LieHTpa akyliepcTBa, TMHEKO- YHI/I(l)I/IHI/IPOBaHHOFO CTaHJapra, IO3BOJIAIOIICIO ONPENc-
JIOTHH | TiepuHaTosiorui uM. B.U. Kynakosa JIUTh IPAaHULBI SYIJIMKEMUY Y HOBOPOXK/IEHHBIX [8].

117997 Mocksa, yi. Onapuna, 1. 4 Ieab uccenoBanuss — oNpene/IuTh YpOBEHD INIFOKO3bI
MMpOLLlHM‘{CHKO Onbra MuxaitioBHa — K.M.H., Bpay-HEOHATOJIOT OTACJICHU A B HyHOBI/IHHOﬁ BCH03HOIL/‘I KpOBI/I y JTOHOIIIEHHBIX HOBOpO—
HOBOPOXXIEHHbIX O6JACTHOTO KJIMHUYECKOTO POIUILHOIO JIoMa KIEHHBIX 1 €T0 3aBUCHMOCTb OT CII0co0a ponopaspetrie-
HUsI.

Haporan MapuHa BukTopoBHa — A.M.H., B.H.C. OTJ€JICHUS NATOJIOTUN HOBO-

173020 Benukuii Hosropon, yi. epxasuna, 1. 1.
Hexunenosa lOnust HukonaeBHa — 3aB. TeM Xe OTAeIEHUEM
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Kapnosa A.J1. u coagm. YpoBeHD TJTIOKO3bI B TYTIOBUHHON KPOBH Y IOHOIIEHHBIX HOBOPOXIEHHBIX

XAPAKTEPUCTUKA JIETEN 1 METO/IbI
NCCJIENOBAHUA

B peTpocnieKTMBHOE MCCiIeI0BaHNEe OBUTA BKITIOYCHBI
102 310pOBBIX ITOHOIIEHHBIX HOBOPOXICHHBIX, POIUB-
muxcsa B OOJaCTHOM KJIMHUYECKOM POIMUJIBHOM JIOME
Benukoro Hosropoga c01.11.2012r. mo 31.12.2012 .
Kpurepusimu otbopa OBLTH: CPOK TecTallid Ha MOMEHT
ponopaspelnieHusi He MmeHee 37 Hen U He 6osiee 40 Hen,
Macca Tesia npu poxjaeHuu He MeHee 2700 r u He 6o-
nee 4000 r, MHA Teaa MpU poXAEHUM He MeHee 48 cm
u He 6osiee 54 cM, olleHKa Mo 1IKaje Anrap Ha 1-ii MUHY-
Te XM3HU He MeHee 7 0aJIJIoB, Ha 5-i1 XKM3HU — HEe MeHee
8§ 6asuoB, 6JaronoyyHoe Te4eHue paHHEero HeoHaTa b-
HOTO TIepHOfa ¥ OTCYTCTBME KaKOW-JIMOO TIepUHATAIb-
Hol marojioruu. M3 ucciienoBaHUs MCKITIOYATUCH IETH,
pOIUBIITMECS OT MaTepel ¢ caxapHbIM auadeToM. B 3aBu-
CHMOCTH OT CIIoco0a pojopa3penreHusi ObLTH BBIIEICHBI
IIBE TPYITITBI HOBOPOXICHHBIX: 1-5 Tpymma — TUIAHOBOE
omepaTUBHOE poJopa3pelleHne IyTeM KecapeBa cede-
Hus (33 pebeHka), 2-s1 Tpynma — pojaopaspelieHue ec-
TECTBEHHBIM TIyTeM (69 meteit). Y Bcex meTeid orpenesns-
JIM YPOBEHb TJIIOKO3BI B CBIBOPOTKE ITYyITOBUHHOW KPOBU
TJTIOKO300KCHIa3HBIM METOJIOM TIPY ITOMOIIN OMOXUMU-
yeckoro aHanmn3aropa «Carngup 400».

Cratuctnueckass o0pabOTKa NAaHHBIX TPOBOIMIACH
C VICTIOJTIB30BaHUEM TIPUKITATHBIX TIPOrpaMM. Beraucismm
cpeIqHee 3HaYCHUE TTOKa3aTesl ¥ CTaHIapTHOE OTKIIOHE-
Hue (M=m). 1151 cpaBHEHUSI CPEIHUX 3HAYEHUI TpUMe-
HsUTCA HemapHBIU f-kputepuit CrpiogeHTa. CpaBHEHUE
HeITapaMeTPUYCCKIX JAHHBIX BBITIOTHSIIIOCH C UCITOIh30-
BaHMEM TOYHOTO KpuTepus Puirepa.

PE3VJIBTATBI U OBCYXK/JIEHUE

AHaiu3  aHAMHECTMYECKHMX JAHHBIX  I1OKa3al,
YTO CPEMHMWIA BO3pAacT MaTrepeil B HACTOSIIIEM WCCIIENO-
BaHMM cocTaBisia 27,915,8 rona, Moyt Kaxmaasi TPEThsl
XxeHIMHaA (26,5%) cTpamajga pasTUIHBIMM 3KCTpare-
HUTAJIbHBIMKM  3a00JieBaHUSIMU, Topas3no pexe (5,9%)
PETUCTPUPOBATIUCH THMHEKOJIOTMYECKHE 3a00JIeBaHMS.
Yarire Bcero IeTH POXIATUCH OT TTIOBTOPHOM OepeMeHHO-
CTH ¥ BTOPBIX pomoB. Hepenko TeyeHue GepeMEeHHOCTH
OCJIOXKHSITOCh yrpo3oit mpepbiBanus (36,3%), aHemuei
(32,4%) w xonabnutoM (28,4%). KecapeBo ceueHue BbI-
MOJTHSIIOCH B 32,4 % ciydaeB (33 HabmoneHus ). 3eIeHbIe
BOIIBI PETUCTPUPOBATUCH PeaKo (8,8%).

CpenHsisT Macca Tejla IIPW POKIECHUM COCTaBWIIA
3303,4+282,6 T, nmuHa — 51,6%£1,5¢cM, cpoK recrauuu
Ha MOMeHT ponopaspelieHus — 38,9%0,7 Hen. OueHka
T10 1IKaje Arnrap Ha 1-it MuHyTe Xu3nu — 7,6+0,5 6ajia,
Ha 5-1f MUHYyTe Xu3Hu — 8,6+0,5 6amna. Yucao Mambau-
KOB M JICBOYCK, BKJIIOYEHHBIX B HACTOSIIIEE MCCIIEIOBa-
HUeE, ObLIO MPAKTUYECKU OIMHAKOBBIM.

VYpoBeHb TIIOKO3bI B IYMIOBUHHOW BEHO3HOI KPOBHU
B CpeJlHEM B OOILE TIpyIie MOHOLIEHHBIX HOBOPOXKIECH-
HbIX Jereil coctaBui 4,291+0,88 MMoJb/1 (MUHUMAJTbHbBIN

— 2,9 MMOJIb/J1, MAKCUMAaJTbHBIN — 5,9 MMoIb/1). B omHO#I
W3 paHee TIPEICTABJICHHBIX BJIMTEpaType paboT, ObLT BbI-
SIBJICH OoJiee HU3KWI YPOBEHb TIIIOKO3HI B TUIa3Me BEHO3-
Hoit kpoBu (ot 2,5+0,4 mo 3,7+0,6 mmone/) [9]. OmHako
pe3yNbTaThl OPYIUX WCTOYHMKOB JIMTEPATYphl OKa3auCh
COMNOCTaBUMBI ¢ HalMMU. KoHIEHTpaLus TJII0KO3bI B Be-
HO3HOI KPOBH, OTpeNe/icHHasT HETIOCPEICTBEHHO TIPY PO-
xaennn, 1o JaHHbIM J. Hawdon wm coaBT., cocraBisiia
He MeHee 2,6 Mmmonb/i [10]. B paGote A. Marconi 1 coaBT.
TIPY TIPOBENCHUY CEPUU KOPIOIICHTE30B YPOBEHB IJTFOKO3BI
B BEHO3HOM KpOBH 1utofa Konebdancs ot 3,0 1o 6,0 MMOIb/
[11]. B uccnenosanuu J. Wirds u coaBT. coaepkaHue Tio-
KO3bI B BEHO3HOI ITyITOBUHHON KPOBM HAXOAMUJIOCH B TIpe-
nenax 3,2—5,8 MMOJIb/JI, a B apTepUaibHOM IMyMOBUHHOMN
kpoBu — 2,6—5,0 mmonb/n [12]. Be3yciaoBHO, BBUIY WC-
TTOJTb30BAaHUSI PAa3HBIX METONOB OIIPEHETICHUS TJTFOKO3BI
TOYHOE COIIOCTAaBJICHWE HAIlMX PE3YJIBTaTOB C TaHHBIMHU
JIUTEpaTyphl 3aTPYIHEHO W MOXET OBITh CHETaHO TOJHKO
C OTIPEJIEIEHHOM CTETTEHBIO TOITYCTMOCTH.

CpaBHUTEIbHBIA aHAU3 TTOJYYEHHBIX DPE3YIbTaTOB
B 3aBUCHMOCTH OT CIT0C00a pOoIopa3peIieH s TIPOBOIUII-
CsI TIO TeM XK€ KJIMHUYECKUM KPUTEPHUSIM, KOTOPbIEe ObLTH
HCIIOB30BaHBI B XO/I€ OIIEHKM OOIIIEl IPYIITHl HOBOPO-
KIeHHbIX. OCHOBHBIE KIMHUYECKHE XapaKTepUCTUKU
TPy NpeACTaBIeHbI B TAOIHIIE.

OOHapyXeHO, YTO OCHOBHBIE aHAMHECTUYECKUE
W KJIMHWYEeCKWE JaHHBIe V AeTeid 00CIeA0BaHHBIX
TPYIN He UMENU CYIIEeCTBEHHBIX pa3iauyuii. B rpymire
OITepaTUBHOTO POAOpa3pelIeHus mpeodiragaia yrposa
npepbIBaHUs 6epeMeHHOCTH. UMennch pa3anuus Mex-
Iy TpyNIIaMH IO MOJIOBOMY TTPU3HAKY, OLIEHKE TTO IIKa-
Jie Atrap — B HallleM HMCCJIeTOBaHUM €CTECTBEHHBIM
IyTeM Yallle pOXIaauCch MaJIbUYUKH; Y NeTel, POXKICH-
HBIX ONEpaTUBHBIM IMYTeM, OILEHKA IO IIKaje Amrap
XapakTepu3oBatach 001ee HU3KUMH 3HAUCHUSMU.

YpoBeHb TIIOKO3bI B MYMTOBMHHOW BEHO3HOM KPOBU
y IeTeil, poXXKACHHBIX a0MOMUHAIBHBIM ITyTeM, OBLT CyIIIe-
CTBEHHO HIDKE TAaKOBOTO ITPU €CTECTBEHHOM DPOIOpa3pe-
meHuu — 3,84+0,71 mmoinb/n mpotus 4,51+0,87 MMonb/n
(p<0,0001). TaHHOE OOCTOSITEILCTBO MO3BOJISIET CEJATh
BBIBOJ O TOM, YTO OTIEPaTMBHOE POAOpa3pellieHre abmo-
MMHAJIBHBIM TIyTeM MOXKHO paccMaTpuBaTh Kak (hakTop
pUCKa pa3BUTHS TUTTOTIMKEMUN Y HOBOPOKIEHHBIX JETei
B TIOCTHAaTaJIbHOM Tiepuoze. B muTeparype MMeroTcs or-
paHWYeHHbIE Y MPOTUBOPEUMBEIC JaHHBIE, KacalolIuecs
BIIMSTHUA CTIOcO0a pomopaspelieHrs] Ha YPOBeHb TITIOKO-
3Bl Y HOBOPOKICHHBIX. OMHAKO OOJTbIIee KOJTMIECTBO pa-
00T CBMICTEILCTBYET O HAIMIMM OOJilee HU3KOTO YPOBHS
[JTIOKO3BI B ITYITOBUHHOM KPOBU Y HOBOPOXIEHHBIX TOCTIE
KecapeBa CeUeHMsI, IIPUIEM Kak Iocjie SKCTPEHHOTO, TaK
M TIocJIe T1aHoBoro [9, 12, 13].

TakuM 00pa3oM, B XOIe HACTOSIIIETO MCCIETOBAHUS
OBUTM OTIpEeNIeIeHBl CpeTHUEe 3HAYCHUST YPOBHS TJIIOKO3BI
B CHIBOPOTKE IMyMOBUHHOM KPOBU Y 3A0POBBIX JTOHOIIEH-
HBIX HOBOPOXIEHHBIX nereii: 4,2910,88 mMMonb/n (Mu-
HUMAaJbHBIA ypOBEHb — 2,9 MMOJIb/J1, MAKCUMAJIbHBI —
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Tabauya. OcnoBHbIE KIMHNYECKHE XAPAKTEPUCTHKH 00C/IeI0BAHHBIX TPYIN J€Tei

TTokazaresnn KecapeBo ceuenue (n=33) EcrectBeHHBIE pOIbI (1=69) p
Bospact marepu, ronsl (M+m) 28,016,2 28,1£5,6 0,955
Comaruueckast maToyorus, abe. (%) 7 (21,2) 20 (28,9) 0,138
TtHeKoIOrMYecKas maTojorus, ade. (%) 2 (6,1) 4(5,8) 0,338
CpenHee KOJMIECTBO OepeMeHHocTel (M+m) 2,6%1,3 2,7+2,8 0,772
Vrpo3sa npepriBaHus 6epeMeEHHOCTH, a0c. (%) 16 (48,5) 21 (30,4) 0,037
AHeMus BO BpeMst 6epeMeHHOoCTH, abc. (%) 10 (30,3) 24 (34,8) 0,162
Konbnut Bo BpeMs 6epeMeHHOCTH, abc. (%) 9 (27,3) 19 (27,5) 0,187
CpenHee KOJTUIECTBO poaoB (M=m) 1,7£0,8 1,7£0,8 0,994
3eneHble Boabl, adc. (%) 39,1) 6(8,7) 0,285
Cpok recrauuu, Hea (M=xm) 38,8+0,6 38,9%0,8 0,537
Macca, T (M=m) 3332,4+281,7 3280,1£293,5 0,389
JnuHa, cM (M=m) 51,1x1,7 51,8x1,4 0,052
KonndecTBo ManbunKoB, adc. (%) 13 (39,4) 39 (56,5) 0,046
OlieHKa 1o 1iKajae Anrap, 6ajisl (M=m)

Ha 1-if MUHYTE XU3HU 7,3+0,5 7,8+0,4 0,000
Ha 5-11 MUHYTE XU3HU 8,3+0,5 8,8+0,4 0,000

5,9 mmoub /). BeIsiBIEHO, 4TO CITIOCOO pomopaspelieHust
OKAa3bIBAeT CYIIECTBEHHOE BIUSHUE Ha KOHIEHTPAIUIO
[JIIOKO3BI B MTYIIOBUHHOM KpoBU. Ilpu miaHoBoM abmo-
MHMHAJIBbHOM POAOpa3pelicHUN KOHIEHTPAIUS TIIOKO3bI
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Oco0eHnocTH (DYHKIMOHAJIbHBIX MOKA3aTeieii cepaa y HOBOPOXKIEHHbBIX C CHHIPOMOM
3a/IepKKH POCTA IJ10/1a B pAHHEM HEOHATAJILHOM TlepHrojie

JI.T. bopucosa, C.fO. 3axaposa, O.A. Kpaesa

Ypanscknin HUN oxpaHbl MaTepuHCTBa U MafeH4ecTsa, EkatepuHbypr

Cardiac functional features in newborns with fetal growth retardation syndrome in the early

neonatal period

L.G. Borisova, S.Yu. Zakharova, O.A. Kraeva

Ural Research Institute of Maternity and Infancy Care, Yekaterinburg

IIpuBenensl pe3yasTaThl HCCJIe0BaHNS (DYHKIMOHAIBHBIX MOKA3aTeNeil Cepa Yy HOBOPOXKIEHHBIX ¢ CHHAPOMOM 3a/IePXKKH POCTa
IJIOZIA B PAHHEM HeOHATa/IbHOM nepuoje. [loka3aHo, 4To y neTeii ¢ CHHIPOMOM 3aJepKKH POCTA IJI0JA BBIABJISAETCH apTepuaibHast
TUNOTEeH3Us. XapaKTepHOi 0COOEHHOCTbIO IAHHOTO KOHTHHIEHTA JIeTell SABJIseTCs peMOoIeMPOBaHue Kamep cepala, CONPOBOXKIAI0-

1ieecsl CHUZKEHHEM COKPATUTEIbHOM (DYHKIMH JIeBOro XkKeJTya04Ka.

Kntouesvie crosa: HogoposicoernHbie, CUHOPOM 3a0epicKu pocma nioda, apmepuansioe 0agaerue, axokapouoepagpus, coxpamumens-

Has YyHKUYUS 1€8020 dceay0oUKa.

The paper gives the results of an investigation of cardiac functional indexes in newborns with fetal growth retardation syndrome in the
early neonatal period. The babies with fetal growth retardation syndrome are shown to have arterial hypotension. The characteristic
feature of this contingent of infants is heart chamber remodeling followed by lower left ventricular contractile function.

Key words: newborns, fetal growth retardation syndrome, blood pressure, echocardiography, left ventricular contractile function.

Ozmoﬁ U3 BAXHBIX MPOOJEeM COBPEMEHHON Meau-
IIMHBI SIBJISIETCSI  BBIX&XXKWBAaHUE W peaOMIUTAIINS
HOBOPOXJCHHbIX, POAMBILIUXCS C HU3KOW Maccoil Teina,
00YyCJIOBJIEHHOM CUHIPOMOM 3aIep>KKHU pocTa 1ioja. JTo
COCTOSIHME OTHOCHUTCS K UYMCITy HAauboJiee 4acThIX MPUIMH
repruHaTaJbHOl 3a001€BAEMOCTU U CMEPTHOCTH, a TaK-
K€ HapyllleHUi ananTtalvu B HEOHATAIbHOM MEepUOJIe
U OTIpeNesisieT HapylleHUsl 3J0pOBbsSI Y Pa3BUTUS AETel
B nocJieaytomue roasl XxXus3Hu. 1o nanusim BO3, konm-
YECTBO HOBOPOXIECHHBIX C 3aJ€PXKKOW BHYTPUYTPOO-
Horo pocta Kojebnetcst ot 31,1% B LlenTpanbHoii A3uun
10 6,5% B pa3BuThiX cTpaHax EBpombl. B Poccum ator
cUHIpoM oTMevaetcs B 2,4—17% ciyqaes [4]. [epuna-
TaJbHasi CMEPTHOCTb CPEIU JOHOILIEHHBIX NETei, POAUB-
LIKXCSI C MPOSIBIIEHUSIMU CUHIPOMA 3aJIEPXKKU POCTa IO~
na, B 3—8 pas Bblllle, YeM Cpeau JeTeil ¢ HopMoTpodueit,
U 3aHUMAET BTOPOE MECTO B CTPYKTYpEe MepUHATAIbHBIX
MoTeph NocJie HeloHoeHHOoCTU. [lepuHaranbHas 3a60-
JIEBAEMOCTb JE€Tel, POJUBILUXCS C TAaHHBIM CUHIPOMOM,
cocrasisteT 47—50% [8].

© Konnektune aBTopos, 2014
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Kpaesa Osbra AnekcaHIpoBHa — K.M.H., PyK. TOTO e OTAeJIeHUsI

620028 ExarepunOypr, yi. Peruna, 1. 1

OpHa Y3 MIaBHBIX MPUYUH CUHAPOMA 3aIEPXKKU PO-
cTa mjoja — IUIalleHTapHask HeJA0CTaTOYHOCTh, KOTO-
pasi mpeacTapisieT coOoi pe3yabTaT CJA0XHOW peakuuu
TJI0Nla W TUIALIEHThl Ha pa3jiMuyHble MaTOJOTUYECKUE CO-
CTOSIHUSI MaTepUHCKOTO opraHusma. IlialieHTapHast He-
JIOCTaTOYHOCTb TPOSIBJISIETCSI B KOMILJIEKCE HapYLIEHUI
TPaHCIIOPTHOM, TpoduiecKoii, SHIOKPUHHON 1 MeTabo-
JIn4ecKoil (yHKIIMI TJIALEHTHI, JieXallluX B OCHOBE Ta-
TOJIOTUM TUIOAA W HOBOPOXAEHHOro. PesynsraTom aTHX
U3MEHEHMUI SIBJIIeTCS TUITOKCUSI Tuiofa U hOopMUpOBaHKE
CUHIpOMa 3a7epPKKM pocTa 1uioaa [5].

WccnenoBaHusiMu  MOCHEAHUX JIeT  TOKa3aHo,
YTO y IET€il C CUHAPOMOM 3aepXKW pocTa IUIoja
dopmupylorcsi 0cobeHHOCTH Mopdosiorun U GyHK-
LIMM BHYTPEHHUX OopraHoB. OHM TOCTOBEPHO yalile 00-
YCJIOBJIMBAIOT Pa3HOOOPA3HYI0 XPOHUYECKYIO MaTOJIO-
TUI0 B cTapieM Bo3pacTte [6]. Psmom paboT mokasaHo,
YTO y KATErOpUM NETEN C HU3KOM Maccoil Tena K CBoe-
MY FeCTallMOHHOMY CPOKY €CTb MpPenpacrnojioXXeHHOCTh
K paHHeMY (OPMUPOBAHUIO aApTEPUATbHON TUMEPTEH-
31U, UILIEMUYECKON 0O0JIE3HU cepilia B MOJIOJOM BO3-
pacte. Ilepuon mepecTpoiiKM LIEHTPAJbHONW TeMOIM-
HaMUKU TIpU TIepexojie OT BHYTPUYTPOOHOTO pPa3BUTUS
K BHEYTPOOHO! XXW3HM SIBJISICTCST KPUTHIECKUM MOMEH-
TOM, OTpEACIISIIOIIUM paboTy cepala.

esb: M3yInTh TeMOIMHAMUIECKUE TTOKA3aTe N Y HO-
BOPOXAEHHBIX C CUHAPOMOM 3aIep>XKM pocTa Tulofa
B paHHEM HEOHATaJIbHOM BO3pacTe.
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XAPATEPMCTUKA TETEV 1 METO/IbI
MNCCIEJOBAHUA

O6cnenoBaHbl S0 HOBOPOXIEHHBIX B IUHAMUKE paH-
HEro HeoHaTajbHOTro nepuoaa. OCHOBHYIO IPYIITy COCTa-
BUIM 40 MOHOIIIEHHBIX JETEH, PONMBIIMXCS C PU3HAKA-
MU CUHIPOMa 3aepKKH POCTa TUIONA, TPYITITY CPaBHEHUSI
— 10 HOBOPOXIEHHBIX ¢ HOPMAJIBHBIMU MOKa3aTeIIMU
uznyeckoro pa3BUTHS IMPHU poxkaeHnH. Bee meTn oberre-
JIOBaHbl AByKpaTHO: B 1-e¢ u Ha 10-e cyTku xu3Hu. [1po-
BOAWJIOCh M3MEPEHUE apTepUaIbHOIO NaBJIEHUSI U 3XO-
kapauorpaduueckoe ucciaenoBanue (3xoKI).

ApTeprarbHOe TaBJIeHNE U3MEPSITN B YTPEHHME 9achl
OCITWJITIOMETPUIECKAM METOIOM C TTIOMOIIBI0 MOHUTO-
pa «Auto B. P. Monitor» ¢upmbl EME (AHrus, Monesb
3100) u monuTopa Smartsigns Lite plus pupmbl « Huntleigh
Healthcare» (Anrmus, monmens SL 600). M3mepeHue ocy-
LIECTBIISUIACH CJEAYIOIIMM 00pa3oM: BOKPYT Ijieya OJHOM
13 pyK pebeHKa (UKCUPOBATU MAHXETY, TOAOO0p MPOBO-
IVTA B 3aBUCUMOCTU OT aHTPOTIOMETPUUYECKUX TTOKa3a-
Teneil npu poxaeHun. DxoKI'- uccienoBaHue BbINOJI-
HsUIOCh Ha yiibTpa3BykoBoM anmnapare « PHILIPS HD 15»
npousBoncTBa «Dwmnric Yasrpacaynn, Muk.» (CILA)
B M- u B-pexume ¢ UCNOJIb30BAHUEM CEKTOPHOIO NaT-
yuka c dazupoBaHHON peleTkoil S8—3 (¢ yactoToii
8—3 MIi1) no oGienpuHsTO MeToaUKeE |2, 3].

Cratuctuyeckasi o0paboTka pe3yJibTaToB MPOBeae-
Ha C UCITOJIb30BaHMEM MaKeTa MPUKIIAIHBIX TPOTpaMM
Statistica 6.0. JlaHHBIe TIpenCTaBIsUIN CpemHelt apud-
MeTUYecKoi BeauuuHou (M), st aOCOMIOTHBIX Be-
JIMYWH CTAaHOAPTHBIM OTKJIIOHEHUEM (m), JJISI OTHOCH-
TEJIbHBIX BEJMYUH OIIMOKON cpemHeil BeJIUYUHBbI (m).
CrenieHb JTOCTOBEPHOCTH MEXIY TPYIIIaMU OIIcHWBA-
M 1o t-XKputepuio CThIOACHTa IJIST KOJIMYECTBEHHBIX
TIPU3HAKOB, JOCTOBEPHBIMU TPUHUMAJUCH Pa3TUIUs
ipu p<0,05.
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PE3VJIBTATBI 1 OBCYXKIEHUE

[pw aHaM3e aHAMHECTUIECKUX TAaHHBIX YCTAaHOBJICHO,
YTO HAOJTIOMABIIVECS T C CUHAPOMOM 3a[ePXKHA POCTa
TUIona, KaK MpaBUIo, POKIAIHMCh Y KEHIIIVH ¢ pa3HOO0pas3-
HOM 3KCTpareHUTaJIbHOM martojiorueii: aHemuein (y 50%),
6o1siMU OopraHoB TuiieBapeHus (y 25%), ¢ HapyLeHUsSIMU
cepaeyHo-cocyaurcToii (y 18,75%) v sHIOKPUHHOM cUCTeM
(v 15,6%). TeueHne 6epeMEeHHOCTH Y MaTepeii IeTel ¢ CMH-
JIPOMOM 3aJIePKKH POCTa TUTOIa OCJIOKHSITOCh TOKCUKO30M
TTepBOIA TIOJIOBMHBI GepeMeHHOCTH (Y 42,75%), mpesKiiam-
TIcHeit pa3mmyHoi cternieHn Tsokectu (y 31,25%), yrposoii
HeBBIHAIIIMBAHUS GepeMeHHOCTH (Y 65,62%), ManoBoareM
(v34,37%). Cpennue aHTpOITOMETpUYECKHE TII0Ka3aTe-
JIM HAOJMIONABIINXCS NETe TP POKICHUM TTPEACTABICHBI
BTabN. 1, U3 KOTOPOI CIIeAyeT, YTO aHTPOIIOMETPUICCKIE
TTOKa3aTeiv y IeTell ¢ CHHAPOMOM 3allepXKK POCTa IIona
OBUTM 3aMETHO HIDKE TAKOBBIX Y IETEH TPYIIITHI CPAaBHEHMS.

I1pu KIMHUYEeCKOM OOCIeIOBAaHMYN NIETeil HapylleHue
COCTOSTHUST CepIEIHO-COCYIUCTOM CUCTEMBI XapaKTepH30-
BaJIMCh HATMYNUEM MPAMOPHOCTH KOXXHOTO ITOKPOBA, TIEPH-
OPAJTLHOTO ¥ aKPOIIMAHO3a, IIPUTITYIIIEHHOCTHIO CEPICIHBIX
TOHOB, akileHTyalueir Il ToHa Han jeroyHol apTepueid,
(bYHKITMOHATEHBIM CUCTOIMIECKAM IITyMOM, B pSizie CIIy-
YaeB pPACIIMPEHUEM TPAHUII OTHOCUTEILHOW CepaedHON
Tynoctd. Bee HabmonaBimecst 1eTh UMeTd KITMHIIECKIe
MposiBJICHUs TTocTrunokcuyeckoro rnopaxenusi [LIHC pas-
JIMIHOM cTeTieH! TspkecTr. OIHIMM M3 TToKa3aTesei, oTpa-
KAFOIIUX aIaTTAIII0 CePIETHO-COCYIMCTON CUCTEMBI, SIB-
JITIOTCST YacTOTa CepIeYHbIX COKPAIIEHU U apTepraibHOES
TABJICHWE, TIPEICTABICHHBIC B TA0J. 2.

JIOCTOBEPHBIX PA3TMUMIA TTO YaCTOTE CEPACIHBIX COKpa-
LIICHUI Yy IIeTEl OCHOBHOM M CPAaBHUTEJILHOM IPYIIIT HA MPO-
TSDKEHUW PaHHETO HEOHATAIbHOTO TIieprona He HalieHo.
OnHako y IeTeil ¢ CHHIPOMOM 3afepsKK/ pocTa Tuioaa 1c-
XOIHO 3TOT TTapaMeTp OKa3ajicsl HIDKe, YeM B IPYITIIE CpaB-

Tabauya 1. Cpennme anTponoMeTpHYeCcKHe NOKA3ATEH y HAO0AABIIIXCSA AeTeil npu poxxaenun (M=+m)

IMoxazarenb OcHoBHas rpynma (n=40) Ipynna cpaBHeHus (n=10) JloCTOBEPHOCTb PA3IUUUA, p
Macca, r 2460+207 3470280 p,<0,05; p,<0,03
JnvHa, cM 47,4%1,66 50,7£0,42 2,<0,16; p,<0,15
OKpPYXHOCTb I'OJIOBBI, CM 32,3+0,82 34,7+0,8 £,<0,003; p,<0,01
OKpy>XKHOCTb TPy, CM 31,1£1,92 34,3%+0,64 2,<0,03; p,<0,02

Ilpumeuanue. 3nech 1 B Tab. 2 ¥ 3: p; — IOCTOBEPHOCTD PA3IMYMI MEXITy TTOKA3aTENAMU OCHOBHOM IPYIIIBI M TPYIIIBI CPABHEHUS B 1-€ CYTKH
JKU3HU; p, — NOCTOBEPHOCTD PA3IMYMI MEXITY MOKA3aTeIAMM Ha 10-€ CYTKH KU3HMU.

Tabauya 2. Tlokasatem 9acToThI cepaednnix cokpamenuii (YCC) u aprepuainnoro napienns (AJI) y Hoopoxaenabix (Mtm)

IToxasarens OcHoBHas rpynma (n=40) Ipynma cpaBaenust (n=10) JloCTOBEPHOCTD pa3inyuit, p
1-e cytku ku3Hu  10-e cyTKM XU3HM  1-€ CyTKuY Xu3Hu  10-e CyTKM KU3HU

YCC B MUHYTY 123,1+11,8 143,217,2 135,148,2 130,149,0 2,<0,65; p,<0,54

CAJl, MM pT.CT. 81,6£16,6 83,1£11,1 87,33+1,09 84,44+0,98 ,<0,0001; p,<0,02

JAJL, MM pT.CT. 47,318,1 43%+10,2 39,78+0,54 54,06£0,60 2,<0,01; p,<0,001

CpenHee AJl, MM pT.CT. 5618,5 52+£10,5 67,89£0,67 82,89+0,69 2,<0,0001; p,<0,0001
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bopucosa JI.T. u coasm. OcobeHHOCTH HYHKIMOHATBHBIX MTOKa3aTeNell cepiia y HOBOPOXKIECHHBIX. .

HeHUsl. Bo3MOXHO, OTHOCHTENTBHO CHIDKEHHBIE TToKa3aTe-
JIV 9aCTOTHI CEPIEeYHBIX COKPAIICHUH Y IETeil C CHHIPOMOM
3aJIep>KK1 POCTa TUTOJa CBUICTEILCTBOBAIN O TIOIABJICHUH
CUMIIaTIYEeCKOM aKTUBHOCTH B Pe3yJIbTaTe TMITOKCUYECKOTO
TTOBPEKICHNSI BETETATUBHBIX 1IEHTPOB PETYJISIIMA CEepIed-
Horo put™Ma. 11T neTeid, pOIMBIIMXCST C CHHAPOMOM 3afiep-
XKW pOcCTa IIoNa, XapaKTepHa apTepraibHasT TUTTOTCH3MS,
COXPAaHSIONIAsICS B TEUEHUE BCETO PAHHETO HEOHATATEHOTO
rreprona. MI3BecTHO, YTO ¢ MOMEHTa POXKICHMS Y 3OPOBO-
TO JTOHOIICHHOTO pebeHKa TpeKpaliaeTcsl TularieHTapHoe
KpoBooOpailleHue, HauMHaeT (PyHKIMOHUPOBATb Malblii
KpPYT KPOBOOOPAIIEHNsI, TTOCTETIEHHO TPEKPAIIaeTCs IMo-
TOK KpOBM 4Yepe3 GeTalbHble KOMMYHUKAIMW. Y AeTeit
C CUHIIPOMOM 3aIeP>XKH POCTa TJI0/Ia, MMEIOTIIMX ITPU3HAKI
MOpPGODYHKIIMOHAIBHON HE3peIOCTH, (heTabHbIE KOM-
MYHUKAIUN TIPONOJTKAIOT (DYHKITMOHUPOBATH B TEUECHUE
IUTATETGHOTO BpeMeHW. DTO OOYCIOBIMBAET Tiepepaciipe-
JIeJICHEe KPOBH B TIOJIb3Y MAJIOTO KPyra KpOBOOOpPAIIEHHST
1 OTHOCUTETPHOE OOeTHEeHME OOJBIIOro. B cBsa3m ¢ atum
HaOJTrIoMaeTCs CHIDKEHUE apTepUaTbHOTO TaBICHUS.
OcHoBHble Oxo-KI'-miokazarenu y HaOIIOOABILIMXCS
TTAITUCHTOB TIpeACTaBIeHbl BTa0m. 3. KoHeuHbI cucro-
JIMYECKUI Y KOHEYHBI JUAaCTOJIMYECKUI pasMeEpPEl JIEBOTO
KeJTyZIouKa y IeTeld OCHOBHOM TPYITITHI B TCUEHUE paHHETO
HEOHATAJIbHOTO Mepro/ia JOCTOBEPHO HE U3MEHSUIUCH B OT-
JIMYYEe OT eTeil TPYITBI CPaBHEHUS, TIe 3T TOKa3aTeln
yBesmuuBauch (p<0,001). CoOTBETCTBEHHO, YOApHbBII
00BEM Y HOBOPOXKIIEHHBIX C CHHAPOMOM 3alepXXKHM POCTa
TTONA YBETMIMBAJICS HEIOCTOBEPHO, @ B TPYIITIC CPAaBHEHMSI
— mioBbIIazcs B 2 pa3a. MHnekc cepuzaimm Kkamep cep-
ma (TeOMeTpUYEeCKOe COOTHOIICHNWE UTMHHOW OCH U KO-
POTKOI) y IeTeii ¢ CHHIPOMOM 3allepXXKK POCTa ITona ObUT

JIOCTOBEPHO HIKE, YeM Y IETEl TPYIIIbI CpAaBHEHWS, U B TN~
HaMUKe HEOHATAIbHOIO TIepHOla JIOCTOBEPHO YMEHbB-
IIAJICSI, YTO CBUAETEILCTBYET O COXpAaHEHUN ChepU3aLvm.
M3MeHeHre TeoMeTpurd KaMmep cepilla COIPOBOXIATIOCH
YMEHBIIICHUEM TI0Ka3areseld CHUCTOJIMYECKO (hyHKIIMMN
JIEBOTO KeJyJouKa: TMapaMeTpbl (Ppakiuy YKOPOYEHMSI
¥ (bpaKLIMY U3THAHUS ObUTM CHWKEHBI B 1-€ CYTKU SKU3HU
M IOCTOBEPHO HE U3MEHSUIMCH B TedyeHue 7 OHeil. Y meteii
TPYIITLI CPABHEHMS 3TH ITOKA3aTeN TOBBIIAIICH, YTO OT-
pakaeT yBeJIMIeHUE TIPON3BOIUTETLHOCTH PabOTHI CepiIlia.

TMoxyyeHHBIE Pe3yJIbTaThl MBI CBSI3AJIM C Pa3HBIMU YCIIO-
BUSIMU BHYTPUYTPOOHOTO pa3BUTHS neTeid. Jlet ¢ CHHapo-
MOM 3aJIep>KKH POCTa TUTo/a, Kak MPaBWIo, BHYTPUYTPOOHO
pa3sBUBAIOTCS B YCJOBMSX TPESKIAMIICUU M (heTOTUIALICH-
TapHON HENOCTATOYHOCTH. I1pr 3TOM MPOMCXOOUT TTOBBI-
eHne Tepudepruyeckoro COMPOTUBIEHUST COCYIOB TLIa-
LIEHTbI W YMEHBIICHNE BEHO3HOTO BO3BpaTa K IUIONY, T.€.
CHIDKEHUE TIPEIHArPY3KU. DTO CIIOCOOCTBYET TIOHKEHUIO
COKPaTUTEIbHOM aKTUBHOCT MUOKap/Aa U yIapHOTo 00be-
Ma, YBEJIMICHUIO KOHEYHOTO CHCTOJIMYECKOTO 00heMa 1 TT0-
BBIIICHUIO PE3MCTEHTHOCTH COCYIMCTOTO pycia IUiona, T.e.
co3maeT TMPEMSITCTBAE CepIeYHOMY BHIOpOCY (YBETMIECHUE
nocTHarpy3ku). IIpoBegeHHBIMU paHee UCCIeAOBAHUSIMU
MOKa3aHO, YTO TaKUE JETH BHYTPUYTPOOHO MMEIOT BBICO-
KOe apTepuasibHOe 1 BHYTpYCcepaeuHoe naBieHue [7]. BHy-
TPUYTPOOHO CepAle MJI0AA MIPUOOPETAET OKPYIIYIO (hopMy,
COOTHOIIIEHHUE €T0 JUTMHHOM OCH K KOPOTKOM YMEHBILIAETCSI,
T.€. TIeperpy3Ka 00beMOM U TaBJIEHUEM TPUBOIUT K PEMO-
JEeTTMPOBAHUIO CEPIIA.

B nuHaMuKe paHHEro HEOHATaJIbHOTO TIepUomIa, He-
CMOTpsI Ha YMEHBIIIEHUE PE3UCTEHTHOCTH COCYIOB 0OJThb-
IIOTO Kpyra KpPOBOOOpaIlleHWs] M CHIDKeHUE Tepudepu-

Tabnuya 3. OcnoBubie Dxo-KI'-nokasaremm y Habmonasumxcs aereit (M+m)

TTokazarenb OcHoBHag rpymnmna (n=40) Ipynmna cpaBHeHust (n=10) JloCTOBEPHOCTb pa3IUUuid, p
1-e cytku ku3Hu  10-€ CyTKM XM3HU  1-€ CyTKM XKu3HU  10-€ CyTKM XU3HU

KCP, cm 0,85%0,05 0,8710,08 0,9310,04 1,30£0,03 2,<0,0001; p,<0,054
KCO, cm 1,24+0,30 1,47£0,42 1,72%0,18 4,00£0,26 £,<0,0001; p,<0,001
KIP, cm 1,31£0,11 1,42%0,08 1,50£0,06 1,93%£0,03 p,—<0,005; p,<0,001
KO0, ma 4,41+1,15 5,37£0,85 5,99£0,55 11,90£0,46 £,<0,0001; p,<0,001
YO, mn 3,16x0,94 3,88%0,72 4,2710,42 7,8010,33 2,<0,0001; p,<0,01
MOK, 1/mMuH 0,41%0,11 0,53%0,08 0,61x0,07 1,06x0,05 2,<0,006; p,<0,01
DU, % 6214,76 62,1£6,25 67,72%1,80 71,44%1,16 £,<0,0001; p,<0,001
DY, % 32,713.84 34,1514,84 37,94%1,47 38,60%0,65 2,<0,0001; p,<0,001
NCJIK 1,8410,41 1,69+0,3 2,3240,02 2,51%0,01 ,<0,05; p,<0,01
NCIIX 1,81%+0,34 1,68%0,37 1,9240,03 2,11%0,02 ,<0,05; p,<0,01
NCJII1 1,17£0,56 1,0210,24 0,9410,04 1,23%+0,03 ,<0,05; p,<0,01
HCIIII 1,31£0,25 1,23%0,18 1,240,02 1,24%0,02 ,<0,01; p,<0,01

TIpumeuanue. KCP — koHeuHblit cuctonmyeckuit pazmep; KCO — koHeuHblii cuctonuyeckuit oobem; KJIP — KoHeuHblit tuacTonnyeckuil pas-
Mmep; KO — koHeuHbIl nuactonnyeckuii 0obeM; YO — ynapHbiii 06beM; MOK — MuHyTHBIIT 00beM KpoBu; U — dpakuus usrHanus; OY
— (ppakuns ykopouenus; MC JIXK — unneke chepusannu nesoro xenynodka; MC IT2K — nnaekc chepusanun npasoro xenyaouka; MC JITT —
unnexc chepusauuu sesoro npeacepausi; MUC IMIT — unnexc chepusaunu npaBoro npeacepaus.
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YECKOI0 COINpPOTUBIIEHUsI, cdepusanuss kKamep cepaua
y IeTeil ¢ CUHAPOMOM 3a[ep>KKU POCTa IJIoda COXpaHsi-
etcd. [lomydeHHBIE pe3yJIbTaThl CBUICTEILCTBYIOT 00 OT-
pPAaHUYEHUN PE3ePBHBIX BO3MOXHOCTEM COKpPATUTEIbHOM
AKTMBHOCTHU CepJlia Y HOBOPOXICHHBIX C CHHIPOMOM 3a-
JIEP>KKU pocTa I10a.
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I'ymopaibHble MOKa3aTe/ M COCTOSIHUS CHCTEMbI COCYAMCTOrO SHI0TEIUS M reMoCcTa3a
Y He/IOHOLIEHHbIX HOBOPOXKIEHHBIX JeTel ¢ runmokcuyeckum nopaxennem [ITHC

H.B. Muxanenko, E.B. Muxanes

Cnbupckuii rocyaapCTBEHHbIN MEAULIMHCKNIA YHUBEPCUTET, TOMCK

Humoral parameters of the vascular endothelium and hemostatic systems in preterm
newborns with hypoxic CNS injury

1L.V. Mikhalenko, E.V. Mikhalev

Siberian State Medical University, Tomsk

IIpeacrapiensl pe3yJasTaThl KJIMHUKO-1a00paTOpPHOro oocenosanus 164 HOBOPOXKIAEHHBIX JeTeil PA3IMYHOTO CPOKA reCTAIMH CO
CpeIHeTSKEIbIM M TSKEJIbIM runokcuyeckum nopaxenuem LIHC u 25 310poBbIX AeTeili rpynnbl KOHTPOJIA. YCTAHOBJIEHO, YTO B PaH-
HEM HEOHATAJILHOM NEPHOJE Y HOBOPOKIEHHBIX B 3aBHCHMOCTH OT TSKECTH MEPEHECEHHON TMIIOKCHH JHIOTEIMANbHAS TUCYHK-
Hs1 XapaKTePU30BaJIaCh CABUIOM SHIOKPHHHONH AKTUBHOCTH B CTOPOHY 00pa30BaHUsl BA30KOHCTPHKTOPOB, BLICOKOTO COEPKAHMUS
BACKYJIO3HIOTEIMAILHOr0 (hakKTOpa PoCTa COCYIOB B CHIBOPOTKE KPOBH M TPOMOOTEHHOI HANPABJIEHHOCTHIO CHCTEMBI FEMOCTA3a
C HEMOJIHOIIEHHOCThI0 TeMOCTATHYECKHMX CBOMCTB KPOBSIHOIO CIyCTKA 1O JTAHHBIM Mbe303JIeKTPHYECKOii reMoBHCKO3uMeTpHu. K mMe-
CSAILY JKU3HU Y HOBOPOXKIEHHBIX OCHOBHBIX TPYII PErHCTPHPOBAJIOCH CHIKEHHE aKTHBHOCTH 3HAOTEMHA- 1, hakTopa Buiieopanaa
¥ BACKYJIO9HIOTEINAILHOrO (haKTopa PpocTa COCYI0B B CHIBOPOTKE KPoBH. B rpymime mereii co cpeaHeTsKeIbIM IHIIOKCHYECKHM M0~
paxenueM ITHC K KoHIly HEOHATAJILHOTO MEPHO/IA OKA3ATEIH CHCTEMBI FeMOCTA32 HOPMAJIH30BAIMCD, A B IPYIINE JeTeil C TSKeIbIM
runokcuyeckum nopaxenueM ITHC coxpaHsaach HEIOJIHOIEHHOCTh FEeMOCTATHYECKHX CBOICTB KPOBSIHOTO CTYCTKA C IIOBBIIEHAEM
aKTMBHOCTH CHCTeMbl (PMOPHHOIN3A.

Knroueswie cnosa: Hosopocoenblii, cemocmas, 3Hdomenuanvhas oucgynkyus, nopaxcenue LIHC, nvesoanrexkmpuueckas eeMogucko-
3UMempus..

The paper gives the results of clinical and laboratory examinations in 164 newborns of different gestational ages with moderate and
severe hypoxic (central nervous system) injury and in 25 healthy infants from a control group. In the early neonatal period, depend-
ing on the severity of prior hypoxia, endothelial dysfunction of the neonates was characterized by a shift of endocrine activity toward
the formation of vasoconstrictors, high serum vascular endothelial growth factor (VEGF) levels, and a thrombogenic tendency of the
hemostatic system with inadequate hemostatic properties of a blood clot, as evidenced by piezoelectric blood viscometry. At one
month of life, the newborns of the study groups were recorded to have reduced serum activities of endothelin-1, von Willebrand factor,
and VEGF. Hemostatic parameters became normal in infants with moderate hypoxic CNS injury by the end of the neonatal period
while the inadequate hemostatic properties of a blood clot with enhanced activity of the fibrinolytic system were retained in those with
severe hypoxic CNS activity.

Key words: neonatal infants, hemostasis, endothelial dysfunction, hypoxic central nervous system injury, piezoelectric blood viscometry.

B CTPYKType MepuHaTalbHON 3200/1€Ba€MOCTU U AET-
CKOI MHBAIMIU3ALUM HanboJiee 3HAYMMOM MaToJIo-
TUe SBISIETCSl TMITOKCUYECKOe OpakKeHUE LIEHTPATIbHOM
HepBHOU cuctembl [1]. [MMokcusi B aHTEHATAIBHOM Tie-
puoje SIBJSIETCSI OCHOBHBIM (haKTOPOM, MOAYJIUPYIOIIUM
MeTaboJIM3M SHIOTEIMOLUUTOB, MU3MEHSIS HalpaBjeHUe
SHIOKPUHHOI aKTUBHOCTU. TUMOBOI peakuuei sHa0Te-
JIMOLIUTOB B OTBET Ha BO3JAEWCTBUE TMITOKCUU SIBJISIETCS
BBIOPOC SHIOTENUATbHBIX OMOJIOTMYECKN aKTUBHBIX Be-
LIECTB, POCTOBbIX (DAKTOPOB, aKTUBALMS KaK TPOMOOLIU-
TapHOTO0, TaK U KOAryJsilIMOHHOTO MeXaHU3Ma CBEPThIBa-
Hus [1-5].
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Lenpio wWccnenoBaHWS SIBUWIOCH W3YJYeHHWE AaKTUB-
HOCTH COCYIWCTOTO SHAOTENUS W COCTOSHUS CUCTEMBI
TeMocTa3a y HeMOHOIIEHHBIX HOBOPOXICHHBIX JeTeit
¢ runokcuyeckuM nopaxenvem LIHC B auHaMuke Heo-
HaTaJIbHOTO MEPUOIA.

XAPAKTEPUCTHUKA JIETEI 1 METO/JIbI
NCCJIENOBAHNUA

B 2010—2012 rr. Ha 6a3e JleTckoit Topoackoi 0oJib-
Huubl Ne 1 Tomcka o6crenoBaHbl 164 HOBOPOXKIEHHBIX
pebeHKa pa3HOro recTallMOHHOTO BO3pacTa CO CPEIHETSI-
KEJIBIM U TSDKEIBIM TUTITOKCHMYeckKuM nopaxeHuem LTHC.
et HAXOAWJIUCH B OTHEICHUSIX UHTEHCUBHOM Tepanuu
W peaHUMalliM, TaTOJOTUM HOBOPOXIEHHBIX U BTOPOTO
aTarna BbIXaXMBaHMST HEJOHOILLIEHHBIX.

Tpynny KOHTposisi cOoCTaBWIU 25 HOBOPOXIEHHBIX
— 15 310pOBBIX TOHOIIEHHBIX HOBOPOXACHHBIX, POAUB-
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muxcsl npu cpoke recrauru 37—40 Hen u 10 ycioBHO
3MOPOBBIX HEIOHOIICHHBIX HOBOPOXICHHBIX, DPOIUB-
IITUXCS TIPU CPOKE TecTanmu 35—36 Hen.

B 1-10 OCHOBHYIO TPYyMITy BOIUIA 85 HETOHOIICHHBIX
HOBOPOXKICHHBIX C TSIKEITBIM TUTIOKCHYECKUM TTOPaKeHU -
eMm LHIHC, recraunonHbiM Bo3pactom 32 Hen (30—35 Hen),
cpenHeii Mmaccoii tena 16801 (1419—19641). Bo 2-10 0CHOB-
HYIO TPYIIITY BOIUTH 79 HEMOHOIIIEHHBIX HOBOPOXKIEHHBIX
CO CpeMHETSKEJIBIM TUIToKcuueckuM mnopaxkeHuem LITHC,
rectallMOHHbIM Bo3pactoM 33 Hen (31—35 Hen) u cpenHei
Maccoii Tesia 2049 r (1800—2215 r).

KputepusiMu [T BKITIOYCHUST JeTeld B OCHOBHBIC
TPYIIIBI SBIISIOCH OTCYTCTBHE BO BpeMsl OEpeMEHHOCTH
MaTepy KIMHUYECKUX U JJaOOpaTOPHBIX JaHHBIX, CBUJIC-
TEJIBCTBYIONINX O TeUeHWH WHQEKIIMOHHOTO IIpollecca,
OTCYTCTBHME Y HOBOPOXICHHBIX TEHETUIECKOM IaToJO-
MM, BPOXICHHBIX TIOPOKOB pa3BUTHS, KIMHUICCKUX
u taboparopHbix mpusHakoB TORCH'-cunapoma, otpu-
IaTeJIbHbIC HecrelnmbuIeckre TToKa3aTeId BOCTIAICHUS
B OOIIIEM ¥ OMOXMMHWYECKOM aHaJM3aX KPOBU, OTCYTCT-
BHME KIIMHUYECKUX MPU3HAKOB MECTHOM T'HOWHO-BOCITA-
JINTEJIGHON TTaTOJIOTUH, HaIWdue WHGOPMUPOBAHHOTO
COTJIACHsI POIMTEIICH.

Knuanyeckuit nuarHo3 ObLUI YCTaHOBJIEH Ha OCHO-
BaHMM aHaMHe3a, TWHAMWYECKOW OIIEHKW HEBPOJIOTH-
YeCKOTO U COMaTMUYECKOTO CTaTyca, MHCTPYMEHTATbHBIX
1 JJabOpaTOPHBIX JAHHBIX. BceM HOBOPOKIIEHHBIM ITPOBO-
TUIOCh KOMIUIEKCHOE MHCTPYMEHTATbHOE 00CIeTOBaHNE,
BKJTIOUABITICE OIICHKY Ta30BOTO COCTaBa KaNWIISIPHOM
KpOBHU, HEWPOCOHOTPaUI0 TOJOBHOTO MO3Ta, YJIbTpa-
3BYKOBOE WCCJICIOBAaHWE OPTaHOB TPYIHON WM OPIOITHOMN
TTOJIOCTH.

JOTIOTHUTETEHO K CTAHIAPTHOMY KOMITIIEKCY 00ce-
MOBaHUST TIPOBOIMJIOCH OIIpeNeIeHHe CBIBOPOTOYHOTO
colepkKaHUsT BaCKYJIO3HIOTEIMATBHOTO (haKTopa pocTa
COCYIIOB C TIOMOIIIBIO TecT-cucTeM GupMbl «Biosource»
(benbrust); Heitpocneuuduueckoit €Hosia3bl METOIOM
TBepaodazHOro UMMyHOGhEPMEHTHOTO aHaIu3a Habopa-
MU pupmel «CanAg» (Kanana); sHgorennHa-1 MetoaoM
TBepaodazHOro UMMyHOGhEPMEHTHOTO aHaIu3a Habopa-
mu dupmbl «BIOMEDICA GROUP» (Iepmanust); dak-
Topa BunneOpanma ¢GoOTO371EKTPOKOIOPUMETPUIECKUM
MetonoM (1o bapkaran 3.C., Momort A.Il.) Habopamu
bupmbl «Texnonorusi—Crannapt» (Poccust).

DKcrpecc-olieHKa (a3  CcBepThIBAaHUS U CyMMap-
HOW JINTUYECKOM aKTUBHOCTH KPOBW ITPOBOAMIIACH
10 JAHHBIM TThE303JICKTPUUECKON TeMOBUCKO3UMETPHH
LIETPHOM HECTaOWIM3MPOBAaHHOW KPOBM Ha reMOKoa-
rynorpacde APII-01 «MenHopa». JaHHbI aHaiu3aTop
paspellieH K IIPUMEHEHUI0 B MEIUIIMHCKON TIpaKTHKE
KOMMCCHEN T10 JJabopaTOpHOMY 00OpynoBaHUi0 MuH-
s3opaBa Poccum (mporokon Ne5 ot 25.06.1996), 3a-
peructpupoBad B P® wBHeceH BTOCYIapCTBEHHBIN
peecTp MEAWIIMHCKUX U3NETUi (perucTpallMOHHOE YI0-

' T (Toxoplasmosis), O (Other diseases), R (Rubella),

C (Cytomegalovirus), H (Herpes simplex virus).

OPUITNHAJIbHBIE CTATbU NEPUHATOJIOIrNS " HEOHATOJ10Insi

croBepeHue Ne 29/07050696/4334—02 ot 15.10.2002;
TV 9443-001-0668933-95). TTpubop Mo3BOISAET OLIEHUTh
MPOIIECCHl TEMOKOATYJISIIIMY, PETPAKIIMU CTyCTKa Kpo-
BM U (GUOPUHOIN3A B PeaTbHOM BPEMEHH C ITOTydeHUEM
naHHbIX B TeueHre 30—90 MuH u rpacduyeckoro n3oodpa-
XKEHUs TIpoliecca Ha XUIKOKPHUCTATMYECKOM TUCILIee
npuodopa.

Hns uccnenoBaHusi Opajii KpoBb U3 nepudeprye-
ckoit BeHbl urnoit (d=0,8 Mm) B oo6beme 0,6 M1 Ha 5—7-¢
u 25—28-e cyTku Xu3Hu. Onpenensyii OCHOBHbIE KO-
JIMYECTBEHHBIEC BS3KOCTHBIC XapaKTEPUCTUKU COCYIH-
CTO-TPOMOOITUTAPHOTO 3BCHA, KOATYJISIIMOHHOTO 3BeHA
1 GUOPUHOIM3a: WHTEHCUBHOCTh CITOHTAaHHOM arpera-
LIMA TPOMOOLIMTOB (B OTH. €11.); TIEpUOA peakuuu (Bpe-
Ms1 (QOPMUPOBAHUSI AKTUBHOI TTPOTPOMOMHA3HI, B MUH);
KOHCTaHTa TpoMOWHa (BpeMs (hOpMUPOBAHUS aKTUBHOTO
TpOMOMHA, B MUH); GUOPUH-TPOMOOLIMUTAPHASI KOHCTAH-
Ta KpOBU (CTPYKTYpHBIC CBOMCTBA CTYCTKa, €r0 MaKCH-
MaJbHas TUIOTHOCTh, B OTH. €]I.); BpeMsl (popMUpOBaHUS
(UOPUH-TPOMOOIIMTAPHON CTPYKTYPHI CTYCTKa (BpeMst
TOTAJTBHOTO CBEPTHIBAHWS KPOBU, B MUH); CyMMapHBII
ToKa3aTeIb PeTPAKIIMA M CIIOHTAHHOTO JIM3MCa CTyCTKa
(bubpuHOTMTHYECKAsT aKTUBHOCTD, B %).

Bo Bpemst HaxoXmeHWsI B CTallMOHAape BCe HOBOPO-
KACHHbIE TOJyyaiu KOMIUIEKCHOE CTaHIapTHOe Jie-
YeHUe, BKITIOYABIIee aHTHOAKTEPUAbHYIO, pecrrpa-
TOPHYI0, AHTUTUITOKCHYECKYIO, TMPOTHBOCYIOPOXKHYIO,
TeMOCTAaTUYECKYIO TEPAMUIO.

CratucTuueckyro o0pabOTKy MOJYYEHHbIX JAaHHBIX
TTPOBOVJIN C UCTIOTH30BAHUEM TIPUKIIATHOTO IIPOTPAMM-
Horo makera R-system. IlpoBepKy Ha HOPMaJibHOCTb
pacrpejieJieHds TIpU3HaKa OCYUIECTBIISUIM C MTOMOIIIbIO
W-tecra [llanupo—VYunka. IlpoBonuics onucatelb-
HBIW ¥ CPaBHUTENbHBIN aHamu3. JJlaHHBIe MpencTaBIeHbBI
B BUJEe cpeaHero (Me), aTakke KBapTUIBHOTO OTKJIO-
Henus (Q,—Q,) Ui He HOPMAJIbHO ¥ HE CUMMETPUYHO
pacripefie/IeHHBIX MmapamMeTpoB. JlJIsT OIIEHKU JTOCTOBEp-
HOCTU pa3iuuuil noau (yAeJIbHOro Beca) BCTpevarolle-
rocs (akra B ABYX Pa3TUIHBIX COBOKYITHOCTSIX HCITONb-
30BaH METOJ YIJIOBOTO IMpeobpazoBanus Puinepa (Pi).
CpaBHUTEIBHBIN aHAJIM3 OCHOBBIBAJICS Ha OTIPEeICHUN
JIOCTOBEPHOCTU pa3HUlIbl Moka3aresneil no U-Kpurepuio
ManHa — YWTHM IUIs HE HOPMAaJTbHO pacIipemesieHHbBIX
napaMmeTpoB. Kpurtuueckuit ypoBeHb 3HAUMMOCTU (p)
TP TIPOBEPKE CTATUCTHUYECKMX THUIIOTE3 B HMCCIIEIOBa-
HUU npuHuMaicst paBHbIM 0,05. AHanIu3 3aBUCUMOCTU
TIPU3HAKOB TTPOBOAMJICS C TIOMOIIIBIO pacdeTa M OICHKHU
3HAYMMOCTH HeTlapaMeTpUIecKoro KoadbduimeHTa Kop-
pensimu CriipMeHa.

PE3VJIBTATBI 1 OBCYXKJIEHUE

CocTosiHue HOBOPOXICHHBIX JIETe OCHOBHBIX TPYIIIT
B pPaHHEM HEOHATAILHOM IIEPUONIE  PaClLEHUBAJIOCh
Kak TSKeJI0e WJIM CpeHel CTereHU TSKEeCTH, YTO ObLIO
00yCJIOBJIEHO HEBPOJIOTUYECKON CUMIITOMATUKOUN U He-

POCCUNCKWIA BECTHUK NMEPUHATOJIONMMN U MEANATPUN, 2, 2014

62




Muxanenko U.B., Muxanes E.B. [ymopasbHble TIOKa3aTe COCTOSTHUSI CUCTEMBI COCYIMCTOTO SHIOTEMS U TeMOCTa3a. ..

IoHoIlIeHHOCThI0. HoBopoxaeHHble 1-i1 rpymnmbl cra-
tuctuyeckn yvame (Pu=0,01) HyX&maauch B UHTEH-
CHUBHOW TepaIruy, 4YeM HOBOPOXKICHHBIC 2-1f TPYIIIIHI,
— 58 (68,2%) neteii mpotus 35 (44,3%) neteii, B TOM 41~
cJie armapaTHasi BSHTWISIIINS JIETKUX Jalie MPOBOAMIIACE
B 1-1 rpynme — 27 (31,7%) nereit (Pu=0,001).
CpaBHHTEIbHAS XapaKTePUCTHKA HEIOHOIIEHHBIX
HOBOPOXICHHBIX 00eWX TPYIIT IpuBeneHa BTadm. |.
CTaTUCTMUYECKMX Pa3IMYMA T10 TeCTAallMOHHOMY BO3pa-
CTYy MeXIy HOBOPOXICHHBIMHU HE BHISIBIIEHO. CpemHsst
Macca Tesia TP POXICHUU ObUTA CTATUCTHMUYCCKHM HITKE
(p=0,001) y HOBOPOXX/IEHHBIX 1-#1 IpyIMbl, 4YTO OOYCIOB-
JieHo cratuctryecku (Pu=0,001) Gonblieit BCTpeyaemMo-
CTbIO 3a/IePXKKU BHYTpUYTpoOHOTro pa3suTus I11 crenenu.
B 1-it Tpynme HOBOPOXICHHBIX  HEBPOJIOTHYE-
CKWE HapylleHWs XapaKTepU30BAIUCh CHHIPOMOM
yrHetenunst B 70 (82,4%) ciydasx, CyTOpPOXHBIM CHH-
npoMoM B34 (40%), BHYTPUYEPETTHOW TUITEPTCH3M-
eit B41(51,9%), Bosoyxkmenuem B 1 (1,1%), Komoit
B8(9,4%) cnydasx. Bo2-ii rpyrimme HOBOPOXIEHHBIX
CHUHIpPOM yrHeTeHUsl peructpuposaics y 41 (51,9%) ma-
LIMeHTa, CymopoxXHbIii — y 12 (15,2%), runepTeH3MOH-
HbI — y 34 (40%), Bo30OyxneHust — y 3 (3,8%) nereii.
BereToBuciiepabHBINE CUHIPOM B 1-if Tpymme Tpo-
ABISICS cpbiTiBaHWeM B 38 (44,7%) ciydasix, «Mmpa-
MOPHOCTBIO» KOXU — B 36 (42,4%), TaCTO3HOCTBIO MST-
KuX TKaHeir — B39 (45,9%), umaHo3oM Koxu — B 52
(61,2%), cepbiM KomopuToM Koxu — B 19 (22,3%),
TIPUTIIYIIIEHHOCTBIO CEPIeYHBIX TOHOB — B 65 (76,4%),
ocnabaeHHbBIM aprxaHueM — B 69 (81,1%), MeTeopruzMoM
— B27(31,7%). YBenuueHue pa3MepoB TEYEHU U Ce-
Je3eHKu Habmonanock y 13 (15,3%) HOBOPOXIEHHBIX.
Bo 2-i1 rpymimie BereToBUCIIepaIbHBIE HAPYIIEHUS XapaK-
Tepu30BaJIMCh pBOTON Y 6 (7,5%) meteil, cprIrMBaHUEM
—y51(64,5%), «MpaMOpHOCTbIO» KOXU — y 47 (59,5%),

MacTO3HOCTBhIO MATKMX TKaHe — y23 (29,1%), nma-
HO30M KO — Y 56 (70,1%), cepbIM KOJOPUTOM KOXKHU
— y 15 (19%), npurIylieHHOCTbIO CepACYHBIX TOHOB —
y 56 (70,1%), ocnabneHHbIM OpixanueM — y 62 (78,5%),
MeteopusMoM — y 11 (13,9%). HeoHnaranpHast Xentyxa
B -1 rpynne Habmonanack B 1,4 paza pexe, yeM BO 2-ii
rpymite, — 47 (55,3%) ciy4aes ipotus 68 (86,1%).

B paHHeM HeoHaTaIPHOM TIEpUONE TIPU OTIpele-
JICHUW KOHIICHTpAaIluu HeHpocrennduIeckoil eHo-
Jla3bl B CHIBOPOTKE KPOBU OTMEYATUCh CTATUCTHUC-
cku poctoBepHble paznmuuust  (p=0,001 wu p=0,004)
KoHTponbHON Tpymmel — 0,059 (0,046—0,310) MKr/n
c 1-it rpymmoit — 0,432 (0,194—0,736) MKr/m W 2-i
rpymmot 0,222 (0,069—0,572) wmkr/n.  ChIBOPOTOY-
HOE colepxXaHue dHIoTearnHa-1 B 1-il rpymnme coctas-
gsuo 1,11 (0,31—2,03) dmonw/n, Bo 2-ii  rpynmne —
1,16 (0,38—1,17) dMoOIb/1, YTO CTATUCTUICCKU 3HAUUMO
paznuyanock (p=0,002 u p=0,023) c rpymnmnoit KOHTPOJIsI
— 0,25 (0,20—0,29) dmonb/n. ComepkaHUe BaCKyI0-
SHIOTEIMATILHOTO (haKTOpa poOCTa COCYIOB B CHIBOPOTKE
KpoBU B l-#i, 2-ii M KOHTPOJIbHOI Tpymmnax COCTaBJsI-
g0 156,55 (145,05—171,90), 159,83 (145,71—175,84)
u 169,24 (153,30—180,80) mr/mi1, cTaTUCTUYECKUX Pa3-
JUIUI MEXIy TPYIITaMHi He BBIABIIeHO. CBIBOPOTOYHAS
aKTMBHOCTh (hakTopa BumebpaHma y HOBOPOXKIECHHBIX
1-# rpynnbel coctaBistia 196,0 (140,0—203,0)%, 2-ii
rpymmel — 163,5 (135,0—180,0)% u craTUCTUYECKA OT-
ymuanack (p=0,001 u p=0,003) ot nokazareseii B rpyrire
koHTpoJst — 106,0 (85,5—118,5)%.

K Mecsily XKuU3HM CBIBOPOTOYHAs KOHIIGHTPAITUS
HelipocTielMMbUIeCKON eHOoJIa3bl CHIDKaJIach B OCHOB-
HBIX Ipymnmnax, B 1-ii rpynmne HoBopoxaeHHbIX — 10 0,190
(0,080—0,602) mxr/m, Bo 2-i1 rpymiie — mo 0,093 (0,047—
0,384) MKr/na, 4To OBLIO CTAaTUCTUYECKU 3HAYMMO
(p=0,001, p=0,024) ¢ rpyrmoii kouTpois 0,067 (0,045—

Tabauya 1. Knnnudeckas XapakTepHCTHKA HOBOPOKIEHHBIX OCHOBHBIX IPYIII

ITapameTp cpaBHEHMSI 1-s1 rpynma (n=85) 2-g rpynna (n=79) P
Macca Tena npu poxaeHUu HeAOHOUIEHHBIX HOBOPOXIEHHBIX, T 1680 (1419—1964) 2049 (1800—2215) 0,001
O1neHKa 1o mKajgeAnrap, 0aaIbl 6 (4—7) 7 (6—8)

OnueHka no mkajne CuabBepMaHa, 0alIbl 7 (5—9) 6 (5—8)
PecrnmupatopHebIit qucTpecc-cuHIpoM, abce. (%) 39 (45,9) 32 (40,5)

3BYP, a6e. (%) 53 (62) 53 (67,1)

3BYP I crenienn, a6e. (%) 26 (30,5) 32 (40,5)

3BYP Il crenenu, a6e. (%) 12 (14) 17 (21,5)

3BYP III crenenu, ade. (%) 15 (17,5) 4(5,1) 0,001
[NoTpe6GHOCTh B MHTEHCUBHOM Tepanuu, ade. (%) 58 (68,2) 35 (44,3) 0,01
[Motpe6HOCTh B anmapatHoii UBJI, a6e. (%) 27 (31,7) — 0,001
[MponomkutenbHocTh annapatHoit UBJI, u 68 (26—94) — 0,001
TTpoaoKUTeIbHOCTD JIEUEHUSI B peaHMMALIMOHHOM OTHEJIEHUH, CYT 16 (14—18) 10 (9—12) 0,001

TIpumeuanue. p — cTaTUCTUYECKME pa3nuus Mexay rpynmnamu. 3BYP — 3anepskka BHyTpuyTpoGHOTO passutus; MBJI — nckyccTBeHHAst BEHTH-

JIALUA JETKHX.
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0,086) Mkr/n. CoaepaHue BaCKYJIO9HIOTEIMAIBHOTO
(akTopa pocTa COCYIOB B CBIBOPOTKE KPOBU K MECSILY
KW3HU B |- 1 2-1f rpyImax cHukamoch 1o 13,64 (5,59—
20,98) u 16,10 (8,81—35,60) mr/mMi COOTBETCTBEHHO,
YTO cTaTUCTUYEeCKU oTtiauvainock (p=0,001, p=0,001)
OT TpyHIBl KOHTposst 244,70 (244,30—269,20) nr/mut.
CBIBOPOTOYHOE COIEpPXXaHWE JHAOTEIMHA-1 K 3TOMY
BO3pacTy Takxke cHuxauoch u coctasisio 0,50 (0,28—
1,72) n 0,36 (0,20—1,49) ¢™Moab/7, B TPYIIIIe KOHTPOJIS
— 0,50 (0,17—0,50) ¢™Moab/m1, CTAaTUCTUYECKUX PA3JIU-
Yuil He BeIsIBIIeHO. CBIBOPOTOYHAST aKTUBHOCTD (haKTopa
Buinebpanma BTpymnmax CTaTUCTUYECKW He pasjinda-
Jlach ¥ coctaBisia B 1-it rpynme 133,0 (85,0—140,0)%,
Bo 2-i1 — 105,5 (82,0—145,0)%, B rpymniie KOHTPOJIS —
106,0 (93,5—108,5)%.

TakuMm 006pa3oM, pe3yIbTaThl WCCICIOBaHUS ITOKa-
3aJT1, YTO B paHHEM HEOHATAJIEHOM TepUOIe Y HOBOPO-
SKIIEHHBIX OCHOBHBIX TPYII BBISBISIIACH CTATUCTUIECKU
JIOCTOBEPHO BBICOKAsi KOHIIEHTpAIIMS HelipocTienudude-
CKOI €HOJIa3bl B CBIBOPOTKE KPOBH, YTO MOATBEPKIAIO
TSDKECTh  HEBPOJIOTMYECKOW ITaToJIOTMH. B ykazaHHOM
TIeprojie Y HOBOPOXKICHHBIX MCCIICTYEMBIX TPYITIT B 3aBU-
CHMOCTH OT TSDKECTH TUIokcrdeckoro rmopaxkenust [ITHC
BBISIBJISIIACH CTaTUCTUYECKU TOCTOBEPHO BBICOKAsS aK-
TUBHOCTh CHIBOPOTOYHOTO 3HIOTENMHA-1, YTO OTpaxka-
JIO Ba30KOHCTPUKTOPHbINA 3(DGHEKT U MPOTPOMOOTEHHYIO
HaITpaBJIEHHOCTh CUCTEMBI TeMocTaza. CTaTUCTHYECKU
BBICOKAsl aKTMBHOCTb (hakTopa Buinebpanaa y HoBopo-
JKAEHHBbIX 1-i 1 2-7 rpynn CBUAETEIbCTBOBAJIA O HApy-
eHUN (PYHKIIMOHATBHOCTA SHIOTEHS M, KpOME TOTO,
YUMTBIBAsI GPU3MOJIOTUYECKYIO poJib (hakTopa Buieopan-
Ila, yKa3bIBaJla Ha TIOBBIIIICHHYIO TPOMOOTEHHYIO HaIlpaB-
JIEHHOCTh T€MOCTa3a, 4TO COTJIACOBBIBAJIOCH C JaHHBIMU
JIATEepaTypHI [4, 6].

K Mecsiry XKM3HM BO BCeX TPYIIaX CHIBOPOTOYHAS
KOHIICHTpAIUs HelpocTielndIecKoi eHoTa3bl CHIXKa-
JIJach, HO B OCHOBHBIX TPYIITIaX OHA OCTaBajlaCh CTATUCTH -
YecKu 0oJiee BEICOKOI, YeM B TPYITITe KOHTPOJIS, YTO yKa-
3bIBAJI0  HA COXPAHSIOLIYIOCS TSXECTh LiepeOpasibHOMN
MaToJIornu, Tpedylolliei fanbHeinero Haomonenus. Co-
nepkaHue B CBIBOPOTKE KPOBU BaCKYJIO3HIOTETUATBHO-
ro hakTopa pocTa COCYIOB K MECSITy XXMU3HU B OCHOBHBIX
rpynmnax cHuxaiaoch B 12—18 pa3 u OblIO craTMcTHYe-
CKM HITKE, YeM B TPYIIIIe KOHTPOJIS, YKa3biBasl Ha MIIle-
MUYeCKHUe M3MECHEHUST B OpraHax-MUIICHSX, CHIDKCHUE
AKTMBHOCTU aHTHMOTeHe3a, AUCGHYHKIINIO SHIOKPUHHOMN
AKTUBHOCTY DHIOTEINS, aKTUBAIIAIO TPOMOOJTUTUICCKIX
SH3MMOB B CHUCTeMe reMocrasa [2, 3].

[Tpu aHaMM3e TToKa3aTesieil CHCTeMbI TeMOCTa3a IeiTh-
HOW HeCTaOWIM3MPOBAHHON KPOBU Y HOBOPOKIEHHBIX
1-#1 TpymIIBl B paHHEM HEOHATAJIbHOM TICPUOIE BBISBIIS-
JJaCh XpPOHOMETpUYecKass TUIEPKOATYJISIMSA CO CTPYK-
TYPHOW TMITOKOAryJslyei, XapakKTepu3yolasa yKopoye-
nue [ u Il ¢a3 cBepThIBaHMSI KPOBU, CHUXKEHUE BpeMEeHU
OT HavyajJa CBEPTHIBAHUSI KPOBHU IO 0Opa30BaHMS KpO-
BSHOTO CTYCTKa, C HETOJTHOIIEHHOCTHIO CTPYKTYPHBIX

OPUITNHAJIbHBIE CTATbU NEPUHATOJIOIrNS " HEOHATOJ10Insi

CBOMCTB KPOBSTHOTO CTYCTKa ITO CPAaBHEHUIO C IPYIION
KOHTpOJIs1 (Tabs. 2). Bo 2-i1 rpyne naeteil peructTpupo-
BaJlach XpOHOMETpUIECKasT TUIIePKOATYJISIIAST — CHUXKe-
HBI Mokaszatenu nepuoaa peakuuu (p=0,001), BpeMeHu
dbopmupoBaHus (GUOPUH-TPOMOOIIUTAPHON CTPYKTYPHI
cryctka (p=0,025) 1o cpaBHEHMIO C TPYIIOI KOHTPOJIS.

[Ipu mpoBeleHNY CTATUCTUYECKOTO aHaIM3a ITOKa-
3areyiell CUCTeMBbl TeMocTa3a y HeJJOHOIIEHHBIX HOBOPO-
KIEHHBIX € TUrokcudeckuM rmopaxenveM LIHC Obum
TTOJTy9eHBI KOPPEJIAIMOHHbBIC B3aWMMOCBSI3U psia TIOKa-
3aTesieid Ha 5S—7-¢ CYTKM KM3HU JACTeil. YCTaHOBJIEHbI
TTOJIOKUTETbHBIC B3aUMOCBSI3W  COIEPKaHUS BaCKYJIO-
SHIOTENATBHOTO (haKTopa pocTa COCYIOB B CHIBOPOTKE
KpPOBU C (pUOPUH-TPOMOOLIMTAPHOI KOHCTAHTON KpOBU
(r=0,51; p=0,05), nmokasarejieM TPOMOMHOBOII aKTMBHO-
ctu (r=0,54; p=0,001) u oTpuLIaTEebHBIE B3aMMOCBS3U
COIepXKaHUs YKa3aHHOTO (haKTopa B CHIBOPOTKE KpPOBHU
C CBIBOPOTOYHOI aKTUBHOCTbBIO 3HAO0TeIMHA-1 (r= — 0,54;
p=0,001) u pakropom Bunnedpanna (= — 0,75; p=0,05).

[Iporecchl XpPOHOMETPHUYECKON TUITEPKOATYIISIITUN
y HEIOHOIIIEHHBIX HOBOPOXICHHBIX C TMITOKCUIECKUM
nopaxeHueM LHHC compoBoxnanuch pa3BUTHEM Ba3o-
KOHCTPUKIIMU (3HIOTEIWH-1), TTOBBIIIEHWEM TTPOHMUIIA-
€MOCTH COCYIWCTOM CTEHKH, HAIpaBICHHOCTHIO SHIO-
TeJIUS K a[iTe3UM U arperaiyy (BacKyJIO3HAOTeTUATBHBIN
¢akTOop pocra COCyIOB) U BBICOKOH (PYHKIIMOHAIbHOM
KOJUTareHCBSI3BIBAIOIICH aKTMBHOCTHIO ¢hakTopa Bu-
nebpanna. CTpyKTypHasi TMITIOKOATryJsiliusl Morjia ObITh
00yCIIOBJIEHa TSDKECThIO TMIIOKCHUYECKOTO TIOPaKECHUS
HHC, nebuuutom K-BuTamuH3aBUCUMBIX (HaKTOPOB
W HaJIMIMEeM B TUTa3Me KPOBM MMMYHHBIX WHTHOUTOPOB
CBepThIBaHUS KpoBH [1, 4].

K KOHITy HeOHATaJILHOTO TIEPHOIa Y HOBOPOXKICHHBIX
OCHOBHBIX I'PYITIT PETUCTPUPOBAJIACH ITOTOXKUTETHHAS TN -
HaMMKa TloKaszaTeseil CUCTeMbl remocTasa (CM. TaoJl. 2).
Tak, XpoHOMeTpUYEeCKas TUIEPKOATYISAINAS CMEHU-
JIaCh HOPMOKOATYJISIIIMEH W CTaTUCTUYECKU HE OTIMYa-
Jlach OT MoKazaresieil rpymnmnbl KOHTpoJisi. Bo 2-if rpymn-
e HaOMIomasach CTPYKTYpHass HOPMOKOATYJISIINS,
a B -1 rpyIie coXpaHsutach CTPYKTYpHasi THIIOKOATYJIsI-
LIMSI B COYETAHWH C TIOBBIIIICHHOI aKTUBHOCTBIO CUCTEMBI
¢pubpuHoNM3a.

Taxcke HaMU OBLTH TTOJTYYeHBI OTPHUIIATEIbHBIE KOppe-
JITIIMOHHBIC B3aUMOCBSI3U  CONECPXKAHUS BaCKYJTO3HIOTE-
JIMAJTBHOTO (DaKTOpa pOCTa COCYIOB B CHIBOPOTKE KPOBU
Ha 25—28-e CyTKU KU3HU C CBIBOPOTOYHOI aKTUBHOCTHIO
sHuotennHa-1 (= — 0,56; p=0,001) 1 akTUBHOCTBIO (paK-
Topa Buiebpanna ceiBopoTku KpoBu (r= — 0,78; p=0,05)
Ha 25—28-e CyTKU XXU3HHU.

K Mecsity Xu3HM Y HETOHOIIIEHHBIX HOBOPOXKIEHHBIX
¢ runokcuueckuM nopaxenuem LIHC coxpaHsiiach auc-
(bYHKIIUU 3HIOTENNS, YTO OBUIO COMPSTKEHO C TIKECTHIO
WIIEMUIECKUX TIPOIIECCOB B OpraHaX-MUIIIEHSIX | ITPO-
SBISIOCh CHIDKCHUEM aHTUOTeHe3a, IPOHUIIAeMOCTH
COCYIUCTON CTEHKHW SHAOTENUSI, HU3KON aKTUBHOCTHIO
¢akropa BunnebpaHna.
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Taﬁ/lulz{a 2 IToka3arenu cucTeMbl reMocTasa Y HEIOHOIICHHBIX HOBOPO2K/ICHHBIX, B 3ABUCUMOCTH OT TS2KECTH TMIIOKCHYECKOI0 nNopaxke-

mua ITHC, Me (Q,—Q)

Iloxa3arenb Ipynma koHTtposs (n=25) 1-s1 ocHOBHas Tpymma (n=85) 2-s1 ocHOBHas Tpymma (n=79)
5—7-e 25—28-¢ 5—7-e 25—28-¢ 5—7-e 25—28-¢
CYTKU XXKMU3HN CYTKHU XU3HU CYTKHU XU3HU CYTKH XKU3HU CYTKU >KU3HU CYTKH XKU3HU
Ilepyon peakuy, MUH 49 3,9 2,4 4,1 2,4 3,6
(372_533) (335_452) (232_434) (336_551) (251_3a8) (259_452)
p=0,035 p=0,001
TToka3zatenb TPOMOUHOBOI 43,85 33,7 28,5 35,5 33,3 35,5
aKTMBHOCTH, OTH. €. (33,7—47,5) (33,0—40,9) (24,5—-36,9) (27,0—43,0) (25,0—44,0) (32,2—41,6)
p=0,015 p=0,011
KoHcTaHTa yIUIOTHEHUS CTYCT- 38,9 32,0 27,2 32,0 33,9 32,4
Ka KPOBU, MUH (33,9—43,0) (29,1—38,8) (22,5—39,1) (24,5—38,8) (21,7—39,8) (23,8—39,5)
p=0,045
DubpuH-TpOMOOIIMTAPHAS 629 711 527 644 578 657
KOHCTaHTa KPOBU, OTH.E]. (559—681)  (660—748) (420—590) (598—689) (462—701) (603—752)
p=0,048 p=0,022
Bpemsa popmupoBaHusa 43,7 36,0 32,2 36,2 37,7 35,0
GUOGPUH-TPOMOOIIUTAPHOI (39,7—47,6) (31,1—40,2) (24,9—41,1) (30,6—42,6) (23,7—44,4) (27,5—42,5)
CTPYKTYPHI CTYCTKa, MUH p=0,016 p=0,025
CyMMapHBIi ITOKa3aTeNlb PeT- 14,2 9,8 12,0 13,5 14,0 9,7
pakiuu U crioHTaHHoro ym3uca  (12,4—16,4) (8,8—12,6) (7,0—16,7) (9,0—18,0) (9,6—18,0) (7,8—14,5)
crycTtka, % p=0,040

[lpumeuanue. p — CTaTUCTUIECKUE PASTMYMSI C TPYIIIION KOHTPOJIS.

3AK/TIIOYEHUE

DHpoTenuanbHass AUChHYHKUMS SBISIETCS OAHUM
U3 MEXaHU3MOB (POPMUPOBAHUS HAPYILIEHUI B CUCTE-
Me remocrtasa. ¥ HOBOPOXIEHHBIX 1-ii U 2-ii OCHOB-
HBIX I'PYII 3HAOTeNHaNbHas AUCHYHKUUS B paHHEM
HEOHATaJIbHOM IepUOJE MPOSBISLIACh CKIOHHOCTBIO
K Ba30Ca3My, aKTUBHbBIM aHTMOT€HE30M, MOBBIIIEH-
HOI NMPOHHUIIAEMOCTBIO COCYAMCTOW CTEHKH, COIpPO-
BOXZAloLIeiicd TPOMOOTEHHOW HampaBJI€HHOCTHIO
CHCTEMBI T€MOCTa3a C HEMOJHOLEHHOCTbIO I'eMOCTa-
TUYECKUX CBOUCTB KPOBSIHOTO CTYCTKA Y HEJOHOUIEH-
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OPUITNHAJIbHBIE CTATbU NEPUHATOJIOIrNS " HEOHATOJ10Insi

IIpo- u npoTUBOBOCHAIMTE/IbHbIE MEAUATOPbI Y HOBOPOXKIEHHBIX C NEPUHATAIbHOM
naToJIoruen

I'H. Yucmsakoea, U.U. Pemuszosa, U.A. Iazuesa, C.B. bviukosa, E.B. 3anuna, b.T. Yapunosa
YpanbCknin Hay4HO-UCCNeaoBaTeNbCKMIA MIHCTUTYT MaTepMHCTBA U MNafeH4YecTsa, EkatepuHOypr
Pro- and anti-inflammatory mediators in neonates with perinatal pathology

G.N. Chistyakova, 1.1. Remizova, 1.A. Gazieva, S.V. Bychkova, E.V. Zanina, B.T. Charipova

Ural Research Institute of Maternity and Infancy Care, Yekaterinburg

eb: onpenenienne ypoBHs Po- U NPOTHBOBOCIAJMTEILHBIX MEAUATOPOB B TMHAMIKE PAHHET0 NEPUO/IA AANITALMHM Y IeTeil C mepu-
HaTaJIbHO# nartoJorueii. [Ipoananu3npoBanbl pe3ybTaThl 00Cae10BaHUS 53 HOBOPOXKIEHHBIX JIeTeil C MePUHATAIBHON NATOJIOTHEH,
B ToM unciie 18 nereii ¢ BHyTpHyTpOOHOIi MH(eKumeii, 20 — ¢ nepuHaraibhbiM nopaxkenueMm LTHC u 15 neteit, nepeHecumx achuk-
CHIO M He MMeIMX MHGEKINOHHOI U HeBPOJIOrHIecKoil naTosoruu. Ipynmy KoHTpoisi cocTaBuau 30 310pOBbIX HOBOPOXKIEHHBIX
¢ u3M0I0rHYECKNM TeYeHHeM PaHHero neproaa azantanuu. OnpesesieHne ypoBHs MeAUATOPOB MEKKJIETOYHOTO B3aHMOEICTBHS
(po- ¥ MPOTHBOBOCHAINTEILHBIX IMTOKUHOB, 0EJIKOB OCTPOIi (ha3bl) B MyMOBUHHOW U NepudepuuecKoii KpoBu (Ha 5—7-e CyTKH
JKHU3HH) MPOBOIMIN METOIOM MMMYHOGEPMEHTHOTO aHAJIM3a. YCTAHOBJIEHO, YTO CHIKeHUe ypoBHs uHTepJeiikuna (IL)-1B, dak-
TOpa HeKpo3a omyxouu, 1L-10, conpsikeHnoe ¢ noBbimeHueM coaepxanus unrepdepona u IL-6 B mynoBuHHOI KPOBH, sBJIsSETCS
CJIeICTBHEM TMIMOKCHYECKNX W3MEHEHHWil B OpPraHn3Me HOBOPOKIEHHOr0. OTIMYUTEIbHBIM NPH3HAKOM, XapaKTEPH3YIOMUM LHUTO-
KHHOBBIii npoduiib 1eTeil ¢ BHYTPUYTPOOHO# MH(peKuueii, ABIseTcA 00HApYKeHHe runepuuTokunemun (coaepxanue IL-6 u IL-8
©ouiee 70 nr/mit) Npu PoKIAEHUM B COYETAHMH C BBICOKOI KOHIIEHTpalueii ocTpoa3HbIX 0€JIKOB, COXPAHSAIOMIEHCS HA NPOTSLKEHUN
paHHero nepuona azantanud. Oco0eHHOCTSAMH Pa3BUTHS UMMYHHOTO OTBETA Yy HOBOPOXKIEHHDBIX € MEPHHATAJIbHBIM NMOPAXKEHHEM
IHC saBasiercs nocToBepHoe yBeanuenue conep:xkanus IL-8 B Teuenue mepBoii Heneny XKu3Hu M KOHUEeHTpanuu C-peakTHBHOTO
NMPOTEHHA HA 5—7-€ CYTKM JKHU3HH.

Knrouesvie crosa: HO@OpOMCaeHHble, nepuHamanbHas hamoaocus, YUUMmoKuHbsl, benxu ocmpoﬁ ¢03bl

Objective: to determine the levels pro- and anti-inflammatory mediators in children with perinatal pathology over time during an
early adaptation period. The results of examination were analyzed in 53 newborn infants with perinatal pathology, including 18 ba-
bies with intrauterine infection, 20 with perinatal central nervous system (CNS) lesion, and 15 with birth asphyxia and no infectious
or neurological diseases. A control group consisted of 30 healthy newborn infants with the physiological course of the early adaptation
period. Enzyme immunoassay was used to determine the umbilical cord and peripheral blood levels of intercellular communication
mediators (pro- and anti-inflammatory cytokines, acute-phase proteins) on 5—7 days of life. The reduction in interleukin (IL)-1p,
tumor necrosis factor-a (TNF-a), and IL-10 levels, which was associated with the elevated umbilical cord blood concentrations
of interferon-y (IFN-y) and IL-6, was ascertained to be a result of neonatal hypoxic changes. The distinctive characteristic of the
cytokine profile in the infants with intrauterine infection is the detection of birth hypercytokinemia (IL-6 and IL-8 levels of more than
70 pg/ml) in conjunction with the high acute-phase protein concentration that is retained during the early adaptation period. The spe-
cific features of development of an immune response in the newborn infants with perinatal CNS injury are significant increases in the
level of IL-8 within the first week of life and in the concentration of C-reactive protein on 5—7 days of life.

Key words: neonatal infants, perinatal pathology, cytokines, acute-phase proteins.

H3BCCTHO, YTO UMMYHHA$I CUCTEMa UTPAET BELYLIYIO
poJib B MaToreHese, KIWMHUYECKOM TEYEHUU U UC-

© KonnekTtue aBTOpOB, 2014

Ros Vestn Perinatol Pediat 2014; 2:66—-70

Anpec st koppecnonaenumu: Yucrsikosa Iyzens HyxoBHa — J1.M.H., pyK. oTzielie-
HUST IMMYHOJIOTUM ¥ MUKpoOuosoruu Ypaisckoro HWUU oxpanbr matepuncTBa
U MJIaJIeHYeCTBa

PemuzoBa MpuHa MiBaHOBHa — K.0.H., CT.H.C. OTA€/IEHUSI OMOXUMUYECKUX METO-
JIOB VICCJIEIOBAHUSI TOTO XK€ YUPEXICHUST

Tasuesa MpuHa AnekcaHipoBHa — K.0.H., CT.H.C. OTIAEJIEHUS] UMMYHOJIOTUU U
MUKPOOMOIOTUH, YYEHBII CEKPETaph TOTO K& YUPEXKICHUS

BorukoBa CeeriaHa BranuMupoBHa — K.M.H., H.C. OTIEIEHUS] OUO(DU3MIECKUX U
JIy4EBBIX METOJIOB MCCIIENOBAHMSI TOTO XK€ YUPEKICHHsI

3anuHa Enena BacuiibeBHa — 1.0. H.C. OTAENIEHUSI MTATONIOTUU U GU3NONOTUMN
HOBOPOXKICHHBIX U JIETeil paHHETo Bo3pacTa

YapuroBa bu6ury:ib TonereHoBHa — M.H.C. TOTO e OTACICHHS

620028 ExarepuHOypr, /1. Peruna, 1. 1

XO/Ie TUITOKCUYECKUX W MHMEKIIMOHHBIX 3a00JIeBaHUI
Y HOBOPOXAEHHBIX JeTeil. BaXHbIM MH(OPMaTUBHBIM
MoKasarejeM COCTOSIHUSI UMMYHHOM CUCTeMbl pebeHKa
B [I€pUOJIe aJaNnTalluu CIYXXUT YPOBEHb MPOAYKIUU LIU-
TOKWHOB — TMOJIMNENTUAHBIX MEAUATOPOB, OOecrieynBa-
IOIIMX B3aMMOCBSI3b Pa3IMUYHBIX CUCTEM opraHusma [1].
BMmecre ¢ TeM BBIOPOC MPO- U MPOTUBOBOCIIATUTEIbHBIX
LIMTOKMHOB, aTakXe OeJKOB OCTpoil (a3bl SIBJISIETCS
HecrnieunpUYecKoil peakureil WMMYHOKOMIETEHTHBIX
KJIETOK Ha aHTUT€HHBIA CTUMYJ J1000i mpupoabl. MHO-
rue uccienoBaTe/y yKa3blBaloT Ha BbICOKYIO TMarHOCTHU-
YECKYIO LIEHHOCTb OIpeAe/eHUs] YPOBHS UHTEpJIeHKUHA
(IL)-6, dpakropa Hekpo3sa omyxonu (TNF)-a, IL-8 B kpo-
BU HOBOPOXIEHHBIX MPU UHMEKIIMOHHONW MaTOJOTUU
[2—5]. Apyrue aBTOpBI CBUAETEIBCTBYIOT O IpEUMYIIe-
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Yucmskoea I H. u coasm. Hpo— Y MIPOTUBOBOCTIATTUTE/IbBHBIC MEINUATOPBI Y HOBOPOXKICHHEIX C HCpI/IHaTaJ'[I)HOI;I MATOJIOTUEH

CTBEHHOM 3HAUY€HUU AaHHBIX LIMTOKWHOB IPU OLIEHKE
HEBPOJIOTUYECKNX HapymeHuit [6—12]. B 1o ke Bpe-
Msl BJIUTEpAType OTCYTCTBYIOT PabOThl, MOCBSILIEHHBIE
CPaBHUTEJIbHOW OLIEHKE COAEPKAaHUSI MEIUATOPOB MEX-
KJIETOYHOTO B3aMMOMEWUCTBUSI Y AETEi, MepeHeCIInx
COCTOSIHUE TUIIOKCUHM, B OTCYTCTBUE U MPU HATUYUU
MepruHaTAIbHOW TMAaTOJIOTMU WHMEKIIMOHHOTO U HEUH-
(ex1moHHOrO reHesa.

Iean wucciaenoBanus: oOIpeneseHUEe YPOBHS IIPO-
U MTPOTUBOBOCHAIMUTEbHBIX MEIUATOPOB B AMHAMMKE
paHHero nepuoja ajanTaluu y IeTedl ¢ nepruHaTalbHOMN
MaToJIorueit, nepeHecunx achuKCUIo Npu poXXACHUH.

XAPAKTEPUCTUKA JTETEN 1 METOJbI
NCCIEJOBAHUA

IpoBeaeHo KIMHUMKO-JA0OpaTOpHOE OOCIEeq0Ba-
HME 53 TOHOIIEHHBIX HOBOPOXICHHBIX C OCIOKHEHHBIM
TeYeHWEM paHHEro HeoHaTaJlbHOTO mepuona: 18 neteit
C BHYTpUYTpOOHbIMU MHDeKmusaMU (1-s1 rpynma), 20 HO-
BOPOXJEHHBIX C MepuHaTaIbHbIM mnopaxeHueM [IHC
(2-sirpynmna) u 15 nereil, mepeHecuIMX MPU POXIECHUU
acUKcHI0 ¥ He UMEIOINX MHMEKIIMOHHOW W HEBPOJIO-
rudyeckoit marosnoruu (3-s rpynna). Ipynmy KOHTpoJs
cocTtaBuu 30 310pOBbIX HOBOPOXIEHHbIX € (GDU3MOTOTU-
YeCKUM TeUeHWEM paHHeTo Tieproa ananrauu. Kpure-
PUSIMU UCKITIOYEHUSI SIBUJTMCH BPOXKIEHHbBIE TTOPOKU pa3-
BUTHSI, HEMOHOIIIEHHOCTh, TPABMAaTUUECKUE TTOPAKECHUS
HHC.

OrnpenesieHre ypOBHSI MEAMATOPOB MEXKIIETOYHO-
ro B3aUMOIEHCTBUS (IIPO- U MPOTHBOBOCIIAIMTETb-
HBIX IIUTOKWHOB, OEJIKOB OCTPOi (ha3bl) B IyTIOBUHHOMN
u niepudepryeckoil KpoBu (Ha 5—7-€ CYTKM >KU3HU)
MTPOBOAVMJIA METOIOM WMMYHO(DEPMEHTHOTO aHaIM3a
B COOTBETCTBMU C PEKOMECHIAIMSMH  (PUPM-TIPOU3BO-
nurteneit: comepxkanne IL-1f8, TL-4, IL-6, IL-8, IL-10,
untepdepona (IFN)-y, TNF-a oueHuBanu c nucnosb-
30BaHueM HabopoB ¢upmbl «Bender Medsystems» (AB-
cTpusl); KoHIeHTparuio C-peakTUBHOTO IPOTEMHA —
C TIOMOILIBIO TecT-cucTeM ¢upmbl «Biomerica» (CILLA),
YPOBEHb JlakTohepprHa — C UCMOJb30BaHUEM HAOOPOB
¢dupmnbl «Bektop-bect» (Poccust), conepxxanue deppu-
THMHA — C TIOMOIIbI0 HabopoB ¢upmbl «Orgentec» (Iep-
MaHus). [leTekiuio pe3yabTaToB UCCIEeN0BaHUS MPOBO-
I Ha MMMYHO(EPMEHTHBIX aHaiam3atopax «Victor»
dupmbl «LKB Wallac» u «Multiskan MCC/340» dupmbl
«Labsystems» (OUHIISTHINA).

CraTuctuueckyr o0pabOTKy Marepualla OCYILIeCTB-
JISUTA ¢ UCTTOJIb30BaHKMEM ITaKeTa mporpaMm Statistica 6.0.
PesynbraTel  WcclemoBaHUS  BBIpAXaJIM B MeAMaHaX
" KBapTwiax (HmwkHero — P25% wu BepxHero P75%).
JITsI OTIeHKY JOCTOBEPHOCTH PA3IMINI MEXKIY TPYITITaMU
MIPUMEHSTN HeTlapaMeTpUIecKuii Kputepuii MaHHa—
YuTtHU. YpoBeHb 3HAYMMOCTH Pa3INYUid MEXIy TpyI-
namu (p) c yueToM mnornpaBku boHdbeppoHu npuHUMaIU
3a 0,017. 7151 OUEHKM 3aBUCUMOCTH MEXIY KOJIUYECT-

BEHHBIMH TIepEMEHHBIMU MCTIOTB30BA KO3DMUITUEHT
Kkoppensiiy CrimpMeHa, MeXIy KadeCTBEHHBIMU U KO-
JITIECTBEHHBIMU TIePEeMEHHBIMU — KO3(MDMUIIMEHT KOp-
pemsimun KeHnamn-tay. i oleHKM KOPPESIIMOHHBIX
B3aMMOCBSI3eil MpMHUMaIM YpOBeHb 3HaUnMoctu p=0,05.

PE3VJIBTATBI 1 OBCYXK/JIEHUE

Bce netu poansiich TOHOUIEHHBIMU B CPOKE TECTallMU
39,2+1,1 Hex. [pu KIMHUYECKOI OLIEHKE COCTOSIHUS HO-
BOPOXJAECHHbBIX ObLJIO YCTAHOBJIEHO, UYTO OOJIBILIMHCTBO Je-
Teil OCHOBHBIX I'PYIN POJUIUCH B COCTOSIHUM achuKcuu
YMEPEHHO! CTeNeHU TsKecTU. ACHUKCUS TSIXKEJon cTe-
reHn 3adukcuposaHa y 3 (16,7%*) mereit B 1-if Tpyme,
v4(20%) —Bo 2-titpymme 'y 1(13,3%) — B 3-ii rpyre.
B npoBeneHUM peaHUMAIMOHHBIX MEPOTIPUSITUST HYX1a-
ch 8 (44,4%), 11 (55%) u 1 (13%) pebGeHOK 1o TpyImnam
COOTBETCTBEHHO.

Ha Bropoii 3Tanm BbIXaXWBaHMSI B OTIEJIEHUE DaH-
Hell peabuIuTallMd HOBOPOXACHHBIX ObUIM TiepeBele-
HBI TIpaKTUYECKU Bce aeTr 1-it u 2-ii rpynm u 1 pebeHoK
u3 3-ii rpynnsl. KonuyectBo KoOWKO-AHEH, MpOBEACH-
HBIX B CTallMOHApe, y AeTeil 1-i u 2-i1 TpymIl COCTaBIISIIO
17,5£6,2 u 14,9£5,9. letnt 3-i1 TpyIIIBI ¥ TPYIITBI KOHTP-
oJIs1 OBITM BBITTMCAHBI MOMOM Ha 5—7-¢ (5,6%1,1) cytkm
>KU3HU.

Pesynbsratel MMMYHOJIOTMUYECKOTO OOCJEI0OBaHUs Jie-
Tel TMoKa3aiM, 4YTO XapaKTepHbIM MPU3HAKOM ISl HO-
BOPOXAEHHBIX OCHOBHBIX TPYII SIBUWJIOCH JOCTOBEPHOE
cHkeHue yposHs I1L-1f B mynoBuHHOI KpoBH (B 1,6 paza
—B 1-iiu 2-it rpynnax, B 1,9 paza — B 3-i1 rpynne) u TNF-a
(8 1,8 paza— B 1-ii rpynne, B 2,4 pa3a Bo 2-1i u 3-ii rpyriax)
110 CPAaBHEHMUIO C TIOKA3ATENSIMU Y 310POBBIX JETE, UTO MO-
KeT CBUJAETESbCTBOBATH 00 YrHETEHUM (DYHKIMOHATLHOM
AKTUBHOCTU KJIETOK MOHOLIMTAPHO-MaKpOoharajibHOro 3Be-
Ha, OTHOCSIIIIErOcsl K CUCTEME BPOXKIEHHOTO MMMYHUTETA
(cm. Tabnuity). B To xxe Bpemst KoHueHTpauust [IFN-y y atux
HOBOPOXIIEHHBIX 00Jiee YeM B 6 pa3 MpeBbIIaia 3HAUCHUS
Me/IMaHbl TPYMIbl KOHTPOJs, a ypoBeHb IL-10 O6bu1 q0CTO-
BEPHO CHMWXXEH, YTO YKa3bIBAIO HA CMEIIEHHE LIUTOKUHO-
Boro OajiaHca B CTOpOHY pa3Butust Th-1-3aBucumMoro um-
MYHHOT'O OTBETa U COIMPOBOXAATOCH TOCTOBEPHO BICOKUM
ypoBHeM IL-6.

BMecre ¢ TeM BbIpaK€HHOCTb Pa3BUTUSI UMMYHHBIX
peakuuii B 3aBUCUMOCTM OT MATOJOTMYECKOTO COCTO-
ssHASL ObUIa pPa3jIUMYHON. B mynmoBUHHOIN KpOBWU HAeTeit
C KIIMHUYECKUMU  TIPOSIBACHUSIMU ~ BHYTPUYTPOOHBIX
uHdeKIuit oTMeyanuch Haubosiee BbICOKME 3HAUYEHUS
KoHLeHTpauyu IL-6 w IL-8, 4To MOr/IO OBITH CBSI3aHO
C aHTeHATaJIbHON aKTUBalME!l LIMTOKWHOBOW CUCTEMBI
1J10/1a, CTUMYJIOM KOTOPOW SIBJISIIICSI BHYTPUMMATOUHBbIIA
UHOEKIIMOHHO-BOCTIAIMTEbHBINA TIpoliecC. 3HauyeHUe
MeIuaHbl NaHHbIX MoKa3aTejel MPEeBbIIIATO TaKOBbIE
y meteit 2-it u 3-1 rpynm B 15 pa3 (IL-6), 6,7 n 15,2 paza

* 3nech U ganee % BBIYKCIEH YCIOBHO, TaK KakK KOJMYECTBO AETEi
B rpymrax MeHbiue 100.
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OPUIrNHAJIbHBIE CTATbU TNMEPUHATOJIOrNsI U HEOHATOJIOInsl
Tabauya. Conepxkanue npo- ¥ NPOTHBOBOCTIATUTE/ILHBIX MeIHaTopoB [ Me (P25— P75)] B nynoBUHHOI 1 nepuepuuecKoil KPoBH aeTeit
C 0CJIOZKHEHHBIM TeYeHHeM PAHHETO MePHoa aIaNTAIH
TMokaza- CyTtku Tpynna YpoBeHb
e KHSHH 1-s (n=18) 2-51 (n=20) 35 (n=15) 4osi— xomtposmas | CaTAMOCTH (p)
(n=30)
IL-1pB, 1 2,09 2,19 1,8 3,44 p,_,=0,002
TIT/MJT (1,72—2,19)* (1,99—3,71)* (1,62—1,99)* (3,24—3,77)
5 2,04 2,28 1,9 3,43 Py i3.520,05
(1,66—3,68) (1,99—2,47) (1,62—2,18)* (2,79—3,68) o
1L-6, 1 529,65 46,78 34,62 6,0 p,_,=0,0001
TIT,/MJT (130,97— (29,84—99.91)*  (20,21—80,03)* (3,97—12,6) p, ,=0,0001
565,35)* p, ,=0,03
5 9,18 12,6 4,73 4,71 p, ;=0,035
(4,84—15,95) (5,74—46,21)* (7,12—6,66) (3,99—7,32)
IL-8, 1 383.8 56,95 25,24 15,6 p, ,=0,009
IT/MJI (183,2—695,8)*  (28,88—174,73)*  (10,99—45,29) (9,92—17,55) p, ,=0,002
P, ,=0,003
5 318,5 (58,39— 164,25 9,93 17,06 p, ,=0,001
768—55)* (27,53—591,27)* (7,09—14,18)* (10,28—30,81) P, =0,007
TNF-a, 1 17,02 12,97 13,12 31,0 p, ,=0,04
TIT/MJT (13,57—23,86)* (11,47—14,77)* (11,54—14,69)* (27,5—33,5)
5 15,82 17,78 17,18 25,3 Py 1344 0,05
(13,27—21,39)* (12,52—21,39)* (12,97—20,79)* (17,18—30,2) o
IFN-y, 1 9,5 9,5 9,33 1,4 Pia s3> 0,05
TIT/MJT (9,5—10,76)* (5,28—9,85)* (8,15—9,85)* (0,87—2,09) o
5 10,16 9,94 9,54 1,4 Pia s3> 0,05
(9,15—11,42)* (9,22—10,74)* (8,89—11,16)* (1,0—=9,14) o
1L-4, 1 1,79 3,04 1,79 3,33 p,,=0,03
TIT/MJT (1,68—2,93)* (1,79—3,67) (1,57—2,66)* (3,03—3,59)
5 1,98 1,68 1,68 2,84 P 134.320,05
(1,73—2,08)* (1,36—2,14)* (1,474—2,11)* (2,06—3,48) o
1L-10, 1 1,38 1,73 1,21 5,07 p,_,=0,022
T/ MJT (1,04—2,078)* (0,88—3,43)* (0,96—1,65)* (3,9—5,85) p,_,=0,0001
P, ;=0,0001
5 1,29 1,21 1,21 4,95 Dy 14,.420,05
(1,21—1,56)* (1,04—2,25)* (1,04—1,73)* (1,69—4,38) o
CRP, 1 5,3 0,3 0,55 0,1 p,.,=0,022
MT/JT (1,3—10,6)* (0,3—1,95) (0,3—2,04) (0,05—0,1) p, ,=0,008
5 3,9 43 1,5 0,75 p,,> 0,05
(3,4—4,3)* (2,65—9,3)* (1,0—2,7) (0,36—1,85) P, ,=0,021
D, =0,03
JlakTo- 1 2096,8 (1151,5— 720,2 626,71 511,0 P, ,=0,0001
dep- 2317,2)* (374,3—901,0) (374,3—901,0) (262,0—1410,0) p,_,=0,001
aran S 1062,2 1003,1 496,03 415,5 p,_;=0,001
(583,8—1549,9)* (643,7—1549,9)* (461,9—62,5,2) (268,9—638,9) P, ,=0,0001
p, ,=0,002
p, ,=0,002
Dep- 1 193,0 79,5 125,8 118,0 Dy 134.520,05
PUTHH, (140,7—250,6)* (75,77—89,84) (79,5—154,2) (102,95—130,75) Y
g 315,7 332,85 286,15 160,0 Pry iy 0,05
(259,3—350,7)*  (191,9—435,45)* (176,15—364,9) (87,15—284,55) T
lelMe'taHHe. p]_l 1-3,23 YPOBEHb 3HAYUMOCTH MEXKIAY OCHOBHBIMMU I'DYIIIIaAMMU, * — CTATUCTUYECKU 3HAYMMbIE pasianyusia ¢ prl’ll’[Oﬁ KOHTPOJIA,
2<0,01. CRP — C-peakTuBHBbIi IPOTEUH.
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Yucmskoea I H. u coasm. Hpo— Y MIPOTUBOBOCTIATTUTE/IbBHBIC MEINUATOPBI Y HOBOPOXKICHHEIX C HCpI/IHaTaJ'[I)HOI;I MATOJIOTUEH

cootBercTBeHHO (IL-8). C rpymnrmoit KOHTpoJisl pa3HuULIA
B COJIEP>KaHUM 3TUX IUTOKUHOB cocTaBisia 88 u 24 pasa
COOTBETCTBEHHO. B TO ke Bpemsi Hapsily cO CHUXEHUEM
ypoBHs IL-10 yaTtux neteil 3aperucTpupoBaHO yMEHb-
meHue koHueHTpauuu [1L-4.

M3BecTHO, 4YTO MEpBUYHBIE MEIUATOPbl MEXKJIE-
TOYHOIO B3auMoAeicTBUsI, B ocobeHHoctn IL-6, ak-
TUBUPYIOT OEJTKOBOCUHTETUYECKYIO (YHKILHMIO MEYEHU
U CTUMYJIUPYIOT YCUJIEHHYIO BbIpaOOTKY OEJIKOB OCTpPOIi
(a3bl. [ToBbilIeHHOE conepx)kaHue ocTpodaszHbIx O6ETKOB
(C-peakTUBHOTO MpoTenHa, JjakrodeppuHa u dheppu-
TUHA) B MYITOBUHHOW KPOBU ObLIO OOHAPY>KEHO TOJIKO
Y HOBOPOXXIIEHHBIX C BHYTPUYTPOOHBIMU WHOEKIUSIMH,
YTO CBUJETEJIbCTBYET O Pa3BUTUU BOCHAIUTETHLHOTO UM-
MYHHOTO OTBETa UM KOCBEHHO MOMATBEPXKIAETCSl Ompene-
JIECHUEM CHJIBHBIX KOPPEJSIIIMOHHBIX CBSI3e MeXIy Ha-
JIMIUEM KIMHUYECKUX TPOSIBICHUN U KOHIIEHTpAIIMen
B ITyMOBUHHOM KPOBU MPOBOCTIATUTEIbHBIX MEAUATOPOB:
IL-6 (+=0,58; p<0,0001), IL-8 (»=0,59; p<0,0001), C-pe-
aktuBHoro npoteuHa (r=0,70; p<0,0001), nakrodepprHa
(r=0,60; p<0,0001), depputuna (=0,43; p=0,006).

VYV nereit ¢ nepuHaranbHbIM nopaxenuem I[HC
(2-s1 Tpynma) ypoBeHb [L-6 1 IL-8 B mynmoBuHHO# KpoBU
Tak>Ke MpeBbIlIaT aHAJTOTUYHbIE 3HAYEHM ST TToKa3aTesei
HOBOPOXIEHHBIX 3-1i TPYIIITHI ¥ TPYIITBI KOHTPOJIS, UTO,
BEPOSAITHO, OOYCJIOBJIEHO CTUMYJSILIMEN HMMYHOKOM-
MTETEHTHBIX KJIETOK MO3TOBBIMU aHTUTEHAMH, IoTana-
IOIIUMU B CUCTEMHBI KPOBOTOK B pe3yJjibTaTe rubenu
HEWpPOHOB BCJEACTBHME HApyLIEeHUS MPOHULIAEMOCTU
rematosHiedainyeckoro Oapbepa. OmHAKO YPOBEHb
JAHHBIX LMTOKWHOB Y HOBOPOXIEHHBIX 2-W TpYyNIbl
ObLT JOCTOBEPHO HUXE, YeM Y JeTeil ¢ UH(PEKIMOHHOM
narojorueit (1-s rpynna). [1pu aToM conepxaHue 6es-
KOB OCTpoit (ha3bl HE OTIMYAIOCH OT TAKOBOTO Y 310PO-
BBIX HOBOPOXJEHHBIX, YTO, MO-BUIUMOMY, 00YCJIOBJIEHO
OTCYTCTBUEM CHUXEHHUSI OCHOBHOI'O MPOTUBOBOCHAIU-
TeJbHOro HutokuHa IL-4, rmaBHOI (yHKUMENH KOTO-
poro sIBjsieTcsl 6JJ0KUPOBAHWE HE TOJbKO CIIOHTAHHOM,
HO 1 MHAYLUMPOBAHHOW MNPOAYKIIMK MPOBOCTIATUTEb-
HBIX IUTOKUHOB, a TaKXKe CYNEPOKCUAHBIX PAIMKAJIOB.
Hanuuue HeBposornyeckux HapyleHUN Yy 3TUX Je-
Teil TMOJIOXUTEIBbHO KOppeaupoBajio c ypoBHem I[L-4
(r=0,39; p=0,007) 1 oTpuuaTEeIBHO — C COAEpKaHUEM
octpodasHbix 0enkoB (C-peakTUBHBIM MPOTEUHOM
— r= — 0,32; p=0,04, nakrodpeppunom — r= — 0,32;
p=0,04 u pepputiHOoM — r= — 0,46; p=0,01).

VY nereil, ponuBIIMXCS B acUKCUU U HE UMEIOLIUX
MepuHaTajJbHON TaToNoruM, KoHueHTpauus: 1L-8 Obuta
COIMOCTaBMMa CO 3HAYEHUSIMU Y 3[I0POBBIX AETEN, ypo-
BeHb [L-4 66uT mocTOBepHO cHIKeH. Comepxxanue 1L-6,
XOTSI ¥ MPEBBIIAIO aHAIOTUIHBIC TapaMeTphl TPYITITHI
KOHTPOJISI, OIHAKO ObLIO CTATUCTUYECKU 3HAUMMO HUXE,
YeM Y HOBOPOXIECHHbIX 1-i1 1 2-1 rpymi.

K 3aBepuieHuio paHHero nepuojaa aganrtaluu B Ie-
pudepuueckoit KpoBU JAeTeii, mepeHeciinx achuKCcuio
MpU POXKAEHUU, OTMEUYaIoCh CHUXEHUE KOHLEHTpaluu

IL-4. Yposeur TNF-a u IL-10 ocraBajncsi 1OCTOBEpHO
HU3KUM, cofepxkaHue [FN-y — BbICOKMM MO CpaBHEHUIO
C aHAJIOTMYHBIMU MTapaMeTPaMU Y 3[10POBBIX IE€TEH.

Hapsiny c BbISIBI€HHBIMA W3MEHEHMSIMU Y HOBOPO-
KIEHHBIX C BHYTPUYTPOOHBIMU UHOEKUUSIMU KOHLIEH-
tpamms IL-1f u IL-6 6buTa comocraBUMa C Imapamerpa-
MM Y 3I0POBbIX JIE€Tel, B TO e BpeMs coaepxxanue IL-8
U ocTpoda3HbIX OETKOB COXPAHSIJIOCh Ha JOCTOBEPHO
BBICOKOM YpoBHe. CTaTUCTUYECKU 3HAUMMBIMU OCTaBa-
JIUCh KOppessiLiMU Mexny coxepxaHueM [L-8, a Takke
depputrHa B nepudepruyecKoil KpoBU ¢ KIMHUYECKUMU
MPOSIBICHUSIMU BHYTPUYTPOOHbIX MHbekuuit (r=0,42;
p=0,0003 u =0,56; p<0,0001).

Y HOBOPOXJIEHHBIX 2-11 Tpynmbl comepxanme IL-1B
TaKXe HE OTJIMYAJIOCh OT 3HAYEHUI KOHTPOJBHOW Tpym-
mel. KoHueHTtpanus [L-6 B i1MmHaMKUKe paHHETO Mepuoaa
ajanTaluu, XOTs U CHUXalach, OJHAKO MpeBbIlIAia Ta-
KOBYIO Y 310pOBbIX AeTeil. B To ke Bpemsi comepxkaHue
IL-8 He ToJIbKO He MPOSIBJISIO TEHAEHIIMIO K CHYXKEHUIO,
HO Y MIPOAOJIKAJIO HapacTaTb OTHOCHUTEIbHO TMEPBOHA-
YaJIbHOTO YPOBHSI, YTO MOXET BHOCHUTb BKJIaJ B PUCK
pa3BuUTUsI liepedpanbHOro Basocrasma. JlaHHbI dakT
UMeeT NIyOOKYI0 MaTodU3N0IOTHYECKYI0 OCHOBY B CBSI3U
¢ BbIpakeHHbIMU cBoiicTBamu IL-8 kak cnenuduyecko-
ro XeMOoaTTpaKTaHTa Mo OTHOIIEHUIO K HeTpoduiiaM U,
CJIeIoBaTeIbHO, MOIIHOIO MPOBOCHAIUTEIBHOTO (hak-
TOpa, CIMOCOOCTBYIONIETO MOBBINIEHUIO MPOHULIAEMOCTU
remaTtosHuedainueckoro 6apbepa, HapacTaHUIO OTeKa
TOJIOBHOTO MO3Ta, YTO, BEPOSITHO, MPENOIPENETSIET PUCK
peannzalivu HeBposioruueckoi naronoruu. Heobxonrmo
OTMETUTb, YTO Y HOBOPOXKIEHHBIX 3TOU rpyMIbl K 5—7-M
CyTKaM KU3HU PErMCTPUPOBAIOCH CHUXEHUE KOHILIEH-
tpauuu IL-4, nosbinieHue B 4 pasa comepxanusi C-pe-
aKTUMBHOro mpoTeuHa U peppuTvHa, a Takxke B 1,4 paza
YpOBHSl JlakTobepprHA OTHOCUTEJIBHO IOKa3aTresei
rpynnbel KoHTpossi. [1pu aTom KoHueHTtpauusi C-peak-
TUBHOTO TipotenHa, 1L-6, IL-8 u dpeppurnna B mepude-
pPUYECKOI KPOBU HOBOPOXKIEHHBIX MOJOXUTEIbHO KOP-
penupoBaa ¢ HUTMYKMEM HEBPOJOTMYeCKUX HapylleHU
(=0,36, p=0,003; r=0,32, p=0,006; =0,12, p=0,009
u =0,60, p<0,0001 COOTBETCTBEHHO).

VY nereii, nepeHecliMx acHUKCUIO TMPU POXIECHUU
U HE UMEIOIIMX MepUHaATAIbHONW U MHGEKUMOHHON TNa-
ToJIOTHH, comepxaHue IL-6 B mepudepudeckoit KpoBU
K 3aBEpUICHUI0 PaHHEro Mepuoja aganTalyu He OTJIM-
4aJIoCh OT TAKOBOTO Y 3I0POBbIX JIETEH, a KOHIIEHTpALUsI
IL-1B8 u IL-8 6bl1a B 2 pa3a HYKe TapaMeTpOB KOHTPOJIb-
HOW IPYIIIEIL.

3AKJTIOYEHUE

TakuM 00pa3oM, pe3yabTaThl MPOBEAEHHBIX MUCCIIE-
JIOBAaHUI TO3BOJISIIOT 3aKJIOYUTh, YTO CHUKEHUE YPOB-
Hs IL-1B, TNF-a, IL-10, conpskeHHOE C TTOBBIIIICHUEM
conepxanus IFN-y u IL-6 B IylToBUHHOI KPOBH, Y BCeX
HOBOPOXJEHHbIX, TIEPEHECIIUX TMPU POXIEHUU achuK-
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CHIO, SIBJISICTCS TIPU3HAKOM TMIIOKCUIECKUX U3MECHEHUH.
[TporHOCTHYECKM 3HAYMMBIMMA MapKepaMU TIepUHATATb-
HOU TIaTOJIOTUM WHGEKIIMOHHOTO U HEMHMEKITMOHHOTO
reHe3a SIBJISIeTCS JOCTOBEPHO BbICOKOE conepxkanue 1L-8
B IIYITOBUHHOU 1 Tiepr(epruIecKoil KpOBU HOBOPOXKICH-
HBIX Ha MPOTSCKCHUW TIEPBOM HENeIM KU3HW W TTOBBI-
meHue nokasatessi C-peakTUBHOIO MPOTerMHA Ha S5—7-¢
CYTKM XKW3HU.

OTIUYNTETPHBIM  TIPU3HAKOM, XapaKTEePU3YIOITUM
IIUTOKWHOBBI TPOGMIL NeTei ¢ BHYTPUYTPOOHBIMU
MHOGEKIUAMA, CIYKUT TUICPIUTOKMHEMUS (YPOBEHB
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Kiunanyeckas u Mukpoouosiorndeckas 3()GpeKTMBHOCTbh BAHKOMHUIIMHA B KOMILJIEKCHOM
JIe4YeHUN HOBOPOKIEHHBIX JeTeil ¢ BeHTHISATOPACCONMUPOBAHHONM THEBMOHUEN,
00yCJIOBJIEHHOI IPAMIIOJIOKHUTEIbHBIMA KOKKAMHU

M.B. Kywnapesa, I'M. Jlemenmuesa, A.1O. lepacumos

Hay4yHo-nccnenosaTenbCkmin KIIMHUYECKUI MHCTUTYT neanatpumn; PogunbHein aom Ne 15, Mocksa

The clinical and microbiological efficacy of vancomycin in the combination treatment
of newborns with ventilator-associated pneumonia caused by gram-positive cocci

M.V. Kushnareva, G.M. Dementyeva, A.Yu. Gerasimov

Research Clinical Institute of Pediatrics; Maternity Hospital Fifteen, Moscow

Crarbs NOCBSIIIEHA MPO0/IeMe HO30KOMHAJIBHON «BEHTHJIATOPACCOUMHUPOBAHHON MHEBMOHMK», O0YCJIOBJIEHHON IPAMIIOJIOKHTEb-
HbIMH KOKKAMH Y JIOHOUIEHHBIX U HeIOHOLIEHHBIX HOBOPOXKAEHHDBIX JeTeil U U3YYeHHIO KIMHUKO-MUKPOOHoaornyeckoii 3¢ dekTus-
HOCTH AaHTHOMOTHKA BaHKoMHuIMHA. O0caenoBanbl 13 qoHOUIEHHBIX M 46 HEJOHOMIEHHBIX HOBOPOXKIEHHBIX JeTeil. Y 00JbIIMHCTBA
(y 78—93%) nereii BbisiBJieHa MOHOUH(EKIMSI, 00YCJIOBICHHAS TPAMIIOJIOKUTEIbHBIMI KOKKAMH, IPEUMYIECTBEHHO Staphylococcus
spp. u Enterococcus faecalis. Bankomunun 6611 BbICOK03¢(heKTHBEH B OTHOLIEHUH KOKKOBOW MUKPO(JIOPHI P MUHUMAJILHOM UH-
ruoupymoeii konuenrpanun (MUK) <2 MKr/mi1 B OTHOIIEHHH CTAa(UIOKOKKOB M CTPENTOKOKKOB rpynmbi B y 46 nereii, ymepenHo
3dexkrusen npu MUK =4 mxr/mi, Ho <8 mkr/ma 1ia E. faecalis y 9 nereii u HeadpekruBen uam nuskoddpdexkrusen npy MUK
216 mxr/ma s E. faecium 'y 4 nereit. Onnako Ha 5—7-ii nenb 3a0oseBanus y 41% nereii npoucxoawio BTOpuaHoe WH(PUIMPOBA-
HHE TOCTHTAJIBHBIMH IITAMMAMH FPAMOTPULIATEIbHBIX MHKPOOPraHUu3MoB (npeumyuiecTBeHHo Enterobacteriaceae w Pseudomonas
aeruginosae), 00yCJOBIMBAIONINX, KAK MPABWIO, MUKCTHH(eKIMI0. B 3T0ii CBA3M y 0OJIBIIMHCTBA JeTell BAHKOMUIIMH HA3HAYAM
B COYETAHHMH C 0ETA-JAKTAMHBIMA AHTHOMOTHKAMHU WM AMHKAIIMHOM.

Kntouegoie croga: demu, H080podicOeHHble, NHEGMOHUS, BAHKOMUYUH.

The paper deals with nosocomial ventilator-associated pneumonia caused by gram-positive cocci in full-term and preterm newborns
and with a trial of the clinical and microbiological efficacy of the antibiotic vancomycin. Thirteen full-term neonates and 46 preterm
ones were examined. Most newborn infants (78—93%) were found to have monoinfection caused by gram-positive cocci, mainly
Staphylococcus spp. and Enterococcus faecalis. Vancomycin was highly effective against the coccal microflora with the minimum
inhibitory concentration (MIC) of <2 pg/ml against Staphylococcus spp. and Group B Streptococcus in 46 newborns, moderately
effective with the MIC of 24 pg/ml, but <8 pg/ml against Enterococcus faecalis in 9 infants and ineffective or lowly effective with the
MIC of =216 pg/ml against Enterococcus faecium in 4 infants. However, secondary infection caused by the hospital strains of gram-
negative microorganisms (predominantly Enterobacteriaceae and Pseudomonasaeruginosae) generally inducing mixed infection oc-
curred in 41% of the infants on 5—7 day of the disease. In this connection, most children were given vancomycin in combination with

beta-lactam antibiotics or amikacin.

Key words: infants, neonates, pneumonia, vancomycin.

B Hacrosiiee Bpemsi npoosieme 3DGheKTUBHOrO Jie-
YeHUS TSKEIBIX WHOEKIIMOHHO-BOCITATUTETHHBIX
3a00JIcBaHUI y HEMMOHOIIIEHHBIX HOBOPOXXICHHBIX JETEH
TIPOIOJIKAET YIENATHCS OOJbIIOe BHUMaHUE. DTO CBsI3a-
HO C TeM, YTO MJIalleHIecKass CMEPTHOCTb TTO-TIPEKHEMY
ocTraeTcsl BBICOKOW U cocTaBisieT B Poccuu, 1o olieHKe
BO3, 7,6 Ha 1000 ponMBIIMXCSI SKUBBIMU IETEH, TIPU 3TOM
Ha JTOJTIO TSTKEJION MHGEKIINU B CTPYKTYpe IPUYUH HEo-
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125412 Mockaa, yi1. Tanaomckas, 1. 2

[epacumoB Anekcannp KOpbeBuY — 3aB. OTIENICHUEM peaHHMALTK HOBOPOXKIEH-
HBIX JeTeil poaubHOro 1oMa Ne 15 MocKBbI

115088 Mockaa, yi. LllapukonogimmmHukoBcKast, 1. 13A

HaTaJIbHOW CMEPTHOCTH MPUXOmUTcs okoio 36% [1, 2].
[MprMeHeHWe MHBA3WBHBIX METOJIOB JICUCHUS U, TIPEXKIC
BCETro, aIllmapaTHOW MCKYCCTBEHHOW BEHTUJISIIIMM JIETKUX
(UBJI) y HOBOPOXIEHHBIX I€Tel MPU CHUKEHUU MTPOTU-
BOMH(EKIIMOHHOW 3aIIMThI BCJICACTBUE HE3PETOCTH M-
MYHHOM CHCTeMBI MOXET TIPUBECTU K pa3Butuio «BJI-
acCOIIMMPOBAaHHOW» TTHEBMOHWUU W cericuca [3—6].
BOddekTuBHOE JIeueHUEe ITOM TsKeI0H MHGEKIIMOHHON
ITaTOJIOTUU TOJDKHO 6a3MpOBaThCS HAa 3HAHUM €€ STHOJIO-
TMYECKOW CTPYKTYPHI U ITPaBWIBHOM BBIOOpE aHTUOMO-
TUKOB, aKTUBHBIX B OTHOIIIEHUW BO30YIUTEICH.

B TeyeHUEe TOCHEMHUX HECATH JIET OTMedaeTcs
pocT WHGEKIIMOHHO-BOCITAIUTEILHBIX 3a00JIcBaHUA,
BToM uucie WMBJI-accouiumpoBaHHO! MHEBMOHUM,
00YCJIOBJICHHBIX TOCIUTAIbHBIMM IITAMMaMU TpaM-
ITOJIOKUTENBHBIX KOKKOB C MHOXECTBEHHOW YCTOM-
YUBOCTHIO K aHTMOMOTUKaAM [3, 7—9]. BoabmnHCTBO
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9TUX BO30yaUTeENeil, Kak MpaBUIO, COXPAHSET YYyBCT-
BUTEJIbHOCTb K aHTUOMOTUKY BAHKOMMIIMHY, KOTOPHIi
SIBJISIETCSl TpernapaToM BbIOOpa MPU JIEUEHUU TpaMIio-
JoxurtenbHoit uHdekuuu [7, 10]. OnHako nedyeHue
BAaHKOMUIIMHOM HeE BCETJa MO3BOJISIET JOCTUTHYTh Obl-
CTPOTO U CTOKOTro 3(hdeKTa y HOBOPOXKIASHHBIX eTei
C TSKEJIOW MHEBMOHUEH, YTO TUKTYeT HEOOXOIMMOCTh
npoBejaeHus1 6ojiee MIyOOKOro MccienoBaHus ero ad-
(bekTUBHOCTU MpU 3TOM 3a00JIEeBAHUM U BBISIBICHMUS
NPUYMH, HE MO3BOJSIOIIUX JOCTUTHYTh OXMIaeMOIO
MOJIOKUTEJBHOTO pe3yJsbTaTa.

Hens wuccienoBanusi: OMNpENeaUTh KIMHUYECKYIO
1 MUKpOOUOIornueckyio 3h@GeKTUBHOCTL BAaHKOMUILIU-
Ha Y HOBOPOXJEHHbBIX I€Te pa3IMuHOTrO reCTallMOHHOTO
Bo3pacta ¢ UBJI-accolimnpoBaHHO#1 THEBMOHUEH, BbI3-
BaHHOM TPaMITOJIOKUTEIbHBIMU KOKKAMM.

XAPAKTEPUCTUKA TETEN 1 METO/IbI
NCCIEJOBAHUSA

OO6cnenoBaHbl 59 HOBOPOXIEHHBIX HETEH C recra-
LIMOHHBIM BO3pacToM TMpu poxaeHuu ot 28 o040 Hen
u Maccoit Tena ot 920 no 3700 . ¥ Bcex aeTeit, HaXOaUB-
muxcsl Ha anmnapatHoit MUBJI mo moBomy cuHapoma mbi-
XaTeJbHbIX paccTpoiicTB, pas3Buiach MBJI-accouuunpo-
BaHHAsl ITHEBMOHUS. DTU NETH OBUTM pa3ieicHbl Ha TPU
TPYIIIB B 3aBUCUMOCTH OT MacChl TeJla W TeCTAallMOH-
HOro BO3pacTa Npu poxaeHuu. B 1-1o0 rpynmy Bouwuiu
13 moHOIIEHHBIX HOBOPOXIEHHBIX ACTEei ¢ Maccoi Teja
o1 2900 mo 3620t (M£+m=3409+129,4 T) W recTaliMOH-
HBIM Bo3pactoMm oOT 38,5 no 40 Hen (M£tm=39,310,31).
Bo 2-10 rpynny BkIOYeHb! 14 HETOHOLIEHHBIX HOBOPO-
JKIEHHBIX C Maccoi Tena npu poxiaeHun meHee 1750r
(01980 1o 1750, M£*m=1307x1,27 r) " recrauMoH-
HBIM Bo3pacToM ot 28 1o 32 Hen (M£tm=30,7+1,47 Hen).
B 3-ii rpynine 66110 32 HeTOHOIIIEHHBIX HOBOPOXKIEHHBIX
cMaccoil Tena mipu poxneHun oOosee 1750 r (ot 1751
1o 2550, M£tm=2043157,2 r) 1 recTalliOHHBIM BO3pa-
ctom ot 32,5 mo 36 Hen (M*+m=33,9610,99). 1o TsiKecTn
3a00JIeBaHUs TPYIIITHI AeTei OBUTA perIpe3eHTaTUBHBIMU.
VY 45 nereit mHeBMOHMS pa3BUjIach Ha 4-¢ CYyTKU XU3HHU,
y 14 — Ha 5—7-e cyTKU XU3HU. Y BCeX MAIMEHTOB Teue-
HUE ITHEBMOHMU OBLITO TSXKEJTbIM.

Bce HOBOpoOXIEHHbIE MOMYYaIM aHTUOAKTEPUATBHYIO,
TTOCUHIPOMHYIO, MTH(MY3UOHHYIO TEPATIHMIO, 3aMECTUTEITBHYIO
MMMYHOTEPAITAIO0 BHYTPUBEHHBIMU WMMYHOIIIOOYIMHAMU
Y TTapeHTepaibHOe TTaHre. Kypc BAHKOMUTIMHA HAYMHATA
Ha 4—7-e cyTku xu3Hu. [lepBasi 7032 aHTMOMOTHUKA COCTAB-
Jisa 15 Mr/kr, mocnemytonue 103 — 10Mr/Kr Kaxknbie 12 4
BTeUeHWE |-i HemeM WX KW3HUW, HAuWHAasA CO 2-i Hemen
KU3HU — Kaxple 8 4. BaHKOMMIIMH BBOAWJIM BHYTPUBEH-
HO MemIeHHO (BTedyeHue He MeHee 60 muH). Kypc cocTas-
Jsin B 1-i tpynme ot 6 mo 16 mHeit (MEm=9,3%0,98 nHs),
Bo2-ii — or8m022 nHeit (MEtm=13,5+1,15 nus), B3-i
— or7 1020 mHeit (M*m=10,1£1,93 nns1). Y4 HOBOpO-
KIEHHBIX BAaHKOMMIIMH Ha3Ha4Yay B BUIE MOHOTEpAIWH,
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ay 55 mereii — B coueTaHUU C OeTa-JIAKTaMHBIMM aHTUOMO-
TUKaMU WIA aMUKALTHOM.

MuKpoOHOJIOTUYECKUIT TIOCEB  TpaxeoOpOHXUATbHO-
ro acnupara, KpoBU, CIIMHHOMO3IOBOW >XUIKOCTU OCY-
LIECTBIISUICSl CTAaHAAPTHBIM METOIOM Ha IIIUPOKUI HabOp
MUTATEIbHBIX CPeJl ISl BBISIBIEHUST adpOOHbBIX U (PaKyIib-
TaTUBHBIX MMKPOOPraHW3MOB. BblnesieHHble OGakTepuaib-
Hble Y TPUOKOBbIE KYJBTYPbl WAEHTUMDULIMPOBATIU 10 poaa
U BUIA odenpuHaThiMu Metonamu [11, 12]. KonnyectBo
MUKPOOPTraHU3MOB, BbIIEIEHHbBIX U3 TPaXeOOPOHXUATbHO-
rO acnupara, BbIpaXald B BUJE JAECATUYHOrO Jiorapudma
(Ig/m) B 1 M1 acnupata. DTUOJIOTMYECKN 3HAYUMBIM CUM-
Taau KOJIMYECTBO MMKPOOHBIX KJIETOK B TPaXeoOpOHXM-
aTbHOM acnupate, paBHoe Ig4/mut u Bbile [12]. B uccne-
JIOBaHWE ObLIM BKJIIOYEHBI TOJIbKO JIETU C YCTAHOBJIEHHOM
stuosorueit MBJI-accoumupoBaHHO! TMHEBMOHUM, 00-
YCJIOBJIEHHOM TIpaMIoJOXUTEIbHBIMU KOKKaMu. [loceBbl
TPaxeoOPOHXUATLHOTO aclupara MPOBOIWIN JI0 Ha3Have-
HUSI BAHKOMMIIMHA, 3aTeM Ha 3, 5, 7—10-i nHM Jle4eHust
y BCEX JIETelA, a TAKKe Y HEKOTOPBIX IMAallMeHTOB Ha 14—16-i1
u 18—21-11 aHU 3a00s1€BaHUsI TIPU €T0 3aTSDKHOM TEUEHUHU.
YyBCTBUTENBLHOCTh MUKPOOPTaHM3MOB K aHTUOUOTUKAM
onpenesiiu MeTofoM nrddy3uu B arap ¢ MOMOILBIO CTaH-
JapTHBIX HabopoB auckoB (HayuHo-uccinenoBatenbckuit
1eHTtp dapmakorepanuu, Cankr-IleTepdypr) u A0NOIHU-
TEJIbHO K BAHKOMUIIMHY METOIOM CEPUIHBIX Pa3BEeACHUIA
B XKMIKOM ITUTaTebHOM cpexe [13, 14].

PE3VJIBTATBI 1 OBCYXK/JIEHUE

PesynbraTel MccaeqoBaHUS 3THUOJOTUYECKOU CTPYK-
Typsl WBJI-accounupoBaHHON MHEBMOHUU Yy HOBOPO-
KIEHHBIX IeTeit TpeacTaBieHbl B Tabn. 1—3. Kak BunHO
u3 TabJ. 1, crieKTp BO30OyAMTENIeil MpaKTUUYEeCKU He pas-
JIMYaNicT B UCCICMYeMBIX TPYITaX. Y IMOMaBJISIONIETO
6ombpimmHCTBA neTeir (y 60—85%) u3 TpaxeoOpoHXUAIb-
HOTO acmupara ObUIM BBIAEICHBI CTadHMIOKOKKU. Bce
LITAMMBbI CTa(PUIOKOKKOB 00J1a1alu TeMOJU3UPYIOIIUM
CBOMCTBOM, YTO SIBJISICTCS ONXHUM U3 (haKTOPOB I1aTO-
reHHoctu. C MeHbluei yactoroir (y 16—31%) BbiceBa-
JINCh DHTEPOKOKKM W KpailHe PEeIKO — CTPETITOKOKK
rpynnel  B. Kak npaBuno, M BJI-accouunpoBanHas
ITHEBMOHMS TIPEICTABISIA COOO0M TPaMITOIOKUTETHHYIO
MoHonHpexkuuo (y 78—93%) mTonbko y7—22% ne-
Teli — MUKCTUH(EKIMIO, 00YCIOBIEHHYIO COYeTaHUEM
TPaMITOJIOKUTENIBHBIX KOKKOB € TPaMOTPHUIIATEIEHBIM
bakrepussmu. [lociemHue OBUTM TIPEACTABICHBI TOCITH-
TaJbHBIMU IITAMMaMU 3HTepobakTepuit, Pseudomonas
aeruginosa, Stenotrophomonas maltophilia n Acinetobacter
Junii. Tonbko B 3-1i rpynre y 3 MallMeHTOB BbICEBAIUCH
OakTepuu COBMeCTHO ¢ Tpubamu pona Candida, 4To ObLIO
MIOBOJILHO ~ PEJKMM coYeTaHWeM (JacTtoTa BBICEBa
B 3-i1 rpynmnie P=0,09, a cpenu Bcex aeTeid, BKIIFOUEHHbBIX
B HacTosiiee uccieqoanuu, P=0,05).

[MonoxuTenbHBI ~ MMKpOOMOJIOTUYECKU 3 dekT
HMMeJT MeCTo Y OOJIbIIMHCTBA meTeit (y 92—97%) Ha 3—5-¢
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Tabnuya 1. Mukpoopranusmbl, BbieIeHHbIE U3 TPAXe0OPOHXHAILHOTO ACNHPATA B IEPBOM NOceBe Y 59 HOBOPOXKIEHHDIX AeTeil
¢ UBJI-acconuupoBaHHO# MHEBMOHMEIH

MuKpoOpraHU3Mbl 1-s1 rpynmna (n=13) 2-s rpynna (n=14) 3-g rpynmna (n=32)
n, P n, P n, P
Staphylococcus aureus 0 0 1 0,07 2 0,06
Staphylococcus epidermidis 4 0,3 4 0,29 13 0,41
Staphylococcus haemolyticus 4 0,3 6 0,43 12 0,38
Streptococcus B 0 0 0 0 1 0,03
Enterococcus faecalis 3 0,23 2 0,14 4 0,125
Enterococcus faecium 1 0,08 2 0,14 1 0,03
Kilebsiella pneumoniae 1 0,08 0 0 1 0,03
E.coli 0 0 0 0 2 0,06
Pseudomonas aeruginosa 1 0,08 0 0 2 0,06
Stenotrophomonas maltophilia 1 0,08 0 0 1 0,03
Candia spp. 0 0 0 0 3 0,09
Acinetobacter junii 1 0,08 0 0 1 0,03
MoHouHpeKIms 9 0,92 13 0,93 25 0,78
Accormanyu 6akTepuii (rpam+ 1 rpaMm—/rpaM+) 4 0,3 1 0,07 4 0,125
Accolanyy 6akTepuii ¥ rprudoB 0 0 0 0 3 0,09

Ipumenanue. 3nech v B TabJ1. 2: 1, — YKUCJIO BHIIEJIEHHBIX LITAMMOB; P — 4acToTa BbIAEIEHMS LITAMMOB B TPYIIIE.

Tabauya 2. MMKpoopraHu3Mbl, BblieJIeHHbIE W3 TPAXE0OPOHXHAILHONO ACIMPATA B NIOCIEAYIOIHX NOCEBAX Y HOBOPOKIEHHBIX
nereii ¢ UBJI-accommupoBanHoii mHeBMOHHEl (BTOpHYHOE HHMUIMPOBAHHKE)

MuKpoopraHU3Mbl 1-s rpynma (n=13) 2-s1 rpynma (n=14) 3-sg rpynma (n=32)
n, P n, P n, P
Staphylococcus aureus 1 0,08 0 0 0 0
Staphylococcus epidermidis 1 0,08 0 0 0 0
Enterococcus faecalis 2 0,15 0 0 0 0
Enterococcus faecium 0 0 1 0,07 1 0,03
E.coli 2 0,15 1 0,07 2 0,06
Kilebsiella pneumoniae 0 0 1 0,07 1 0,09
Kilebsiella oxitoca 0 0 1 0,07 0 0
Enterobacter aerogenes 1 0,08 0 0 0 0
Pseudomonas aeruginosa 4 0,31 4 0,29 6 0,19
Stenotrophomonas maltophilia 1 0,08 1 0,07 2 0,06
Candia spp. 2 0,15 2 0,14 3 0,09
Acinetobacter baumannii 0 0 0 0 1 0,03
MoHouHdekLms 0 0 1 0,07 0 0
Accoumaiuy rpam+ 1 rpaMm— GakTepuit 4 0,31 1 0,07 1 0,03
Accollalnu ToJIbKO rpaM+ 0akTepuii 0 0 0 0 0 0
Accolualyy TOJIbKO rpaMM— OaKTepuit 1 0,08 2 0,14 4 0,125
Accoryanyu 6akTepuii rpam+, rpaM— ¥ TpuooOB 2 0,15 2 0,14 3 0,09
KonuyecTBo neteit, y KOTOpbIX OblIa CMEHA BO30Y- 7 0,54 6 0,43 9 0,28

JUTEIIA

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014
73




CYTKM JICUCHUSI OTMEYATach IMOJIHAST SIMMUHALINS U3 ITbI-
XaTeJbHBIX ITyTe TPAMITOJIOXUTEIBHBIX BO30OYIUTENICH
unu cHkeHue ux tutpa B 10—1000 pa3 (oT aTrosiornye-
CKU 3HAUMMBbIX BeJTMuMH Ig4—7 1o 1g 1—2) c mocnenyommm
TTOCTETICHHBIM CHIKEHHMEM UX KOJIMUYECTBA IO OTCYTCTBUSI
Bouare BocrnajeHus (cM. Tabs. 3). OmHakKo OTCYTCTBHE
MMKpoOuosiornyeckoro adgekra Ha 5—7-i AeHb Jiedye-
HMSI OTMEUAIOCh Yy OJIHOTO pebeHKa B KaXAOW TIpyrre.
[Ipu 3TOM Yy HOHOIIIEHHOTO peOeHKA TePBOHAYATBLHBIN
BBICOKMIA TUTP BO30YIUTENST B TPAXCOOPOHXUATLHOM ac-
nupate (Ig 5) He UBMEHUJICS, ay 2 HEMOHOIIEHHbBIX JeTel
roBbIcWIICA ¢ Ig 4 1o Ig 5—6. Bo Bcex yKazaHHBIX CITydasix
OTCYTCTBUSI MUKpOOUOIoruyeckoro agdekra BaHKOMU-
LIMHA U3 TPAXeOOPOHXUATBHOTO aclupaTa BbICEBAUIUCH
wTammbl E. faecium ¢ MUHUMAJIbHOM MOJABIISIIONIENH KOH-
IIEHTpaIel aHTUOMOTHKA >16 MKT/MJI. Y 9THX Ke TpeX
JieTeil Ha 5—7-e CyTKM 3a00JieBaHUSI MPOUCXOAWIA Mac-
CUBHasT KOHTAMWHAITUS JBIXaTebHBIX ITyTel TOCTTUTAIb-
HBIMU IIITAMMaMK TPaMOTPHIIATEIILHBIX OaKTepHi.

HyXHO OTMETHTB, YTO BTOpUYHOEC WHOUIIMPOBAHWE
B OTHU X€ CPOKM Habjofaioch y 7 nmeredt B 1-i rpyrmre
(P=0,46),y 6 neteit — Bo 2-ii rpymnme (P=0,42) u y 9 neteit
— B 3-#i rpynine (P=0,28) (cM. Taba. 2). Kak npaBuiio, BbI-
SIBJISUITMCh TpaMOTpULIaTeIbHbIE BO30YIUTENN — MIpe/cTa-
BUTENU ceMeiicTtBa Enterobacteriaceae, Pseudomonas spp.,
penko Candia spp. ¢ yactoroit ot 0,09 no 0,31 u B eau-
HUYHOM ciyyae — Acinetobacter baumannii (y 1 pebeHka
3-11 rpynnel). Haubonee yacro Bcrpevanack Pseudomonas
aeruginosa — ot 0,19 no 0,31. BropuuHoe uHdpUIIMpoOBa-
HWE TPaMIIOJIOXKUTETbHBIMA KOKKaMH OTMEJaJIOCh OYCHB
penxo. Y 2 gereit 3T0 ObUIM CTaPUIOKOKKM, KOTOpbIE
00HAPYXUBAIUCH B TPAXEOOPOHXUAIBHOM acmnupare no-
cJle Kypca BaHKOMUIIMHA, ay 4 HOBOPOXKICHHBIX BBISB-
JISTUCH SHTEPOKOKKU, TIPUYEM Y 2 JTOHOIICHHBIX IeTel
— E. faecalis Taxxe nocye Kypca BAHKOMUIIMHA U Y 2 He-
IIOHOIIIEHHBIX neteit — E. faecium Ha 7-ii neHb JedyeHUs
5TUM aHTUOUOoTUKOM. [Ipu BropyyHOM WHGUIMPOBA-
HWW B OTJIMYME OT TTEPBUYHON MHGEKITNH, KaK TIPaBIIO,
BBISIBJISUIMCh accoUMalMu Bo3Oymutesei (y Bcex neTeit
1-i1 u 3-i1 rpynmt m y 5 U3 6 meTeit Bo 2-11 rpytime).

B nccnenyeMbIx rpymmax JOBOJBHO PENKO BBHISBIISI-
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Jack TpeThs cMeHa Bosoynurtens M BJI-acconmmpoBaH-
HOM ITHEBMOHMM Y I€TEM C MPOIJIEHHON armnapaTHOM
BeHTWIsiuMel jerkux (ot 10 mo 22 gHeit). DTO MOXHO
CBsI3aTh C JUIUTCJIBHBIM TIPUMEHEHWEM WHBa3WBHBIX
MEpPOTIPUSATUI ¥ MPeObIBAHWEM B CTallMIOHApe, BHIpa-
KeHHOM MOop¢hOo(PYHKIIMOHAIBHONW HE3peIOCThlO, CHU-
XeHUEM TTPOTUBOMHMEKITMOHHBIX 3alTUTHBIX CHJI Opra-
HU3Ma Ha GoHe 3aTsSKHOro MHGMEKIMOHHOIo mpoliecca
U IPUMEHEHUS IeKCca30Ha. TpeTmyHOoe MHOUIIMPOBaHUE
ObL10 y 2 neteit B 1-ii rpynne, y 1 pedbeHka Bo 2-1 rpym-
ne uy 3 aereil B 3-it rpynme. Y 1 pebeHka B -1 rpyrmre
BbIACJIEH LITaMM St. aureus, y BCEX OCTAIbHBIX 00CeN0-
BaHHBIX IETEH — rpaMOTpHUIIATeIbHbIE MUKPOOPTaHU3MBI
¢ ripeobnananueM P. aeruginosa.

VY 13 pereii ObLIM caenaHbl MOCEBLI JUKBOPA, KOTO-
pble OKa3aJMCh CTepUIbHBIMU. KpOBb Ha CTEPMILHOCTD
HCCJIEIOBAIM Y BCEX HOBOPOXIEHHBIX. Cpenu TOHOIIEeH-
HBIX OTpULIATEIbHBIE MToceBbl Obln y 11 mereit (P=0,85),
ay2 npereir (P=0,15) BbiceBasica S. haemolyticus.
Bo 2-ii rpynine oTpuuaTesibHble OCEBBI ObUIH Y 12 neteit
(P=0,86), ay?2 nereit (P=0,14) — MOJNOXWUTENbHBIE Te-
MOKYJIBTYPHI, B TOM YHCJIe Y OMHOTO peOeHKa BBICEBAICS
S. haemolyticus, a'y BToporo — S. epidermidis. B 3-ii rpyri-
ney 30 nereit (P=0,94) KpoBb ObLIa CTEpUIIbHAS, Y OMHO-
ro pebeHKa BbiceBajics S. haemolyticus, a y BTOpOTo rpuobl
pona Candida. Ha 5—7-e cyTku e4eHnsI BAHKOMULIMHOM
TPaMITOJIOKUTENIbHBIC KOKKWA HE BBIICISIUCH M3 KPOBU
HU B OIHOM ciiydyae. PeGeHOK, y KOTOPOrO B TeMOKYJIBTY-
pe ObLIM 0OHApYXKEHBI TPUOBI, MOJIyYasl JOMOJHUTEIBHO
JiedyeHue amdorepuuuHoM B.

Bricokast yactoTa cMEeHBI BO3OYIUTENSI COITPOBOXKIA-
Jlach JUIMTEJbHOW aHTUOAaKTepUallbHOWM Tepamnueil ¢ Ha-
3HAYeHUEM OT 2 10 5 KypCOB aHTUOMOTUKOB (B CpeHEM
3 kypca). [Ipu aTOM yuyuThIBajCsI BUIOBOM COCTAB MU-
KpodJ1ophl, 3aceABIICH TbIXaTebHbIC TTYTH, U €€ YYBCT-
BUTEIBHOCTH K aHTUOMOTHKAM.

HccnenoBaHve  4YyBCTBUTEIBHOCTM  BO30OyauTeNei
MHEBMOHUM K aHTUOMOTHKAM TOKa3ajio Clefylollre pe-
3yJBTaThl. MUHMMAaTbHASI MHTUOMPYIOIIast KOHIICHTPALIHS
BaHKOMUILIMHA B oTHOoIIeHUM 10 mtammoB E. faecalis Obuta
4—8 mkr/mi, a6 mrammoB E. faecium — >16 MKT/MIL

Tabauya 3. Mukpoouoornaeckas 3¢ peKTHBHOCTh BARKOMHIMHA Y HOBOPOXIEHHBIX AeTeii ¢ BJI-acconuupoBannoii THeBMOHH-

€ii, 00yCJIOBJIEHHOI IPaAMITOJIOKUTEILHBIMA BO30YIHTEISAMU

TTokazarenb 3(hheKTUMBHOCTH

1-s1 rpynma (n=13)

2-s rpynna (n=14) 3-g rpynmna (n=32)

n, P n, P n, P
CHUXXEHUe TUTpa BO30YIUTEs 4 0,31 3 0,21 8 0,25
TTonHoe BBIBeAEHME BO30OYIUTEIISI 8 0,62 10 0,71 23 0,72
OrtcyrcTBuUe 3pdekra, 1 0,08 1 0,07 1 0,03
B Tom uucie:
TUTP BO30YAUTENSI HE U3MEHWIICS 1 0,08 0 0
MOBBIIIEHUE TUTPA BO30YIUTEIS 0 1 0,07 1 0,03

HpuMé!taHue. h, — KOJIMIECTBO NIETEN C HATMYUEM TIpU3HaKa, P — vacrota BCTPEYAEMOCTHU IIPpHU3HAKA.
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MuHUMaTbHAsT WHTHOUMpYIOIIasi KOHIICHTPAllWsl BaH-
KOMHUILIMHA B OTHoIIeHuM 21 1mrtamMma S. haemolyticus
paBHa 1 MKr/MJI, BTOM 4uCjie 5 IITaMMOB ObLIA METH-
IIWJUTMHIYBCTBUTENIbHBIE, a 16 — METUIIMJUTMHYCTOM-
yuBble. MUHUMaJTbHAs WHTHOWpYOIIass KOHIIEHTPAITUs
mramma Streptococcus rpynmbl B coctasisiia 0,5 MKT/Mil.
M3 22 wtammoB S. epidermidis na ObUTM METULIMJLTUHYYB-
CTBUTENIbHBIMA ¢ MUHUMAJIbHOM WHTUOMPYIOIIEH KOH-
uenTpanueit 0,5 u 1,0 mxr/mi, a 20 TaMMOB — C MUHM-
MaJbHOM MHIMOUpylouleil KoHueHTpauuen 2,0 MKr/mi.
VY 4 miraMMoB S. aureus (METULIWITMHYCTONYUBbIE) MUHU-
MaJbHasi UHTUOUPYIOIIasi KOHUEHTpalUsi Oblia 2 MKT/MJI.

YUyBCTBUTEIHHOCTD T'PAMITOJIOXKUTEIBHBIX  KOKKOB
K IPYTMM aHTUOMOTHUKAM DAaCIIpelenach CIICTYIOIIIM
obpazoM. Yetbipe mrtamma S. aureus ObLIA 4YyBCTBU-
TEJIBHBI K TEHKOIUIAaHWHY /KJIaBYJIaHATy W JIMHE3OJIULY.
Bce mirtammebl S. epidermidis (METULUITMHYCTOMYKBBIE)
OBITM YYBCTBHUTEJIBHBI K TEHKOIUIAHWHY/KJIaBYJIaHATY
U JIMHE30JIUY, U3 HUX 9 MITaMMOB COXPaHSIU IyBCTBHU-
TEJIBHOCTH K pPUGMAMITUIINHY, aMUKAIINHY, a 4 MTaMMa —
K KO-TpUMOKca3oiy u uedanocrnopuHam Il noxkoneHus.
IIste wtammoB S. haemolyticus (METULIMIITMHYYBCTBU-
TeJbHbIC) U 2 1Tamma S. epidermidis (Takxe METHUIIWI-
JIMHYYBCTBUTEIbHBIE) OBUIM UYBCTBUTEIBHBI K 3UBOKCY,
TEeHKOIIaHWHY /KJIaByJIaHATy, pUDaMITUIIMHY, aMUKa-
uuny, tedanocnoprHaM Il mokoneHus, aMIULMIIAHY,
OKCaIIWJUTMHY U ITUTIpodIIoKcanmHy. JBaaarh mraMMoB
S. haemolyticus (METULWIIMHYCTOMYMBBIE) COXPAHSIIU
YYBCTBUTEIHHOCTD K JIMHE30JIUIY U TeHKOIIaHWHY /KJla-
ByJIaHATy, U3 HUX 4 IITaMMa OBUIM TakKKe IYBCTBHUTEb-
HBl K aMIIUIIWJUIAHY, OKCAIlWJUIMHY, IedaaocImoprmHam
II moxonenwust, pudamMnuiHy 1 nunpodaokcaunHy. Bee
SHTEPOKOKKM OBITM YYBCTBUTEIBHBI K TMHE30JIUY, a He-
KOTOpHIE INTaMMBI — K KapOareHeMaM, aMOKCHIIVILTIHY
U TEMKOIUIAHUHY.

DHTepobakTepun ObUIM YYBCTBUTEJbHBI K KapoOare-
HemaM, uedanocropuHaM III u IV mokonenuit u amm-
KailuHny, Stenotrophomonas maltophilia — K KO-TpUMOK-
ca3oily W TUKaplLUWHY/KJaByJlaHaTy, Acinetobacter spp.
— K THKapIuHy/KJIaByJaHaTy, TOOpPaMWIIMHY, aMIIU-
HWIIMHY/Cyab0akTaMy, MUIepauuUIMHy/Ta300aKTamy,
uedrasuaumy, TueHamy. Bee 17 mrammoB Pseudomonas
aeruginosa OBV YYBCTBUTEIBHBI K KOJUCTHHY, 9 IITaM-
MOB — K aMUKAaIlMHY, TUKAPIWUINHY, MTUIePaliUIN-
Hy/Tazo0akTamy, Ledenumy u kapbarneHemaMm. Takum
o0pa3oM, TMojaBisioniee OOJBbIIMHCTBO BO30yIUTENEH
HBJI-accouuupoBaHHO! MHEBMOHWUM ObUIM TOJUPE3U-
CTCHTHBI KO MHOTMM aHTUOWOTHKAM, COXPaHSIsI IyBCTBU-
TEJIBHOCTH JIMIITb K HEKOTOPBIM U3 HUX.

XapakTepucTiKa TEeYCHWS ITHEBMOHUU Y HOBOPO-
>KIEHHBIX JIeTel mpeacrasieHa B Taoiu. 4. Kak BugHo, cy-
IIECTBCHHBIX PA3IMUMil B XapakTepe TeYeHMs 3abojieBa-
HUsI y TOHOIIIGHHBIX NeTedl M HEeMOHOIICHHBIX C Maccoi
Tesa npu poxiaeHuu 6osee 1750 r He BbIsiBIeHO. OnMHAKO
HBJI-accouurpoBaHHasi MHEBMOHMSI Yy JeTeil € Maccoi
Tesa rnpu poxaeHun meHee 1750 r 6bL1a 6osiee poaoJIKu -

TEJbHOM, YeM y IeTel ¢ OOJIbIIEN Maccoi MPU POKACHUN.
Takxe y aTUX AeTell yBeIUUMBAIACH JUIUTEIbHOCTh AHTHU-
OakTepuaibHO U MHGY3MOHHOW Tepanuu, MpeObIBaHUs
B KyBe3€ U B CTallMOHape. DTUX JeTell Mo3Xe HauMHaIU
BCKapMJIMBaTh Yepe3 COCKY W IIPUKJIANbIBATh K TPYIM,
Y HUX TO3X€ HACTYMajlo BbI3IOPOBJIEHUE, YeM y bosiee
3pesibiX HOBOPOXIEHHbIX. Kpome Toro, y neteit ¢ Masoii
Maccoil Mpu poXIeHUU OoJiee UIUTENBHO COXPAHSIOCh
TSKEJIOE Y CPEHETSIKENI0e COCTOsTHUE M ObLIO OoJiee po-
JOJDKUTETHHBIM 30HIOBOE ITUTaHUE, YeM Y TOHOIIIEHHBIX.

Y 6onbiiHeTBa nereit (y 92—94%) B octpom miepu-
one WMBJI-accounnpoBaHHOW ITHEBMOHUM OTMeEYaCs
nerikonmTos3 11,8—26,6+10°/1. V 10 meteit B KpoBU TT0-
SIBJISTACH I0HBIE (POPMBI JIEMKOIMTOB, ay 16 yBeanau-
BAJIOCh CoOfiepXkaHWEe TaJTOUYKOSIIEPHbIX HeHTpoduion
10 8—14%. Tonabko yomHoro peGeHKa ¢ Maccoil Teja
1120 r Ha 13- neHb JieYeHUs] BAHKOMULIMHOM B COY€Ta-
HUU C MEPOINIEHEMOM OTMeYalach TEHACHUMUS K CHUXE-
HUIO KOJIMYeCTBa JIEMKOLMTOB 10 6,7 « 109/71.

Knunnyeckass sbeKTMBHOCTh BaHKOMUIIMHA, KO-
TOPbIA B OOJILIIIMHCTBE CJYYyaeB TMPUMEHSICS B coUeTa-
HUM C aHTUOMOTWKAMU IIMPOKOTO CIEKTpa IeHCTBUS,
Obl1a BBICOKOM M HabGmomanach B 1-ii rpymnre y 11 me-
teir (P=0,85), Bo2-ii rpynne — y 11 (P=0,79) u B 3-ii
rpynne — y27 (P=0,84). OnmHako JiedeHUE 3TUM TIpe-
rnmapaToM He BCeraa IMO3BOJISUIO JOCTUTHYTh ObICTPOro
U cToiikoro addekTa, 4YTo, BOBMOXHO, CBSI3aHO C HEIO-
CTaTOYHOW €ro KOHILEHTpallMeil Bo4yare BOCIAJICHUS,
MPUCOETUHEHUEM K BOCHAIUTEILHOMY IpPOIIECCy TpaMo-
TPULATEIbHBIX MUKPOOPTAHM3MOB, a TAKXE HEBBICOKOI
€ro aKTUBHOCTBIO B OTHOLUEHWU Bo30yauTtesneil. Bro-
pUYHOe WHOWIMPOBAHWE TOCTUTATHHBIMU IMTAMMaMHU
TPaAMOTPUIIATEIPHBIX ~ MMKPOOPTAaHW3MOB  TIPUBOIWIO
K 0oJiee TSKEJIOMY M MPOAOJIKUTEIbHOMY TEUEHUIO 3a-
6osneBaHusi. M3ydyeHue KIMHUKO-MUKPOOUOIOTUYECKOMN
93¢ dHEKTUBHOCTY BaHKOMMIIMHA TOKA3aJl0, YTO 3TOT aH-
TUOMOTUK ObLT BbICOKOA(MGHEKTUBEH MPU MUHUMAIbHOM
WHTUOMpYIOlEl KOHIEHTpauuu <2 MKI/MJI B OTHOILLIE-
HUM CTa(PIJIOKOKKOB U CTPENITOKOKKA TpymIbl B, yme-
peHHO 3(PdeKTUBEH MPU MUHUMAIbHOW UHTUOUPYIOLIEi
KOHILIEHTpalun 24MKr/n, Ho <8 MKr/Mmn mjs E. faecalis
" MaioddekTuBeH Wi HeahdEeKTUBEH  IPU MUHMU-
MaJIFHON WHTHOWPYIOIIEH KOHIIEHTpalud =16 MKT/Mi
mnst E. faecium. Tlpu 3aTSKHOM — T€YEHMM TTHEBMOHUU,
OTCYTCTBUU MMKPOOMOJIOTUYECKOTO U XKeJaeMOro ObICT-
poro KimHuuyeckoro a¢gdekTa Mpu JeyeHU BAaHKOMUIIU-
HOM B couetaHuu ¢ edanocnopramu 11 u IV nokosne-
HWI{ WJIM aMWHOTJIMKO3UIAaMU BaHKOMWIIMH Ha3HadaIu
C MEPOHEMOM WJIU C aAMOKCULIMJJIMHOM (aMOKCUKJIAaBOM)
WY 3aMEHSUTU JIMHE30uI0oM. EcTh coOOI1IeHUsT O MOBbI-
meHnN 3OGEKTUBHOCTH BAaHKOMUIIMHA B OTHOIICHUH
TPAMIIOIOXKUATEILHOW WHMEKIINY TIPY YBEJIMYECHUN €0
no3bl 10 40—45wmr/kr B cytku [7, 10]. OnHako uenecoo-
Opa3HOCTb YBEJMYEHUS A03bl Y HOBOPOXIEHHbBIX TpeOyeT
JIOTIOJTHUTEJIbHOTO UCCIETOBAHMSI.

PazButne ocnoxHenuit MBJI-accouuupoBaHHOI
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Tabauya 4. Teuenne VIBJI-acconmupoBanHoii THEBMOHMH Y HOBOPOAIEHHBIX feTeil (M+Em)

TTokazaresnn

1-s1 rpynma (n=13)

2-s1 rpynma (n=14) 3-s rpynma (n=32)

[MponomxurensHocTh UBJI B XecTKUX pexxumax, [HUA
O6m1ast mpoxokuTeTbHOCTh MBJI, mHI
JTMTEThHOCTH OYEHb TSDKEJIOTO COCTOSTHUS, THU
JUTMTETbHOCTD TSKEJIOTO COCTOSTHMS, THU
JTMTETbHOCTD CPETHETSIKEIIOTO COCTOSTHUS,, THU
J1eHb OIIEHK! COCTOSTHUS YIOBIETBOPUTEITHHBIM
CrabuibHOE yBEIMUEHUE MACChl TeJla, IeHb XXU3HU
JITMTeTbHOCTD MPEOBIBAHUS B KyBe3¢e, THI

JTMTE TbHOCTH 30HIOBOTO TTUTAHUS, THI

Hauayio BckapMIIMBaHUST 4epe3 COCKY, IeHb KU3HU
TpynHoe BckapMiIMBaHUeE, CO THSI KU3HU
TIpomoskKuTeTbHOCTD THEBMOHUM, THU
JTMTeTbHOCTh AHTUOMOTUKOTEPATINY, THI
KonnyecTBo KypcoB aHTUOMOTUKOB
JmitenbHOCTb MHGMY3NOHHOM TepaIriu, JTHU
JuTenbHOCTD JIEUEHUSI BAHKOMUIIMHOM, THU
Koiiko-neHb B OTAEICHUN peaHUMAaIIKT

Koiiko-aeHb B cTaliioHape

2,610,57 3,040,69 3,1240,41
7,4+1,09 8,9+1,79 5,840,68
7,1+1,31 8,943,16 6,2+1,45
16,8+1,93* 29,9+5,16* 18,4+1,66
8,440,94* 14,6+2,94* 11,0+1,38
29,9+2,58* 54,446,92%4 33,142,004
21,742,58 22,6%2,64 19,1+1,47
19,5+2,46* 40,7+4,62% 23,841,604
17,8+2,27* 34,2+4,78* 21,5+1,76
20,7+3,4* 37,8+4,32%4 22,3+1,574
23,9+1,63* 41,0+6,34* 27,641,724
22,6+1,37* 36,643,89%4 24,041,434
25,742,15* 37,142,33* 25,9+1,434
3,08+0,18 3,440,24 3,040,16
23,5+3,35* 34,243,06%4 23,541,834
9,340,98* 13,5+1,154 10,140,934
9,8+1,23 14,9+2,74 11,3+1,84
29,9+2,94* 48,6+6,41*4 30,640,494

Ilpumeyanue. * — Paznnuust noctoBepHbl (p<0,05) Mexmy 1-it u 2-ii Tpymnmnoit, 4 — pasauuus noctoBepHbl (p<0,05) Mexmy 2-ii v 3-i1 TPyMIION.

IMTHEBMOHHMM OTMEYAaJIoCh Y MOJIOBUHBI 00CIeI0BAHHBIX
nereii (tabn. 5). Haubosee yacTbIMU SIBISIMCH U3MEHE-
HUSI CO CTOPOHBI KPOBU, KOTOpBIE PETMCTPUPOBAJIUCH,
Kak MPaBWJIO, B KOHIIE Kypca BaHKOMULIMHA. OHAKO 3TH
OCJIOXKHEHMST MbI HE MOXEM CBSI3aTh TOJBKO C MPUMEHE-
HYEM BAHKOMMIIMHA, TaK KaK OHU MOTJIY ObITh CJIEACTBU-
eM TeUeHUsI THPEKIIMOHHO-BOCTIAIMTEILHOTO Mpoliecca,
KOTOPBI COMPOBOXAAJICS MHPEKIMOHHBIM TOKCUKO30M
pa3IMYHOM CTeTNeHM TsKecTh. KpoMme Toro, neTu Hapsiay
C BAaHKOMULIMHOM TTOJTy4aJ KOMILUIEKCHOE MeIUKaMeH-
TO3HOE JIeYeHNEe Pa3IMYHBIMU TPYIITaMyu (papMaKoJIOTH-
YeCKUX MpPernaparoB, a TaKKe IperapaThl KPOBH.

Ha 12—20-#1 nen» MBJI-accouuupoBaHHO MHEBMOHUN
1 JIeYeHYs BAHKOMULIMHOM Y 24 fieTeii pa3BUIach aHEMUS: CO-
JiepXKaHre TeMoIIo0rHa B KPOBU CHU3WIIOCH 10 77—108 1/1;
B 1-i1 Tpyrme co 144,614,15 m0 98,8+4,11 1/n1, BO 2-ii rpym-
me — col143,014,08 n095,3+3,01r/n; B3-it rpymnme —
co 134,546,90 no 94,342,20 r/n. [Tociie OKOHYAHUS Kypa BaH-
KOMUITMHA BBITBIISUTACHh 203MHOMMIIN 110 6 eTeit B 1-ii 11 2-i1
rpyrnnaxuy 12 nereii B 3-ii rpymnrie. Konmuectso 303MHOGMWIOB
B OTUX TPYIAaxX COCTaBIsuIo BcpenHeM 8,3+0,83, 14,5291,
11,1+1,40% coOTBeTCTBEHHO, C KojebaHusIMU OT 6 10 29%.
HaubGosbliee yBenueHre KOIMYECTBA 03MHOGUIOB OTMe-
YaJioch y IeTeli ¢ MaJioit Maccoli Tesa Bo 2-ii rpyrie — y 29%,
nipotuB 14% y noHoOIIeHHBIX aeteii u 21% y neteit 3-it rpyr-
b1, J1o JiedeHns] BAHKOMUIIMHOM KOJIMYECTBO 303MHOMMIIOB
He MpeBbIIaio 4%. B KoHIIe JleueHrsT BAHKOMUITMHOM Dell-
KO BBIIBIISUIACH TPOMOOITUTOIIEHUSI — TIO OMHOMY CITyJaro

B KaXKIO# TPYIIITe, ¢ KOJIMYECTBOM TpoMoormToB 115« 10°/7,
61+10°/mu 88« 10°/m.

Cpenu OCJIOXHEHU I HBJI-acconmupoBaHHOit
ITHEBMOHMY JOBOJIBHO YacTO BCTPeYayicsl OTEK JIETKO-
ro (0r1231m029% Bpa3IMYHBIX TPYIIAxX), areeKTa-
36l (0T 16 10 29%). Y HemOHOIIEHHBIX nIeTeil (hopMuU-
poBajach OpoHXoJieroyHasi Jucriiazusi (1o 2 pedeHka
BO 2-i1 1 3-if rpymnmax) v nHeBMoTopakc (ro 1 pedbeHKy
B 3THIX K€ TPYIIax), YTO MOXKHO CBSI3aTh C BRIPAKCHHOM
HEe3PEIOCTHIO JIETOYHOM TKAHM.

HyxHO OTMETHTB, YTO HU B OMTHOM cJIydac He pa3BU-
JIOCh TaKoe TsKeJIoe OCIIoKHEHMe, Kak cericuc. He 6b110
TaKKe BBISIBJICHO HAPYIICHWI CO CTOPOHBI (DYHKITUU TT0-
YeK: y BCeX NeTel ToKasaTesd KIMHUYECKOTO aHajn3a
MOYH, TUype3, YPOBEHb MOUEBUHBI M KpeaTUHUHA B KPO-
BU OBLIY B Ipefeiax BO3pacTHOi HopMbl. O6cienoBaHNe
CJTyXOBOM (DYHKIIMU y AeTeil METOJAOM OTOAaKyCTUYECKOM
SMHCCHM HE BBISIBUJIO HAapyYIIEHUS CO CTOPOHBI CITyXa
HM B OTHOM CIy4yae, JaXe Y JAeTei C IMPOIXOLKUTEILHOMN
aHTUOAKTepUAJIbHOW Tepamnuei, BKJIIOYaBLIEH JieyeHUe
BAaHKOMIIMHOM B TeueHue 18—22 nHeii.

3AKJIIOYEHUE

Wrak, HozokommanbHast MUBJI-accouimrpoBaHHast ITHEB-
MOHUSI Y JIOHOIIIEHHBIX Y HEIOHOIIIEHHBIX HOBOPOXKICHHbIX,
00YCJIOBJICHHAsI TPaMITOJIOKUTEIbHBIMA KOKKaMU, SIBJISICT-
cs1, KaK TpaBujio, MoHoMHpekueir. OnHako Ha 5—7-1 IeHb
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Tabnuya 5. Ocnoxuenns UBJI-accouuupoBaHHOii MHEBMOHUH Y HOBOPOKIEHHBIX J€Tell, IeYeHHbIX BARKOMUIIHOM

TTokazarenb 1-s1 rpynmna (n=13) 2-s rpynna (n=14) 3-g rpynmna (n=32)
n, P n, P n, P
ATeJieKTasbl 3 0,23 4 0,29 5 0,16
ITHeBMOTOpAaKc 0 0 1 0,07 1 0,03
Ortex Jerkoro 3 0,23 4 0,29 8 0,25
AHeMust 6 0,46 7 0,5 11 0,34
TpomMOoLMTONIEHUS 1 0,08 1 0,07 1 0,03
D0o3MHODUIN 6 0,46 6 0,43 12 0,38
Bponxonerounas qucruiasus 0 0 2 014 2 0,06

Hpmenanue. 1N — 4YUCJIO IETEN B rpynmne; a, — 4ucjio JIeTe C HUTMYUEM TIpU3HAKa, P — vacrora BCTPEYACMOCTHU IIPpU3HAKa.

3a00JieBaHUs Y OOJBILIMHCTBA AETei MPOUCXOMUT BTOPUYHOE
MHOUITMPOBaHWE TOCTTUTATBHBIMY IIITAMMaMU TpaMOTpHIIa-
TeJIbHBIX MUKPOOPTaHU3MOB, UTO IMTPUBOIUT K O0JIEE TSLKEIO-
MY ¥ IIPOIOJKUTETBHOMY TeYEHUIO 3a0oneBaHus. M3yueHre
KJIMHUKO-MUKPOOUOJIOTUYECKON 3(h(MEKTUBHOCTA BaHKO-
MULIMHA T0Ka3aJ10, YTO 3TOT aHTUOMOTUK BbICOKOI(DbheEK-
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korepanust. CripaBouHuk. M 1982; 496. (Navashin S.N.,
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OPUITNHAJIbHBIE CTATbU NMEPUHATOJIOrNsA U HEOHATOJIOINs

BpoxkeHHbIe TOPOKH Pa3BUTHS MOYEINOJI0BOI CHCTEMbI Y HOBOPOXKIEHHBIX B Baky
@.0. Ceudbexosa

AsepbainoxaHcknii MeguuUnHCKMin yHuBepcuTeT, baky

Congenital genitourinary malformations among the newborns of the city of Baku

F.0. Seidbekova

Azerbaijan Medical University, Baku

AHa/IM3 4aCTOTHI BCTPEYAEMOCTH BPOXKIECHHBIX MOPOKOB Pa3BUTHS Y HOBOPOKAeHHbIX Baky B 2000—2011 rr. moka3saJ, 4To 3a AaH-
HbIii Tepuoj poauiics 51 HOBOPOKIAEHHBII C Pa3JIMYHBIMM AHOMAJIMSIMH MOYENOJIOBOI cMCcTeMbl, 4To cocTasisieT 1,77 na 10 000 Ho-
BOpoxneHHbIX. B mepuon ¢ 2000 mo 2011 r. Ha0.1101a10Ch NOBBIMIEHHE YACTOTHI POK/IEHHS HOBOPOK/IEHHBIX C JIAHHBIMH MOPOKAMH
¢ 5 10 9%. I1pu pacuere yactorsl Bctpedaemoctd Ha 10 000 xuBopoxnennsix B 2000 r. 3ToT nokasares coctasuia 1,8, B 2005 . —
3,6,82011 1. — 5,2. Haubosee 9acTo BbISBJIsIACH areHe3ust noyek (y 29,5% HOBOPOKIEHHBIX C IOPOKAMH MOYENOJI0BOIi CHCTEMBI)
W MCTHHHDII repMadpomuTzm (y 21,5%).

Karouesoie crosa: HOEOPOWC@eHHbte, gpomdeﬂﬂme HOpOKU pa3zeumus, mo4yenonoeas cucmema, 4Hacmoma.

The analysis of the incidence of congenital malformations (CMF) in the newborns of the city of Baku in 2000—2011 showed that in this
period, 51 (4,8%) neonatal infants were born with different genitourinary abnormalities, which accounts for 1,77 per 10 000 births. In
the period 2000 to 2011, the rate of babies born with genitourinary defects increased from 5 to 9%. Calculation of the incidence rate per
10,000 live births indicated that the rate was 1,8 in 2000, 3,6 in 2005, and 5,2 in 2011. The most common conditions were ascertained

to be renal agenesis (29,5% of the newborn infants with genitourinary malformation) and true hermaphroditis (21,5%).

Key words: newborn infants, congenital malformations, urogenital system, rate.

B Mupe exerogHo poxpaatroTcs 10—20 muaH neteit
C pa3IMYHBIMU aHOMaNUsIMU pa3sutus [1, 2]. Bpo-
KIIEHHBIE TIOPOKW Pa3BUTHS B CTPYKTYPE TIepUHATATEHON
1 MJTAICHYECKON CMEPTHOCTH 3aHUMAIOT BTOPOE MECTO,
nocturas 20—30% [3, 4]. Bo3pacTaeT BIusHUE BPOXKIECH-
HBIX aHOMAJIWI Ha CTPYKTYpPY MJIaIeHISCKON CMEpPTHO-
ctu. MccnemoBaHusi, TIpOBeICHHBIC B Pa3HBIX CTpaHaXx,
mmokazanu, 49to 25—30% Bcex TepUHATAIBHBIX ITOTEPh
OOYCITOBJICHBI aHATOMHYECKUMM Je(DeKTaMi OpTaHOB.
Cpenu MepTBOPOKIECHHBIX ITOPOKH Pa3BUTHST BBISBIISIOT-
ca B 15—20% cnygaes [5].

BpoxkneHHBIE TTOPOKW W Majible aHOMAJTUKM Pa3BUTHS
TTOYEK W TIOJIOBBIX OPTAHOB Y JAETEl MPUBJIICKAIOT OOJBIIOE
BHUMaHUE, TTOCKOJIBKY SIBIISTIOTCST OTMPECIISIIOIIMME (haK-
TopaMy (hOPMHUPOBAHUS MOYEBOM CHUCTEMBI, TIPUBOISI-
IIUMHA K XPOHUYECKOMY TEUYEHUIO TTOYEYHOM IaTOJIOTUH,
WHBAJIMITHOCTA W AETCKON CMEpTHOCTH. PacmpoctpaHeH-
HOCTb BpPOXICHHOUW ITaTOJIOTUA MOYETIONIOBOM CHCTEMBI
coctaisteT 0,5—7,5 Ha 1000 HOBOpOXXIEeHHBIX [6, 7]; BbI-
COKasl pacIpOCTPaHEHHOCTh OTPaXKaeT MeTUKO-COINab-
HOE 3HaYCHME MTPOOIEMBI 1 OTIpeeIsIeT 3amady pa3padoTKu
MTPOGWIIAKTUYECKIX, JICICOHBIX W PeaOMINTAIIMOHHBIX Me-
POTIPUSATUI, 0OECIIeYNBAIOIINX BOCCTAHOBJICHUE COMATH-
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Anpec 115 koppecnonnenmn: CennoekoBa Patrma OKTail KbI3BI — K.M.H., acc.
kad. HeoHaTonorMK A3epbailkaHCKOTO MEANLMHCKOTO YHUBEPCUTETA

Az 1122, Baky, yi1. bakuxaHosa, 23

YEeCKOTo M COIMAIbHOTO cTartyca nmereil. Heobxommmo ot-
METHUTD, YTO B CTPYKTYpEe NMPUUMH Pa3BUTHST XPOHUIECKOM
TTOYCYHON HEMOCTATOUHOCTH CPEIM JETCKOTO HaCeJICHMS
Poccum onst BposkIeHHBIX ITOPOKOB cocTaBisieT 65% [8, 9].

Ienb ucclienoBanus: BbISIBJIEHNE BPOXKISHHBIX TTOPO-
KOB Pa3BUTUS Y HOBOPOXIECHHBIX B baky M BBISICHEHHE
YACTOTHI BCTPEUAEMOCTH BPOXICHHBIX MOPOKOB CO CTO-
POHBI MOYETIOJIOBOI CUCTEMBI.

MATEPUAJ 1 METO/1bI

Co6op matepuana riporcxoaui ¢ 2000 o 2011 . B po-
IuiabHbIX Aomax baky u HayuyHo-uccnenoBaTenbckom
nHcTtuTyTe MM. K. Papamxkosoii. Ha yyet 6painch ToIb-
KO HOBOPOXICHHBIe, pomuBinuecss B baky. 3a maHHBII
nepuoa poawsiuch 1070 HOBOPOXKAEHHBIX C Pa3IUYHBIMU
aHOMaJIMsSIMKU pa3BUTHUS, 4TO cocTasisier 37,1%+0,4 ciy-
yas Ha 10 000 HoBopoXIeHHbIX. 3 HUX HA MOPOKU MO-
YeTnoJIoBoli cucteMbl Tpuxomutes 51 (4,8%) ciydaii,
uiu 1,77 na 10 000 HOBOPOXXAEHHBIX.

[Ipy cTaTUCTHYECKOM aHAIM3¢ BBIYUCIISITA CPETHIO0
apudmeTndeckyio BeanyuHy (M), olnbKy penpe3eHTa-
TUBHOCTU (), ompeaessiach BcTpeyaeMocTh | ciyyast
Ha 10 000 HOBOPOXIEHHBIX.

PE3VJIBTATBI 1 OBCYXKJIEHUE

3a nepuog ¢ 2000 o 2011 r. HaGIOHANOCH TTOBBIILIE-
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Ceudbexosa D.0. BpoxxieHHBIE TIOPOKH Pa3BUTHSI MOYETIONIOBO CUCTEMBI Y HOBOPOXKIEHHBIX B baky

HIUE YaCTOThI POKICHUS IeTE C AaHOMATMSIMU MOYEIIOJI0-
Boit cucteMbl: B2000T. — 5%, B 2005 — 5,9%, B2011 1.
—9,0%. Ipu pacueTe yacToThl BcTpeyaeMocT Ha 10 000
>kuBopoxaeHHbIX B 2000 I. 3TOT mokasaresib OblT paBeH
1,8,82005. — 3,6, 2011 . — 5,2. Cpenrt HOBOPOXXIEH-
HBIX C YKa3aHHBIMU TTOpoKaMu 82,4 % COCTaBIISIIA MaJTb-
qukH, 17,6% — NeBOUYKH.

Ilpu aHanM3e CTPYKTYPHl BPOXIEHHBIX ITOPOKOB
MOYETIOJIOBOM CUCTEMBI BBISIBJIEHO, 4TO 29,5% HOBOpO-
KIEHHBIX POAMIIUCH C areHe3uei movek, 13,8% — c ru-
nponedposom, 21,5% — c UCTUHHBIM TepMabpPOTUTH3-
MoM, 11,8% — c noxHbIM repmacdpoautusmom, 17,6%
— c rurnocragueit, 5,8 % — ¢ BOOSTHKOM STMYKa.

TakuM 06pa3oM, Ha OCHOBAHMU TOJYYEHHBIX JAAHHBIX
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YCTaHOBJIEHO, YTO YacTOTa BCTPEYaEMOCTH BPOXKIECHHBIX
TMOPOKOB Pa3BUTHsI MOYEITOJIOBOM CUCTEMbI MMEET TEeH-
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OPUITNHAJIbHBIE CTATbU HEPBHOMBILLUE4YHbBIE BOJIESHU

HoBble 10Ka3aTe/ibCTBAa aJaNTAIIMOHHOM POJIM MUTOXOHIPHAIbHBIX H3MEHEHUI NPU
BPOXKIEHHOI MUONATHM HEHTPAJIBLHOTO CTEPIKHS

HU.C. Bunoepadckas, B.C. Cyxopykos, [I.A. Xapaamos, T.U. bapanuu, I1.A. lllamanos,
A.B. bpwidyn, T.I. Ky3neyosa, B.B. [unkuna

Poccuincknin HaumoHanbHbIN nccnegoBaTenbcknin yHnsepcuteT um. H.U. NMnporosa, Hay4yHO-nccnenoBaTenbCkMn KNnMHUYe-
CKNN MHCTUTYT negmatpumn, Mockea

Adaptational role of mitochondrial changes in congenital central core myopathy: new
proofs

LS. Vinogradskaya, V.S. Sukhorukov, D.A. Kharlamov, T.I. Baranich, P.A. Shatalov,
A.V. Brydun, T.G. Kuznetsova, V.V. Glinkina

N.l. Pirogov Russian National Research Medical University; Research Clinical Institute of Pediatrics, Moscow

Ieabto padoThl ABUIOCH MOP(OMETPHUECKOE H3YYeHHE YILTPACTPYKTYPHBIX NAPAMETPOB MUTOXOHIPUIA MbILIIEYHO! TKAHH B CONOCTAB-
JIEHMH C IPYTHMH KJIMHUKO-1200PATOPHBIMH MOKA3aTeJIsIMU TPH BPOXK/IEHHOI MHONIATHH IeHTPaIbHOTO cTepkus (21 namuent). [Toay-
YeHHbIe Pe3yJIbTAThI JEMOHCTPHPYIOT, YTO pa3Mepbl MUTOXOHIPHIA 00beIMHEHbI KOPPEISIMOHHBIMU CBA3SMH C OKA3aTe/ISIMHU JIAKTATA
¥ MUIPYBATA, O/IHAKO BeJJMYMHA M HATIPABJIEHHE JTOii CBA3M PA3IMYAIOTCSA B CYOCAPKOIEMMAIBHOM ¥ MEKMHUOGUOPHILIAPHON (hpaKuum.
Creliad BbIBOJI 0 TOM, YTO 0a30BbIii YPOBEHb MOJIOYHO! KHCJIOTHI B KPOBH MAIMEHTOB 3aBUCHT OT KOJIMYECTBA MUTOXOHIPHIA; TOIIA KAK
CTeneHb 3peJioCTH OPraHesul B OOJIbLIei CTeneHn 00ecneYuBaeT Peakuuio TKAHH B OTBET HA TOBbIIIEHHE YPOBHS MOJIOYHOI KHCJIOTBI.
Hamm 1annbie NOATBEPKAAIOT NPEINOIOKEHHE O TOM, YTO OKPYIIble MUTOXOH/IPHH SIBJISIOTCS MeHee 3peJibiMi U 3()()eKTHBHBIMH B OT-
HOILIEHUH BBINOJIHEHHUSI CBOMX OCHOBHBIX (DyHKIMii. Onpe/iesieHo, 4To yBeJinuenne KOJIMYecTBa dJUIMICOBUIHBIX OPraHesLl B Cy0capKo-
JIEMMAJIbHOM PerHoHe MbILIEYHOTO BOJIOKHA SIBJISIETCS BAXKHBIM KOMIEHCATOPHbIM MEXAHU3MOM NpPH 3200/I€BAHUSIX MBIIIL «<HEMHTO-
XOHJIPUAJILHOTO» reHe3a. Takuv 00pa3oM, ycTaHOBJIEHA POJIb H3MEHEHHs YHMCJIAa U Pa3MePOB MHTOXOH/IPHIi B 00eCTie4eHH! TKAHEBOI
a/IanTaluM K YCJIOBUAM (DYHKIMOHAJILHOI HEIOCTATOYHOCTH. BhisiBlieHHbIe MOpdOMeTPUYECKIE TAPAMETPbI MUTOXOHIPHIA MOTYT ObITh
HCIOJIb30BAHbI B KAYECTBE JMATHOCTHYECKUX MAPKEPOB NPH OIIEHKE XapPAaKTepa TeYeHUs1 HEPBHO-MbIIIEYHBIX 3200/I€BAHMIA.

Karouesvie cnoea: demu, muonamus, 601e3Hb YeHMPAALHOO CINEPIICHA, MUMOXOHOPUSA, a0anmayus, cyocapkoiemMmanrvras gpakyus,
Mexncmuopudpuiapras ppakyus.

The objective of the investigation was to study the ultrastructural morphology of muscle tissue mitochondria versus other clinical and
laboratory indicators in 21 patients with congenital central core myopathy. The findings demonstrate that the sizes of mitochondria
are correlated with the levels of lactate and pyruvate; however, the magnitude and direction of this correlation differ in the subsarco-
lemmal and intermyofibrillar mitochondrial fractions. It is concluded that the baseline level of lactic acid in the blood of the patients
depends on the number of mitochondria whereas the maturity of organelles largely provides a tissue response to elevated lactic acid
levels. Our data are evidence in favor of an assumption that rounded mitochondria are less mature and effective in performing their
main functions. The increase in the number of ellipsoidal organelles in the subsarcolemmal region of muscle fibers is ascertained
to be an important compensatory mechanism in nonmitochondrial muscle diseases. Thus, the investigation has established the role
of changes in the number and sizes of mitochondria in tissue adaptation to the conditions of functional insufficiency. The found mito-
chondrial morphometric parameters may be used as diagnostic markers to evaluate the pattern of neuromuscular diseases.

Key words: children; myopathy, central core myopathy, mitochondrion, adaptation, subsarcolemmal fraction, intermyofibrillar fraction.
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Anpec 1ist Koppecnionaenumu: BuHorpaznckas MpuHa CepreeBHa — 3aB. yueOHOI
nabopaTopueit Kadeapbl THCTOJIOTHH, SMOPUOIIOTMH Y LIMTOJIOTUH Poccuiickoro
HAIIMOHAJILHOTO UcclienoBaTeibckoro yausepcurtera um. H. . Tluporosa
Bapanuy Tatesina UBaHOBHA — acrl. TOH e Kadeapsl

Kysneuosa Tatbsina [eoprueBHa — K.6.H., 1011. TOM e Kadeapst

IuukuHa Banepust BranumuposHa — 1.M.H., npod., 3aB. Toii Xe Kadeapoii
117997 Mocksaa, yi1. OCTpOBUTSIHOBA, 1. |

CyxopykoB Bragumup CepreeBud — I.M.H., Mpod., 3aB. HAyYHO-MCCIEIO-
BaTeJIbCKOI J1aboparopueil obuieit maronoruu HaydyHo-Mccien0BaTeIbeKoro
KJIMHUYECKOTO UHCTUTYTA MeIuaTpun

[laramnos IMetp AnekceeBu4 — K.0.H., H.C. TOH Ke JaOOpaTOPUU

Bpbiiyn Anaronuii BacuiibeBUY — K.M.H., CT.H.C. TO# Xe J1abopaTopru
XapsaamoB IMuTpuit AsieKkceeBUY — K.M.H., B.H.C. OTIeJIEHUS] ICUXOHEBPOJIO-
TMH M STTMJIETITOIOTMH TOTO XK€ YUPEXKICHUS

125412 Mocksa, ya. TangomcKast, 1. 2

POXIIEHHBIC MUOITATUY SBJISIOTCS TPYIIIION PEAKUX,
KIMHUYECKN W TEHETUIECKU TEeTePOTeHHBIX 3a00J1e-
BaHMi. OTHO M3 HUX — MUONATHS IICHTPAIBHOTO CTep-
XHsI, HacjiemyeMas IT0 JOMUHAHTHOMY THITY W aJUlIeiThb-
Hasl T10 OTHOIIIEHUIO K 3JIOKAYeCTBEHHON TUIIEPTEPMMH,
BrepBole Oblla omucaHa G.Shy u K. Magee B 1956 T.
3aboJjieBaHME BbI3bIBAECTCS MyTallMell B TeHE PUAHOANHO-
Boro petienTopa RYRI, 10Kaau30BaHHOTO HA XpPOMOCOME
19 (q13.1). lnarHo3 BpOXJA€HHONH MUOIATUU LIEHTPasb-
HOTO CTEPKHS CTAaBUTCS HA OCHOBAaHUY PE3YJIETATOB MBbI-
IIEYHO OMOTICUY B COYETAHHMU C XapaKTePHBIMU KIIMHU-
yeckuMHU yeptamu [1].
MuToxoHapuanbHas TUCHYHKIUS TTPU BPOXKICHHBIX
CTPYKTYPHBIX MUOTATHSIX ObUTa OIMCaHa ellle B Hadajie
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BuHoepaacxa;z H.C. u coasm. HoBbie NIOKA3aTeJIbCTBA AIANTAllMOHHOM POJIM MUTOXOHIPUAIBHBIX U3MEHEHUIA. .

u3ydyeHus 3abojeBaHuil atoii rpymmsl [2]. T1pu Mopdo-
JIOTUYECKOM HCCJIEIOBAHUU MbILIEYHBIX OMONTATOB Ma-
LIMEHTOB C BPOXIEHHBIMU CTPYKTYPHBIMU MUOIATUSIMU,
BPOXIEHHBIMU U MTPOTPECCUPYIOIIIUMU  MBIILIEYHBIMU
IUCcTpodUsIMU JTOBOJIBHO YAacTO BBISIBJSIOTCS MPU3HA-
KW MUTOXOHIPHUATbHBIX HapylIeHU, MPOSIBJSIONINECS
YBEJIMYEHUEM KOJIMYECTBA MUTOXOHIPUIA B MUOHAX U U3-
MeHeHreM ux akTuBHOCTU [3]. C oHO# CTOPOHBI, yBe-
JIMYEHUE KOJIMYECTBA MUTOXOHIPUIA TPO3UT KIIETKE THUC-
KOOpAVHALIMEN OKUCIMTEIbHBIX MPOLECCOB; C APYroi
— MpY 3TOM MOXKET IMOBBIIIATLCSI SHEPreTUYECKUI TO-
TeHLMaJI MBILLIEYHOU TKaHU [4, 5].

M3yyeHre  MUTOXOHApPUAIbHON  mpoaudepanuu
MpY afanTallMOHHbIX TIpolleccax OCOOEHHO aKTyaJlbHO
Ha COBPEMEHHOM 3Tare pa3BUTHS KIMHUYECKONW MHUOJIO-
MU, KOIrJa elle OTCYTCTBYIOT crieuubUuyecKue reHeTu-
YECKUE METOJIbI JICUEHMS MOJABISIIOIEro OOJbIIMHCTBA
HACJIE[ICTBEHHbIX ~HEPBHO-MBILIEYHBIX 3a00J€BaHUIA.
AHaIU3 3TUX MPOLECCOB MOXET MOMOYb B pa3padOTKe
Hecrneuu@puIeckKux TepaneBTUYeCKUX MOIX0I0B MPH Jie-
YEHWU PA3IUYHBIX 3a00s1eBaHUil Mbiiill. Ha ocHoBaHUM
psija crelualbHO MPOBENEHHBIX UCCIEIOBAHUN MOXHO
MPEANOJOXUTb, YTO MUTOXOHAPUAJIbHAS TIpOJIUdepalius
MOXET OINpeAesATbCS penapalMOHHbIM MOTEHIIMATIOM
YyKa3aHHbIX OpraHeJll U UrpaTh BaxKHYyI0 POJib B anarnra-
IIMOHHBIX TIpolieccax [6]. BombInyo moMoris B onpeze-
JICHUW 3HauYeHMsl 3TON mposudepaliiu MOXET ChIrpaTh
CpaBHEHUE JaHHBIX MOPHOMETPUUECKOTO aHATN3a MUTO-
XOHJpUIi C KIMHUYECKUMU 1 JIaDOpaTOPHBIMU MOKa3are-
JISIMU OOJIbHBIX.

Hcxonst u3 aroro, 1eablo HacTosiuieil paboThbl SIBU-
JIocb MOpPGOMETPUYECKOE W3YyYeHUE YIBTPACTPYKTYp-
HbIX TapaMeTpPOB MUTOXOHIPHUII MBIIIEYHOU TKaHU
B COTOCTaBJIEHUU C IPYTUMU KJIMHUKO-T1a00paTOPHBIMU
MoKa3aTesIMU TIPU BPOXKAEHHON MMOMNATUM LIEHTPaslb-
HOTO CTEePKHSI.

XAPAKTEPUCTUKA MATEPUAJIA U METObI
NCCIEJOBAHUA

ITpoBeaeHa komrieKcHast MophoMeTpUUIecKasi OLieH-
Ka 3JIEKTPOHHO-MUKPOCKOMUYECKUX M300paKeHUit Mo-
MEePEYHO-T1010CAThIX MBIIIEYHbIX BOJIOKOH 21 GOJIbHOTO
B BO3pacte 0T4 1042 jieT ¢ BPOXACHHOW MUOMNAaTUeln
LIEHTPAJIbHOTO CTEPXKHSI.

DJIEKTPOHHO-MUKPOCKOMUYECKOE HcclieloBaHue
Marepuaja TMPOBEACHO 10 TPAAULIMOHHON MEeTOoAMKe
Ha TPAaHCMUCCUOHHOM 3JIeKTpOHHOM Mukpockore JEOL
JEM-100B. Mopdomerpruueckuii aHaIn3 OCYIIECTBIISLI-
csl MyTeM IojicueTa MUTOXOHIPUI, pa3/ie/ieHHbIX Ha JIBE
MOMYJISILIMA B 3aBUCHUMOCTU  OT MECTa PACMOJOXEHUS
B MBILLIEYHOM BOJIOKHE: TI10J capKojeMMoit (cybcap-
KOJIEMMAJIbHBIN  y4acTOK) U MeXay MuobuopuiiaMu
(MeXXMUODUOPUIUISIPHBII y4acTOK), C ITOMOIIBIO KOM-
MbIOTEPHOI TpOrpaMmMbl 15t MUKpodoToMeTpuun Image J
npu yeeanyeHuu x10 000.

Jis oripenieJIeHWs] YPOBHSI MOJIOUHOM U TTMPOBUHOT -
pagHOM KHMCIOT OBUT TIPOBEACH OMOXVMMMUYECCKUN aHaIN3
¢ oMoIIkIo 3H3MMatIeckoro Metona (Rollinghoft, 1967).

[MoydeHHBIE pe3ynbTaThl 06pabOTaHBI TIPY TOMOIIN
makeTa Tporpamm Statistica 6.0 m Microsoft Excel 2007.
JLJ1s1 BEISIBJICHUST B3aMMOCBSI3ed M3yJaeMbIX MPU3HAKOB
OBUT TIPOBEICH PAHTOBBI KOPPEISIIMOHHBIN aHaN3
no CriupMeHy.

PE3VJIBTATBI

B xome paboTHI ¢ MOMOIIBIO PAHTOBOTO KOPPEIISIIIN-
OHHOTO aHaI13a ObLIM MOJYYEHBI CJIEAYIOIIUE Pe3ybTa-
THI:

1. OnpeneneHa JOCTOBEpHAsl IOJIOXUTENIbHAST KOP-
perAIus MeXIy KOJWYECTBOM CyOcapKOJIeMMaTbHBIX
MUTOXOHAPUIN U KOIDGHUIIMEHTOM  «JIaKTaT/mupyBaT»
JI0 HATPY3KW TIIIOKO30M M Uepe3 3 9 Tocje Harpy3Ku
(R=0,64; R=0,94 cootBeTcTBeHHO; p<0,05).

2. BolsBNieHA CWJIbHAS TTOJIOXKWTETbHAS KOPPEIISIIUS
MeXIy OTHOIIIEHWEeM YHClIa MUTOXOHIPHUI B cyGcapKo-
JIEeMMaJIbHOM OOJIAaCTM K YMCITy MUTOXOHIPWI B IIEHT-
paJIbHOM 30HE M ITOKa3aTeJieM JiaKTaTa B KPOBM IO Ha-
rpy3ku riaoko3oi (R=0,70; p<0,05).0mHako yepe3 1u
ToC/Ie HAaTpy3KW MeXIy STUMH IToKasaTelsIMU Oblia
BBISIBJIEHA OTpHULaTeNbHast Koppensuuss (R= — 0,66;
p<0,05), a cniycts 3 4 — cyiabasi MoJIoXKUTEIbHAsT KOppe-
s (R=0,46; p<0,05).

3. B cybcapkonieMMasibHOM  (hpakiiMu pasMepsl  (IL10-
aab ¥ IepuMeTp) MUTOXOHIPHUI OTPUIIATEIHBHO Koppe-
JINPOBAJIY CO CTETEHbIO TsKecT 3aboneBaHust (R= — 0,72;

= — (0,86 coorBeTcTBeHHO; p<0,05).

4.Yucno MWTOXOHAPUN  BIUIMIICOBUAHON  (HOPMBI
B CyOCapKOJIEeMMAaJIbHOM PETHOHE OTPULIATETEHO KOPPETH-
POBaJIO CO CTETEHBIO TsDKecTH 3aboneBaHust (R= — 0,86;
<0,05).

5. B cybcapkonieMManbHOl (pakuMu MUTOXOHAPUIA
KOJIMYECTBO MUTOXOHAPHUIA C SJUIMNICOBUIHON (hOpMOii
TTOJIOXKHUTEIHPHO TOCTOBEPHO KOPPEITUPOBATIO C YPOBHEM
JlaKTaTa B Tiepu(epuIecKoil KpOBU OOJBHBIX IO HArpy3-
ku rmoko3oit (R=0,90; p<0,05). OaHako yxe crycts 1 4
TTOCJIe Harpy3Ku Obljla BHISIBJICHA TEHACHIIUS K OTpHIIA-
TenbHOM Koppensiuu (R= — 0,36; p<0,01), a ciycts 3 4
BHOBb OTMeYeHa MOJIOXUTEeIbHasT Koppestiuus (R=0,56;
2<0,05). KonnyecTBO MUTOXOHAPUI OKpPYyrioi (hopMbl
JIOCTOBEPHO OTPHIIATEIFHO KOPPEIMPOBAIO C YPOBHEM
nupyBata B Kposu (R= — 0,90; p<0,05).

OBCYXJIEHUE

[MoydeHHBIE Pe3yIBTaThl AEMOHCTPUPYIOT, UTO pa3-
MepBl MUTOXOHIPHUI TOCTOBEPHO OOBEIWHEHBI KOppe-
JITIIMOHHBIMUA CBSI3SIMM C TTOKA3aTeJISIMU JIaKTaTa W M-
pyBaTa, OTHAKO BeJIMUYMHA W HAIIpaBICHUE 3TOUN CBSI3U
pa3nuyaloTcs B CyOCapKoJIeMMAaTbHOM U MEXMUOGbHU-
OpMIUTIpHON (hpakimsax. Bee 310 yKa3piBaeT Ha TPUHIIN-

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014

81




UajTbHbIe (DYHKIIMOHATBHBIC Pa3iNdds MUTOXOHIPHI
B IBYX pacCMaTPUBAEMBbIX (hPaKIIHSIX.

Ba3oBbIif ypoBeHb KOHIIEHTPAIIMN MOJIOYHON KUCIIO-
Thl OOHApYXXMBAET CWJIbHYIO TMOJIOXUTEIbHYIO 3aBUCH-
MOCTb OT YJI€JIbHOTO KOJIMYeCTBa MUTOXOHAPUIA B cybcap-
KOJIEMMAaJTbHOM PETUOHE B OTJIMYME OT IIEHTPATBHBIX 30H
MBIIIIEYHOTO BOJIOKHA. IIpW 3TOM TakKoil 3aBUCHMOCTH
KOHLIEHTpAllUM JlaKTaTa yepe3 | U mocjie Harpy3ku Iio-
KO30i He BBISIBJISIETCSI, YCTAHOBJEHA OTpULATEIbHAs
KOPPEJSAINS MEXIy 3TUMU TIePEMEHHBIMU, a YXe Jepe3
3 4 nocsie Harpy3ky CHOBA BbISIBJISIETCS cjlabasi TeHAEeH-
IIAS K TTOJIOXKWUTEIBHOU KOPPENIIIuu. MBI 0OBSICHSIEM
3TO TEM, YTO YBEIWYCHHOE KOJUYECTBO MUTOXOHIPHIA
B IAaHHBIX yJYacTKaXx WMeeT KOMITEHCATOPHOE 3HaYeHUE
Y HOCUT BTOPUIHBIN TTO OTHOIICHUIO K TKAHEBOMY 2HEP-
roaebuuTy (COMPOBOXIAIOIIEMYCSI TOBBILLIEHUEM YPOB-
HSI JIaKTaTa) XapakTep.

Borpmoit mHTEpeC, 1Mo HallleMy MHEHHIO, TIPEICTaBIs -
10T BBISIBJICHHBIC Y OOJIbHBIX C MUOTIATUEH TIEHTPATHHOTO
CTEPXXHSI COOTHOIICHUS MEXIy (HOpMOl MHMTOXOHIPUI
B MIX CyOCcapKoseMMalTbHOUM (DpaKkIIiyd ¥ KOHIIEHTpaIuei
MOJIOYHOM KHCJIOTHI B KpOBH. JlaHHBIE COOTHOIICHMS (T10-
JIOXKUTEJIbHASI KOPPEJSIIUSL  «3JUIUTIICOBUTHOCTA» MUTO-
XOHJIpUIA C ypOBHEM JIaKTaTa 0 U yepe3 3 4 mocjie Harpys-
KU, OTpULIATEIbHAsl — C YPOBHEM JlakTaTa yepes | 4 nocie
Harpy3ku) MOXHO OOBSICHUTH TeM, YTO 0a30BBIN YPOBEHB
MOJIOYHOM KMCJIOThI B KPOBU MALIMEHTOB C OOJIE3HBIO 1IEH-
TPaJTHHOTO CTEPXKHS B OCHOBHOM 3aBHCHT OT KOJIMYECTBA
MUTOXOHIPUI (ITO TTOATBEPKIACTCS COOTBETCTBYIOIITIMU
K03 duLMEeHTaMU KOPPEJSILMU), TOTIA KaK CTENEHb 3pe-
JIOCTH OpraHesu1 B 60sbLIel Mepe 00eCneynBaeT peaklnio
TKaHM B OTBET Ha MTOBHIIIIEHWE YPOBHS MOJIOYHOW KUCIIO-
Tbl. TakuM 0Opa3oM, CTENeHb 3PEIOCTU MUTOXOHAPUIA,
BbIpAXKAIONIAsSICSl B UX OTHOCUTEJIbHO — AJIJTMIICOBUIHOM
(opMe cBsizaHa ¢ aganTallMOHHBIM MOTEHIIMAIOM TKaHe-
BBIX OMO3HEPTETUIECKIX PEAKIIHIA.
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OPUITNHAJIbHBIE CTATbU HEPBHOMBILLUE4YHbBIE BOJIESHU

KocBeHHBIM 00pazoM 3TO TPEAITONIOKEHUE TIOATBEP-
KIACTCST BBISIBJICHHON HaMU OTPHIIATEILHOW KOPPEIISIIIN-
eif MeXJTy CTETIEHBIO OKPYTJIOCTH MUTOXOHIPHUI 1 6a30BOit
KOHILIEHTpalMei MMPOBUHOTPATHOM KUCIOTHL. Bo3MOXHO,
OKPYTJIbIE MUTOXOHIPUH SIBIITIOTCSI OTHOCHUTENTEHO «MOJIO-
IIBIMI» OpTaHeJTaM1, 00Pa30BaBIITMMUCS Cpa3sy MOCIE TT0-
YKOBaHUST MUTOXOHIpUiA. ClienoBaTeIbHO, HAIIIN TaHHBIC
TTONTBEPKAAIOT IMPEIITIOJIOKEHIE O TOM, YTO OKPYIJIBIC MU-
TOXOHIIPUH SIBJISTIOTCST MeHee 3pelTbiMK M 3 (MEKTHBHBIMU
B OTHOIIICHUM BBHIITOJIHEHUSI CBOWX OCHOBHBIX (DYHKITUI
[7, 8]. Ilpu aToM auncoBuaHas GopMa MUTOXOHIPUIA
WMeeT CWIBHYIO OTPUIATEIBHYI0 KOPPEJSAIUIO CO CTe-
TIEHBIO TSDKECTU 3abojieBaHus. [loiydeHHBIC pe3ysIbTa-
THI TIOATBEPKIAIOT HAIITy MBICITH O TOM, YTO YBEIMICHUE
KOJIMYECTBA SJUTMIICOBUIHBIX OpPTaHe/uT B CyOcapKoJIeM-
MaJIBHOM PETMOHE MBIIICYHOTO BOJIOKHA SIBJISIETCS] BaXK-
HBIM KOMIICHCAaTOPHBIM MEXaHW3MOM TIpH 3a00JIeBAaHUSIX
MBIIIIT «HEMUTOXOHIPUAITEHOTO» TeHEe3a.

BrIsiBIICHHAST CHITbHAST OTPUIIATENTbHAST KOPPEISIIIVST MEX-
Iy YIEeTBHBIM KOJMYECTBOM MHUTOXOHIPHIA B CyOCapKOJIeM-
MaJTLHOM (PPAKIMI U CTETICHBIO TSLKECTH 3a00JIeBaHMS CBH-
JIETETECTBYET, UTO MOBBIIIIEHNE KOJMYECTBA MUTOXOHIPHIA
MMeeT OYCBUIHBI KOMIIEHCATOPHBIN 3(DMEKT 1 HAIIPSIMYIO
CBsSI3aHO ¢ GoJiee JIeTKUM TedeHueM 0oste3Hu. [1prBeneHHbIe
TAHHBIE eI pa3 MOATBEPKIACT TUIIOTE3y O KOMIIEHCATOP-
HOM XapakTepe Tponmdepalii MUTOXOHIPHIA B CyOCapKO-
JIEMMAaJIbHOM PEerrOHe MBIIIIEYHOTO BOJIOKHA [9].

[MomBomst WUTOT, MOXHO 3aKJTIOUWTh, UTO B pe3yJIbTa-
Te HaIllero WCCIICIOBaHUS YCTAaHOBJIEHA POJb M3MEHE-
HUS YHUClIa W Pa3MEepOB MUTOXOHAPUIA B 0OeCITCeYeHUHN
TKaHEBOW amanTallui K YCIOBUAM (DYHKIIMOHAIBHON
HEIOCTaTOYHOCTH. BBIsIBIIEHHBIE MOphoMeTpruIecKue
ImapaMeTpbl MUTOXOHIPUN MOTYT OBITh WCITOJb30BaHbI
B Ka4eCTBE TMATHOCTUICCKUX MapKepOB B HEBPOJIOTHUYE-
CKOIf TIpaKTUKE TIPY OIICHKE XapaKTepa TeUeHUST HepBHO-
MBIIIIEYHBIX 3200IeBaHUN.

6. Cyxopykoe B.C. Ouepku MUTOXOHIPHMAJILHOM IATOJIO-
run. M: Meanpakruka 2011; 288. (Sukhorukov V.S. Essays
of mitochondrial pathology. M: Medpraktika 2011; 288.)

7. Picard M., Hepple R.T., Burelle Y. Mitochondrial functional
specialization in glycolytic and oxidative muscle fibers:
tailoring the organelle for optimal function. Am J Physiol Cell
Physiol 2012; 302: 4: 629—641.

8. Cury D.P., Dias F.J., Sosthenes M.C. et al. Morphometric,
quantitative, and three-dimensional analysis of the heart
muscle fibers of old rats: transmission electron microscopy
and high-resolution scanning electron microscopy methods.
Microsc Res Tech 2013; 76: 2: 184—195.

9. Sukhorukov V.S. Energy deficient diathesis as energy metabolism
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OPUITNHAJIbHbBIE CTATbU HYTPULNOJI0rns

Nucymunonono0Hblii (pakTop pocTa-1 B OlleHKEe HyTPUTHBHOIO CTATYCA Y JIeTeil pAHHEro
BO3PACTA C BPOKIECHHBIMH MOPOKAMM CepAla

A.U. Yybaposa, C.P. buprkosa

Poccuiickuii HaumMoHanbHbIN NCCnefoBaTeNbCkUin MeanunHCKknin yHmsepcuteT um. H.W. Nuporoea; Jetckas ropoackas
KnuHudeckas 6onbHMua Ne13 um. H.d. dunatosa, Mocksa

Insulin-like growth factor-1 in the assessment of the current nutritional status in infants
with congenital heart disease

A.l. Chubarova, S.R. Biryukova

N.I. Pirogov Russian National Research Medical University; N.F. Filatov City Children’s Clinical Hospital Thirteen, Moscow

Lens paboThl — onpeneuTh TMATHOCTHYECKYI0 3HAYMMOCTh MHCYJIMHONOA00HOTO (hakTopa pocTa-1 KaK MapKepa HANPABIEHHOCTH
Tpo(huYeCKNX NMPOLECCOB Y IeTell ¢ BPOKIEHHBIMI NOPOKAMH CepALA B 10- U NOCJIe0NepaoHHOM epuoaax. B uccienoBanue Oblm
BKJII0YEHbI 149 manueHTOB ¢ BPOKIEHHBIMH MOpoKaMu cepaua, onepuposanbix B ITKB Ne 13 um. H.®. ®@unarosa. /letn 6bum
pasziesieHbl Ha rPyNnbI B 3aBUCHMOCTH OT Bo3pacTa: 1-a rpynna — ot 0 ¢yt a0 12 mec, 2-a rpynna — ot 1 roga o 3 jer. Y Bcex aereit
onpenessin YPoBeHb MHCYIMHONOA00HOrO (hakTopa pocta-1 10 onepauuu, Ha 2-e, 5-e cyTku U yepe3 60,5 Mec mocie onepamuu.
o onepamun 22,8% Bcex nanuentos uMeau Z-score S—2SD mis macest Tena, 11,4% — 1 nokasaresis JJIMHA Tejia/Bo3pact, 8,7%
— U151 MHHAEKCA MACChI TeJIa. YPOBeHb HHCYIMHONO0A00HOro hakTopa pocta-1Yy 53 (35,6%) nereii ObL1 HIKe BO3PACTHOI HOPMBI; Y a-
muentoB 1 roga xku3nm oH cocraBui < 25 (<25—65,0) ur/miu, y 6osbHbIX cTapme 1 roma — 68,65 (<25—202,0) ar/ma. Coycts 6 mec
N0cJjIe BBIMMCKHA M3 CTAMOHAPA 3a(PMKCHPOBAHO cTaTHCTHYECKH 3HAUMMoe (p<0,05) yBeiMyeHHe KOHIEHTPALMH MHCYIMHONOI00OHOTO
takTopa pocra-1, 4To KoppempoBajo ¢ uHaekcoM Maccesl Tena (=0,501; p<0,01) u cBUIETEILCTBOBAIO O 3HAYUTEJILHOM YITyYIIeHUH
HYTPHTHBHOTO CTaTyca Ha0J01aeMbIX manyenToB. Takum o0pa3oMm, y ieteii ¢ BPOXKIEHHBIMH MOPOKAMH CEPILA H3MEHEH YPOBEHD HH-
cymHOnoa00Horo akropa pocra-1, YTo NPosIBIsETCS €ro HU3KOii KOHIIEHTpanueii B npeaonepauuonsom nepuozae y 40,7% 6oabHbIX
nepBoro roJa xusuu u'y 23,9% — s Bospacre ot 1 roaa 1o 3 sier. Ipu auHamMmyeckoM Ha0 0ieHUM Ha (one HasHaveHus1 (D (PeKTUBHOI
HYTPUTHBHOIA MOIIEPKKH OTMEYaeTCsl yBeJInueHue YPoBHs 31oro (pakropa B 2,4 pa3a y jeTeii nepBoro rozaa xku3uu u B 1,6 paza — y ne-
Teii crapie 1 roia, 4To KOppeUpYeT ¢ NOBBINEHNEM HHIEKCA Macchl Telia. [1osiyyeHHble Pe3y/IbTaThl JAI0T OCHOBAHME JIS HCTOJIb30-
BaHUs JAHHOTO (PAKTOPA B OLIEHKE HYTPUTHBHOIO CTATYCA Yy J€Tel C BPOXKIEHHBIMH MOPOKAMHM CepIua.

Karouesvie cnosa: demu, apodcdentvie nopoku cepoya, UHCYAUHOROO00OHbLI ghakmop pocma- 1, nympumuenas noodepicka.

Objective: To determine the diagnostic value of insulin-like growth factor-1 (IGF-I) as a trophic marker in children with congenital heart
disease (CHD) in the pre- and postoperative periods. The study included 149 CHD patients operated on at the N.F. Filatov City Children’s
Clinical Hospital Thirteen. The patients were divided into age groups: 1) 0 day to 12 months; 2) 1 to 3 years. IGF-I levels were measured in
all the children before surgery, on days 2 and 5, and 60,5 months after surgery. Before surgery, 22,8% of the patients had a body weight
Z-score of <—2SD; 11,4%, a height/age Z-score; 8,7%, a body mass index Z-score. IGF-I was lower for age in 53 (35,6%) children, <25
ng/ml (<25—65,0 ng/ml) in the patients of the first year of life, and 68,65 ng/ml (<25—202,0 ng/ml) in those aged over 1 year. Six months
after hospital discharge, there was a statistically significant (p<0,05) increase in IGF-I concentrations, which correlated with body mass
index (»=0,501; p<0,01) and indicated a significant nutritional improvement in the examinees. Thus, the children with CHD showed the
changed levels of IGF-1, which appeared as its low preoperative concentration in 40,7% of the patients of the first year of life and in 23,9%
of those aged 1 to 3 years. The follow-up study indicated that effective nutritional support caused 2,4-and 1,6-fold increases in this factor in
the children aged 0—1 years and in those aged over 1 year, respectively, which correlated with increased body mass index. The findings give
grounds to use this factor in the assessment of nutritional status in children with CHD.

Key words: children, congenital heart disease, insulin-like growth factor- 1, nutritional support.

B MOCJIEIHUE TOIbl BO3POC MHTEPEC K U3YUEHUIO TOTEH-
IIUATBHON KJIMHUIECKON 3HAYMMOCTH MHCYJIMHOIIO-

© A.N. Yybaposa, C.P. Buptokosa, 2014

Ros Vestn Perinatol Pediat 2014; 2:83-88

Anpec st Koppecnonnenuun: Yy6aposa AHTOHMHA MropeBHa — 1.M.H., pod.
Ka®. TOCTIMTATIbHOI MequaTpuy eauarpudeckoro daxyinsrera Poccuiickoro
HALMOHATBHOTO UCCIIeI0BATEIbCKOTO MEIMLIMHCKOTO YHuBepcuteTa uM. H. M.
[Muporosa, 3am. 1. Bpaya TYIIMHCKOM TEeTCKOi TOPOICKOI 60TbHUTIBI MOCKBbI
125480 Mockaa, yi. [epoes [Tanbunosues, a. 28

BupiokoBa CeeriiaHa PyGeHOBHa — 3a0UHBIi acrl. TOi e Kad., Bpay neadarp-
KapIMOJIOT OTACICHHST KAPANOXUPYPTUM U MHTEHCUBHOM Teparu JeTckoit
TOPOICKOI KITMHUYECKOM 60MbHUILBI N 13 M. H.dD. PusatoBa

103001 Mocksa, yi. Canosast-Kyaputckas, a. 15

nobHoro (paktopa pocta-1 u UMDP-cBsa3biBaroliero 6eika
B OLIEHKE ITUTaHUS OOJLHBIX W B KOHTPOJIE HYTPUTHUBHOMN
roIe kK. Ha ceromHsATITHIN JeHh MHCYJTMHOTIOMOOHBII
dakTop pocra-1 sBIsIeTCS] HauboJIee IMHUPOKO MCCIENO-
BaHHBIM TIpe/ICTaBUTEJIEM 3TOTO cemelicTra [1—3].
WHcynuHononoOHbIN ¢hakTop pocra-1 (comarome-
nuH C) Obul OTKpHIT B 1978 . D10 OMONOrMYecKH ak-
TUBHBI MPOTEWH, 0Opa3yIoIIMICS, TIaBHBIM 00pa3oM,
BTICUCHW W MBIIIIAX W SBJSIONIUNACS BaXXHEWIIMM 3H-
JOKPUHHBIM TTOCPESTHUKOM ICHCTBHUSI COMAaTOTPOITHOTO
ropMoHa. OH obecIreunBaeT 0OpaTHYIO CBSI3b C TUTIOTAIA-
MYCOM Y TUTTO(HU30M ITO COMATOTPOITHOM OCH: OT YPOBHSI
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WHCYJIUHOIOA00HOTO (pakTOopa pocta-1 B KpOBU 3aBUCUT
CEKPEIrsI COMaTOTPOITUH-PYIN3UHT-TOPMOHA K COMATO-
TPOMHOro ropMoHa [4—7].

Bronornyeckuii mepros mosypaciaia MHCY IMHOTION00-
Horo ¢akTopa pocTa-1 B CIBOPOTKE KPOBH JIUIIb HECKOJIb-
KO YacoB. JIeHicTBHSI 3TOTO (haKTOpa MOTYT OBITH pa3Ie/icHbI
Ha ObIcTpble MeTabomueckure 3¢hdeKThl ¥ MPOJOHTMPOBAH-
Hble — cTumyJupyoiye poct [8]. PedepeHcHbIe 3HaUeHUS
st mereiior 010 15 nHei xu3Hu — 10—26 Hr/Mit, oT 15 mHei
no 12 Mec xu3Hu — 28—131 Hr/mi, ot 1 roga fo 3 ger —
49—327 ur/mn (2, 9].

HMHcynuHonoaoOHbI ¢dakTop pocta-1 uUrpaer LeH-
TPaJBHYIO POJIb B IIpOIleccax PEerysiui KICTOYHOTO
pocrta 1 mudbdGepeHIUPOBKH, YTO MTOATBEPKAACTCS MHO-
TMMU MCCIIEIOBAaHUSIMH, B KOTOPBIX ITOKa3aHa TOCTOBEP-
Hasi KOPPEJIAIINs 3Toro (hakTopa C ImapaMeTpaMy JTUHBI
TeJa pebeHKa paHHero Bo3pacta. [1o MHEHUIO YYEHBIX,
VMEHHO WHCYJMHOITOMOOHBIN hakTop pocTta-1 sSBIsIeTCS
CBOCOOpPA3HBIM MEIMATOPOM, PEATU3YIOIINM BIUSHUC
OeJsika Ha pocT pebeHka. JlokazaHo, 4TO rojiofaHue pe3-
KO CHITXAeT KOHIICHTPAIIUIO 3TOTO (haKTopa Y B3POCIIBIX;
y IeTeil ¢ HapyIIeHHBIM TUTaHWEM HaOomaeTcss ObIc-
TpOe TIOBBIIIICHUE €TO YPOBHS B IEPUOI peabITUTAIIN.
CHmXeHMe TTOTpeOIeHNs Oesika y 3M0POBBIX AeTel MpH-
BOIIUT K OBICTPOMY YMEHBIICHUIO KOHIICHTPAIIUW WHCY-
JMHoMoao0Horo ¢dakropa pocra-1. [1pu Ha3HAYEHUU UM
3 heKTUBHON HYTPUTUBHON TOMIEPKKA HMEET MECTO
He3aMeUTUTENIbHOE PearupoBaHMUsI €T0 YPOBHS B CTOPOHY
yBesauueHus [10, 11].

I[ToMrMo 3TOTO, OlLlEHKA YPOBHS WHCYJIMHOIIOI00-
Horo (akTopa pocta-1 MCHOJB3YeTCSl TPU OXUPEHUM,
ompeieJIcHNE eT0 KOHIICHTPAIMKM TTOMOTaeT TallieHTaM
n30eXaTh TepeeqaHusl U ero mociiencTsus. Mcciaemnopa-
HMeE 3TOTo (haKTopa MPUMEHSIETCS TSI MOHUTOPWHTA OeJT-
KOBOTI'O CTaTyca y IeTEW ¢ CUHAPOMOM KOPOTKOM KUIIKH,
MOJIy4YalolluX napeHTepajibHoe nuranue [12].

HMeroTcsl maHHBIE 110 UCITOJIB30BAaHUIO WHCYITMHO-
rnmomoOHoro ¢akropa pocra-1 B KauecTBe MapKepa MbI-
IIIEYHOU MacChl Tejla y IeTeil ¢ BBIPAXKEHHOM 3a1EPXKKOMN
MacCOPOCTOBBIX ITOKa3aTesie TIPU pa3IMYHBIX COMa-
TUYECKUX 3a0ojieBaHMAX. Hampumep, Mmpu KUCTO3HOM
(hubpo3se, ero ypoBeHb B CHIBOPOTKE KOPPETUPYET C MbI-
mevyHoi Maccoit tena [13]. CHUXeHUe MbILLIEYHONH Mac-
Chl MOXET HapyIIUTh ABIXaTeJbHYIO (YHKIINIO, TEM Ca-
MBIM YXYAIIUTh KIMHUIECKUN UCXOM, TAKUM 00pa3oM,
ompenesieHrne WHCYJIMHOIIOMOO0HoTo (akropa pocra- 1
CIIY>KAT MapKepOM [UTS BBISIBJICHUS TTAIlUEHTOB TPYIIITHI
pUCKa TIpW TaHHOM HO30J0TuHU. B mpyroMm wuccriemopa-
HWU Y ACTeH ¢ KUCTO3HBIM (hUOPO30M CHUKECHHBIN YpO-
BEeHb YKa3aHHOTO (haKTopa OTpaxkasl 3aMeJICHHBIC TeM-
bl pocta [14].

C 1996 1. BemyTcst pabOTHI 110 U3YYCHUIO 3TOTO TTOKa-
3aresis Ul OIeHKW HYTPUTHUBHOTO CTaTyca y IeTeii ¢ Bpo-
>KIeHHbIMU MopokaMmu cepaua [15]. MccnenoBanus noka-
3BIBAIOT, UTO Y JIETEl C BPOXKICHHBIMM TIOPOKAMU Cepalia
OMHUM U3 (HaKTOPOB, TECHO aCCOIMUPOBAHHBIX C YPOB-
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HEeM HHCYJIMHONomooHoro (akropa pocra-1, sBisiercs
mvano3 [2, 16, 17]. Tak, no manubiM E. Dinleyici u co-
aBT., B TPYIIIIe MALMEHTOB ¢ IUAHOTUYECKIUMU TTOPOKAMU
ceplilia ypoBEHb MHCYJIMHOMOA00HOTO hakTopa pocTa-1
B CHIBOPOTKE KPOBM 3HAYMTEIBHO HMXE, YeM B TPYIIIe
JeTell ¢ alMaHOTUYECKUMMU MOPOKaMU U Y JieTei 6e3 mo-
pokoB cepaua [17]. ITo-Bumumomy, OomHON W3 MPUYUH
5TOr0 MOXET OBbITh MWHTMOMpOBAHWE TYTU CBSI3BIBAHUS
TOPMOHA POCTa € €T0 PELENTOPAMU B YCIOBUSIX XPOHUYE-
CKOW TUITOKCUU.

B oredyecTBeHHO! JMTEpaType OTCYTCTBYIOT IyOJIM-
KallM¥, TIOCBAIIEHHBIE MCIOJb30BAHUIO WHCYITUHOIO-
nobHoro (akTopa pocra-1 sl OLIEHKU TUTATebHOMN
HEIOCTATOYHOCTH Y JeTeil C BPOXIAEHHBIMU ITOPOKAMU
cepaua.

XAPAKTEPUCTUKA JIETEI 1 METO/JbI
NCCJIENOBAHNUA

B uccnenoBanue BkiOYeHbl 149 mMaiMeHTOB B BO3-
pacte oT 0 Mec (ITOCTKOHIIENITYaJbHBIN BO3pacT 38 Hen
u bosiee) 10 3 IET C BPOXIACHHBIMU MOpPOKaMMU cepalla,
onepupoBaHHbIX BJATKB Ne 13 wmm. H.®. ®unarosa
B niepuon ¢ mapta 2011 r. mo mapt 2013 . 3 HUX Majb-
YUKOB ObII0 85 (57%), nesovyek — 64 (43%); 48 (32,2%)
neTeil ObUTM TOCITMTAIM3WPOBAaHBI B IIEpUOIEe HOBOPO-
xkneHHoctu, 101 — B Bo3pacte ot 1 Mec 1o 3 JieT.

[Ipy ocTyIUIEHNH B CTAIIMOHAP BCE MAIIMEHTHI ObLTH
paszeneHbl Ha TPYIITBI COOTBETCTBEHHO BO3PACTy Ha MO-
MEHT onepauuu: l1-1o0 rpynmy coctaBuiu aetu (n=103)
BBO3pacte oT 0 cyr mo 12 Mec, MemuaHa Bo3pacta 36
(0—346,0) nueit. Bo 2-10 rpynmy Boiiu 46 neteit B BO3-
pacre ot 1 roga o 3 yiet, MearaHa Bo3pacra 515 (342,0—
1030,0) nHeit. B o6eunx rpymmax rpeooianaiyd BpOXIeH-
Hble TIOPOKM CepIlla C TUTIEPBOJIEMUE MaJloro Kpyra
KpoBooOpaiieHus. B 1-i1 rpynme npeBaaMpoBajia TpaHC-
MO3ULIUSI MAarUCTPAIbHBIX apTepuil (n=28), HECKOJbKO
peXe BCTPEYATUCh TBOMHOE OTXOXKICHIE MaruCTPaTbHBIX
apTepuii OT IpaBoro xejgymouka (n=18), Koapkrauus
aopThl (n=14), nedeKT MeXKeTyT0uYKOBOI MEPeropoaKku
(n=12) w op. Bo 2-it rpynne npeBaaupoBaIn AeHEKTbI
MEXCKeTynoukoBoit (n=15) u MexrnipeacepaHoit (n=9)
TEPETOPOJIKK, peXe BCTPEYATUCh OTKPBITHI apTepu-
TBHBINA MTPOTOK, TBOMHOE OTXOXICHUE MarUCTPaIBHBIX
apTepuil OT TIPABOTO XKeJTymodka u np. PagukanpHas Kop-
PEKIIUS MMopoKa ObUTa BBITTOIHEHA B 1-1 rpytiie B 76,6 %
ciydaes, Bo 2-i rpymime — B 91,3%.

HytputnBHast TmommepXka TPOBOIWIACH B IIEPUON
MPeObIBAHUS B CTAIIMOHAPE W TTOCJIE BBIMMMCKA. YUUTHI-
BaJIMCh (PU3NOIOTUIESCKYE W TTOBBIIICHHBIE TTOTPEOHOCTH
OpraHM3Ma, HaJJuJue CepAedHON HEeJOCTaTOYHOCTH, CO-
ITyTCTBYIOIIEH TIATOJIOTUH IO TOCTTUTATA3AIINH.

VauTHIBas MMOBBIIEHHBIE TTOTPEOHOCTH Y IETEI ¢ BPO-
XIEHHBIMU TTOPOKAMH cepiiia Ha (hoHe HeMOCTATOYHOCTH
kpoBooOpaienusi [—II creneHu, pacuer KalopuiiHOCTU
nutaHus nposoawics: 120—140 kkan Ha 1 Kr macchl Tena.
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CyTOUYHBIII 00BEM MHUTAHUS YCTAHABIUBAICS B CpEIHEM
u3 pacuera 120 xxan Ha 1 kr Maccel Tena. [lurarenbHast
LIEHHOCTbh pallMOHa IOCTUranaach 0oJjiee KOHLIEHTPUPO-
BaHHBIM pa3BellcHWEM CTaHIAPTHON amanTUPOBAHHOMN
CMecH, BCKapMJIMBaHWEM IBYMS BHIAMHU CMecei OTHOM
¢dupmbl usrorosurtessi. Kpome Toro, Tpu OTCYTCTBUU
AIEPTMYECKUX PEaKIMil IOBBIIEHWE CYTOYHOUW Kajo-
PUITHOCTU JOCTUTAIOCH Oosiee paHHUM (C 4 MecC XU3HMU)
BBEICHMEM TIPUKOPMa B BHIE Kalll, TBOpora. B cBs3u
C HEOOXOIMMOCTBIO OTPAHWUYEHUSI KUIKOCTH TIPU HEIO-
CTaTOYHOCTH KPOBOOOpAIIEHUs BbICOKOU CTENEeHU MpU-
MEHSIJTM CMECHU Ha OCHOBE IIyOOKOro ruaposiuza 0enka,
TIpU OTKa3e pebeHKa OT BCKapMJIMBaHUS TaHHBIMHU CMe-
caMM  (M3-3a OPTAaHOJIENITHYECKNX CBOMCTB) WX IIPU OT-
CYTCTBHUM aJUTEPTUY KOMOMHUPOBAJIYU C aIalITUPOBAHHBI-
MU MOJIOUHBIMU CMECSIMU, CONEepPXKAIMUMUA HaWuMEHbIIIee
KOJTMIECTBO HATPpHs (6€3JTaKTO3HBIMU WJTM HU3KOJIAKTO3-
HBIMU CMECSIMM).

YUuThIBasi, 4TO TPYTHOE MOJIOKO SIBIISIETCSI TTOJTHO-
LIEHHBIM «IIPUPOIHBIM» MMUTAHUEM IS IeTeid, o0lagaeT
AHTUOAKTepUATHHBIMA CBOMCTBAMM, CHIDKAET YaCTOTY
OCTPBIX 3a0o0JIleBaHMIA, IHUCOAKTEpHO3a, HEKPOTHU3UPY-
OILIETO SHTEPOKOJIUTA, UMMYHOOITOCPEIOBAHHBIX 3200-
neBaHuid u Ap. [18], MBI He OTKa3bIBAJIMCh OT JAHHOTO
BUIA BCKapMMBaHus. OIHAKO PU BepU(UKALIMHI TUTTO-
TpoUU Pa3TNIHON CTETICHU B palliOHEe B 3aBUCUMOCTHU
OT BO3pacTa UCIMOJb30BaIi 000raTUTEIU IPYAHOTO MOJIO-
Ka, CMECU Ha OCHOBE ITyOOKOTro ruaposnsa 0eyka, paH-
Hee BBeJICHUE MPOMYKTOB MTPUKOPMa; MaTepsiM TaBaluCh
peKoMeHmanu T1o auete. [1pu BEIpakeHHOW HemocTa-
TOYHOCTHM KPOBOOOPAIIIEHUS IETH BCKaPMIIMBAJIUCH CIIC-
>KeHHBIM TPYIHBIM MOJIOKOM. C11oco0 (30H11, Yepe3 COCKY
1 T.T1.) BCKApMJIMBAHUST KaXXIIOTO TAIlMEHTa OIPeHe ST
CTPOTO WHAWBUIYAIbHO, YIUTHIBAsT OCOOEHHOCTH KOH-
KpPETHOro pebeHKa U CYLIECTBYIOIINE COIYTCTBYIOIINE
Mpo6JieMbl (CUHIPOM CPBITUBaHUS W PBOTBHI, CUHIPOM
MaJjibabCcopOIIMK, CEHCUOMIN3alusl K 0eiKkaM KOPOBbETO
MOJIOKA U JIp.).

J17151 OLIeHKW HYTPUTUBHOTO cTaTyca, a Takxke ahdek-
TUBHOCTH BBIOPAHHOTO TIUTaHUSA HapsAy C OOIICKIIH-
HUYECKUM OOCJIeNOBAaHUEM Y BCeX HeTeil ompeaessuiu
OMOXMMMYECKIE TTOKa3aTe/Iv, B TOM YHCJIe YPOBEHb WH-
cyJMHOIoA00HOro (akropa pocta-1 Mnpu MOCTYIUIEHUU
B CTallMOHAp [0 OMepaluu, Ha 2-e U 5-€ CyTKU Moce-
orepaloHHOro nepuoaa v yepe3 60,5 Mec mocie one-
pauuu.

KonuuecTBeHHBIC TaHHBIE U TUXOTOMUYECKUE Bapy-
aHTBHI PETUCTPUPOBAIN B SAMHOM 06a3e MaHHBIX, CO3MaH-
Hoi1 B MicrosoftExcel®. CratucTruyecKuii aHaau3 mpoBo-
M B mporpamMme Statistica® 7.0. JIist BBISICHEHUS TUTIA
pacmipenefeHusT JaHHBIX MCIOJb30Bajau TecT Shapiro-
WIIkW. [1;11 napaMeTpryecKUX KOJIMYeCTBEHHBIX JaHHBIX
onpenessiiu cpeaHee apudMeTUYECKOe T CTaHIAPTHOE
OTKJIOHEHWMeE, JUTS HellapaMeTPUIECKIX KOJTMIeCTBEHHBIX
JAHHBIX — MeIUaHy, a TAKXXe MAKCUMYM Y MUHUMYM Ba-
puaioHHoro psina. [Ipu aHanM3e HaIUIWS/OTCYTCTBUS

KOPPEJSIIMOHHON CBSI3W MEXITy KOJIMYeCTBEHHBIMU He-
ImapaMeTpUIEeCKUMU TaHHBIMU HCITOJIB30BaI PAHTOBYIO
koppessiuuio CnupMmaHa—KeHnasa; ajis moaTBepxkie-
HUS HAJTWYYSI/OTCYTCTBUS Pa3IMINil B TPYINAaX C KOJIU-
YeCTBCHHBIMU TTapaMeTPUIECKUMU TaHHBIMH — [-TECT
CrhlofieHTa, B TPYIIaX ¢ KOJUIeCTBEHHBIMU Hellapame-
TPUYECKMMM TaHHBIMU — U-TecT BuiikokcoHa—MaH-
Ha— YutHU. JIMXOTOMWYECKHe BapuaHThl aHATU3UPOBa-
JI C TIOMOIIIBIO KPUTEPHS X2, €CITM aOCOTIOTHBIE YACTOTHI
okasbIBauch <5,0, MpoBOOUIN TOYHBIA TecT Duiepa.
IMokazarenu currtanu nocroBepHbiMuU rpu p<0,05.

PE3VJIBTATBI 1 OBCYXK/JIEHUE

[pu orieHKe cTaTyca MUTAHUSA IMAIIMEHTOB, ITOCTYITB-
ITUX B CTAIMOHAP, TIOTYIVJIN CIIeAyronue TanHblie: 22,8 %
ot ob1iero yucia (n=149) obcnenoBaHHbBIX O0JIBHBIX UME-
i Z-vHpeke (Z-score) mis Macchl Tena <—2SD, 11,4%
neTeil — Z-wuHaeKc AvHa Tena/Bo3pact <—2SD u 18,7%
— Z-unnekc unaekca maccol Tena (MMT) <-2SD. Hau-
6oJiee HU3KUIA YPOBEHD (DU3MUECKOTO Pa3BUTHSI OBLT y TIa-
IIMEHTOB C TIOPOKAMU Cepilla C TUTIEPBOJIEMUEH Majloro
Kpyra KpoBOOpAITICHHMS.

HecMoTpst Ha oTcTaBaHue B (DM3NIECKOM Pa3BUTHUH,
BBISIBJICHHOE TIPY aHAJIM3¢ COMATOMETPUIECKUX NTaHHBIX
y 18,7% nereit ¢ BpOXKIEHHBIMU MMOPOKAMM Cepilla pas-
JIMYHOTO TUMA, IIPU KOMILUIEKCHOU OLIEHKE MOKa3aTesein
0EJTKOBOTO CITeKTpa KPOBM HETOCTATOYHOCTHh IMUTAHUS
B TOOTIEPAIITMOHHOM TIeprojie Obllla 0OHAapyKeHa TOJTBKO
y 11,3% obcnenoBanHbix. KoHILIeHTpalus o61ero 6ejka,
aThOYMUHA CHIBOPOTKHM KPOBU, a Takke C-peakKTUBHOTO
6enka cocTaBuia: B 1-it rpyrme 58,48+7,7,41,8+5,76 v/n
un 0,3 (0—30,7wMr/1) cCOOTBETCTBEHHO; BO 2-ii TpymnIie —
68,0%+7,36; 45,29+5,75r/nu 0,13 (0—8,0) Mr/m cooTBeT-
CTBEHHO (CM. TabiulLy).

YpoBeHb UWHCyJIMHOMOAOOHOrO ¢hakTOopa pocra-1
y 53 (35,6%) neteii ObLT HIKE BO3PACTHOM HOPMBI U CO-
craBun <25 (<25—65,0) Hr/MJI Y MAIIMEHTOB TIEPBOTO
roma Xu3Hu 1 68,65 (<25—202,0) Hr/ma y meteit crapiie
roga. KoHueHTpauusi Obula B Mpeaenax pedepeHCHBIX
3HaveHmit y 62 (60,1%) u3 103 mamreHTOB B 1-if TpyIme
ny 35 (76%) u3 46 meteit Bo 2-it rpymme. HaubGoobimee
cratuctTuuecku aocropepHoe (p<0,003) cHuUKeHHe KOH-
LIEHTpaluu obiuero 6enka, anibOyMuHa, MpeaibOyMuHa,
WHCYJIMHOTIONO0OHOTO (haKTopa pocTa-1 ¢ OMHOBpeMeH-
HBIM TTOBBIIIICHUEM KOHIIeHTpany C-peakKTUBHOTO Oell-
Ka OTMEUEHO Yy MAIlMeHTOB 1-i TPYMIIbI, TTOCTYIUBIINX
B OoJlee TSKEJIOM COCTOSTHMM, B CPAaBHEHHWM C JIETbMU
2-ii TPyINIIbI.

ITpu aHanM3e Ja0OPATOPHBIX NAHHBIX Ha 2-€ CYTKU
rnocJie onepanuu 610 BhISIBJIEHO nocTtoBepHoe (p<0,05)
CHIKEHUE KOHIICHTPAIIMKM OOIIero Oejika CHIBOPOTKHU
KpPOBU B 00eWX TPYyIIaX, a TAKXE YPOBHS OOJBITMHCTBA
TPAHCTIOPTHBIX OCJIKOB — ajlbOyMHWHA, TpeaTbOyMHUHa,
WHCYJIMHOION00HOrO (akTopa pocrta-1 (cM. Tabnu-
ny). ConepxaHue C-peakTHUBHOro OejKa TOCTOBEPHO
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Tabauya. JIabopaTopHbie NOKA3ATEM NPU NOCTYILIGHMH, HA 2-€ U 5-€ CYTKHU NocJie ONepanyy y 00c1e0BAHHbIX JeTeil ¢ BPOXKIeH-
HbIMH nopokamu cepaua (n=149)

TMokazarenb 1-a rpynima 2-4 Tpynmna 1-a rpynma 2-s1 Tpynma 1-s1 Tpynmna 2-51 Tpynmna Hopma
(n=103) (n=46) (n=103) (n=46) (n=103) (n=46)
MPU NOCTYTUIEHUN 2-e CyTKH 5-e cyTKu

Iemoro- 131,47£24,15 130,4%+19,83 119,9+22,371 120,3%15,01 122,7+£20,0 120,9%+14,7* 124,0—130,0
OuH, I/1
Jletiko- 10,8 9,04+2,78 14,6 13,914 4* 11,6£4,3* **  10,943,3** 7,0—12,0
LIUTHI, (3,3—34,6) 4,7—
-10°ct/n 46,9)* **
O06umit 58,48t7,7 68,0£7,36 56,9%5,4* 60,350 57,9+4,7 62,0+4,3 56—80
0eJIoK, T/1
Anb0y- 41,8%5,76 45,29+5,75 38,2+4,5 40,2+5,6 37,28+4,38* 39,2 35—54
MMH, T/ (32,1—62,0)
TIpeansoy- 0,14 0,16 0,12 (0,03— 0,13 (0,09— 0,15 (0,04— 0,15 (0,06— 0,120—0,420
muH, mr/a1 (0,03—0,34) (0,11—0,25) 0,24)* ** 0,26)*,** 0,27)** 0,83)*,**
CPB, mr/n 0,3 0,13 22,0 (0,26—  31,9£22,6*%,** 7,8(0,12— 10,4 (0,67— 0—5

(0—30,7) (0—38,0) 149,7)* ** 132,4)* ** 104,0)* **
Moue- 3,5 5,44%2,0 6,9 6,15 5,4 5,2 2,80—6,40
BUHA, (1,2—24,2) (2,1—156,0) (1,4—29,6) (1,1—=20,5)  (1,3—29,1)
MMOJTb/JT
Kpea- 42,2 44,3114,8 48,8 42,9 (14— 39,0 38,7 36,0—62,0
TUHVH, (7—169,9) (7,0—173,0) 163,6) (7,0—228,0) (10—62,7)
MKMOJIb/JT
NOP-1, 26 68,65 <25(13,0— 41,3 (25— <25 (25— 44,3 (25— 10—26 49—
HI/MJI (<25—65) (<25—202) 91,4)* ** 105)*,** 93,2)* ** 163)*,** 0—1mec 327

28—131 1-3

1—12 mec roma

IIpumeuanue. * p — NOCTOBEpHOE pa3IMUKe TTOKA3aTeIsi TI0 CPAaBHEHMIO C I0OTIEpallMOHHBIM TiepronoM (p<0,05);
** p — MOCTOBEPHOE pasiuure MEXIy 2-MH U 5-MU CyTKaMU paHHETO TocjieornepalroHHoro nepuona (p<0,05).
CPb — C-peaktuBHbIii 6e510K; MPP-1 — nHCyIMHONOT06HBII (hakTop pocTa-1.

(p<0,05) yBenuumsioch KakK pe3yJibTaT TMIepKaTabonue-
CKUX TTPOLIECCOB (CM. TaOJIHILY).

HaunbGonee BbIpaxkeHHBIE KaTaboJW4YecKWe Hapylle-
HUST ObITM BBISBJIEHBI y IeTell |-l TPYIIIBI, MOCTYITUB-
IIUUX B IEPHOJ HOBOPOXIEHHOCTH, KOTOPBIM OBLIO
BBITIOJTHEHO OTIEPaTUBHOE BMENIATEIHCTBO B YCIOBUSIX
HCKYCCTBEHHOTO KPOBOOOpAIlEHUsS] W KapAWOILICTHH.
Oco00 3HAYMTENIFHO pPearnpoBaJId ITOKa3aTeIu ah0y-
MMHa W TIpeaibOyMUHa KaK OCHOBHBIC pe3epBHBIC Oe-
KU, B ITIEPBYIO 04Yepeab OTBeYAIOIMe Ha TpaBMaTUUECKUIA
(Xupypruyeckuit) crpecc.

K 5-cytkaMm mociie ornepanuyd oTMe4aaoch CTaTUCTH-
YecKM 3HaYMMOE HapacTaHWe KOHIICHTpAIlUWd OOIIero
Oenka, npeaJibOyMUHA, C OMHOBPEMEHHBIM CHUKEHUEM
comepxanusg C-peaKTMBHOTO OeJiKa, YTO CBUICTEbCT-
BOBaJIO 00 YJIy4IIEHUU TTyJjia OEJIKOBBIX (Ppakiiudii u mo-
CTETICHHOM perpecce ocTpoda3HOro oTBeTa (CM. TabJv-
1y). YpoBeHb MHCYJMHOIIOA00HOTrO (hakTopa pocra-I1
y41,8% nereit 1-if Tpynmmbl HEe UBMEHWICS W COCTABYLUI
<25 Hr/Mmut; BO 2-1 rpymnne K 5-M cyTKaM IocJje onepaiuu

TMAHHBIN TIOKa3aTeIb He TOCTUT JOOTIepallMOHHBIX 3HaUe-
HUIA, HO UMEJI TeHACHLIUIO K TOBbIIIeHUI0 — 44,3 Hr/mi
(<25—163 ur/mur). InHaMUKa TIOKa3aTesis IIpeicTaBIcHa
Ha pHUCYHKE.

MBI TIpoaHAIM3UPOBATN COOCTBEHHBIC PE3yIbTaThl
W OIICHUJIM TIoKa3aTen (DU3NYECKOTO Pa3BUTHS NeTei
1 KOHIIEHTPAIIMI0 WHCYJIWHOMOAOOHOTO (hakTopa po-
cta-1 yepe3 60,5 Mec mocie BHITUCKHU U3 CTallMOHapa.
Cpenu maleHToOB ITepBOTO Toa Xu3HU (n=95) 6 nerei
WMeT Hanboyiee HU3KUU ypOBeHb (DM3MUIECKOTO pas-
BuTHS, B rpynme geteit crapiie roga (n=44) y Bcex ma-
LIMEHTOB MMOKa3aTe i (hU3NIECKOTO Pa3BUTHSI COOTBET-
CTBOBAJIM BO3PACTHBIM HopMaM. Takum obpazom, uepes
6+0,5 Mec Tocie BBIMMMCKYU W3 CTallMOHApa TOAaBISIO-
mee KojnuecTBo (94,2 %) neteit uMeny mokasateau hu-
3UYECKOTO PAa3BUTUS B COOTBETCTBUM C BO3PACTHBIMU
HOpMaMHU.

[lpu cpaBHEeHNM TOKa3aTeleil WHCYJIWHOITOMOOHO-
ro dakTopa pocTta-1 B cTalmoHape M 9epe3 6 mMec Imociie
BBITIUCKU OBUIO YCTAHOBJICHO CTATMCTUYCCKU 3HAUMMOE
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(p<0,05) moBbIlIEHHWE €ro YPOBHSI, YTO KOPPEIMPOBAIO
¢ nnaekcom maccol tena (+=0,501; p<0,01) u cBUnETENb-
CTBOBAJIO O 3HAYUTEJLHOM YIIyYIIEHWH HYTPUTUBHO-
ro craryca mainueHToB. Tak, B 1-if Tpymme mokasaTenb
WHCYJIUHOIIONOOHOTO (hakTopa pocTa-1 J0CTOBEpHO
yBemmamicst ¢ <25 (<25—65,0) mo 68,91+30,5 Hr/mi,
BO 2-i1 rpyrmie — ¢ 68,2 (24—202) mo 111,2+48,7 Hr/MI
(CM. PUCYHOK).
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Pucyrok. lunamuka ypoBHsi MHCY/IMHONOIOGHOIO (hakTopa po-
cra-1 (IDA-1) B 1oonepanmoHHbii IepHoi, HA 2-e U 5-e CyTKn
u crycts 60,5 mec nocJie onepamun (11/0).

a — y meTeit mepBoro roma xusHu (1-s rpymnma); 6 — y oetei
ot 1 roma o 3 et (2-s rpymma).

3amepkKa pocTa SIBJISIETCS] BaXKHOM MTPoOIeMoit y ne-
Tell C BPOXIEHHBIMU TIOPOKaMU cepara. B wmccmemo-
BaHUU c yyactueM 890 mauueHTOB C 3TOW MaToJioTvei
aBTOPHI TTOKA3aId, 9TO 55% uMenn Z-wuHpaekc (Z-score)
<—2SD pna pnuHbl Tena, 52% — s maccwl Tena, 27 %
— U MHIOEKCa Macchl Tesla. B mpyroMm mcciienmoBaHUM
cyvyactueM 89 mnaumeHTOB [19] TakkKe coOOIIATIOCH,
ytoy 27,51 21,2% malueHTOB Macca W JIMHA Teja
OBLTM MeHee 3-To TeplieHTWIsI. B HaleM nccienoBaHn
Ha (hoHEe HYTPUTHUBHOU MOMICPKKU B TOOTICPAITMOHHBIN
TepuoJ, TIPM MTOCTYIICHUW B cTaliMoHap Bcero 22,8%
u3 149 nereit umenu Z-uHaekc (Z-score) 1isl MacChl TeJa
<—28D, 11,4% — Z-wHnekc ymHa Teyia/Bo3pact <—2SD
u 18,7% — Z-unpexc 1 uHAeKca Macchl Teja <—2SD.
Hawubonee HU3KMIT ypoBeHb (DU3NIECKOTO Pa3BUTHS OBLT
y TIAIMEHTOB C ITOPOKaMU CepAlla, XapaKTepU3YIOIINMI-
s TUTIEPBOJIEMUEH MaJIoTo Kpyra KpOBOOpaIIIeHUS.

B pa6ote E. Dinleyici u coaBT. y neteit UMEHHO C 11a-
HOTUYECKMMU TIOPOKAMU YPOBEHb WHCYJIMHOITOMOOHOTO
¢akTopa pocta-1 ObUI 3HAYMTETBLHO HUXE, YeM Y 00JIb-
HBIX C allMaHOTUYCCKUMM  ITOPOKAMH, B Cpeli-
Hem 17,2%3,2, 48,744,6 MKr/a1 cooTBeTcTBeHHO [17].
B. Diindar u coaBt. onyonukosaiau B 2000 1. [19] pesynb-
TaThl, MTOATBEPKIAIONINE TTOTOXUTEIHHYIO KOPPEIISIIIIO
MeXIy HU3KUM YPOBHEM HACHIIIIEHUS KUCIOPOIOM U TI0-
KazaTeJieM WHCYJTMHOTION00HOTO (haKkTopa pocTa-1 B ChI-
BOPOTKE KPOBHM, UTO YKA3bIBAJIO HA TUTIOKCEMUIO M MOTJIO
ObITb HE3aBUCUMBIM (HAaKTOPOM, CIIOCOOCTBYIOUIMM 3a-
nepxke pocta. [To3ke 3T TaHHBIE OBLTU TTOATBEPXKICHBI
HecKoJIbKUMU padotamu [1, 17]. Mbl Takxke ycTaHOBWIU
3HAUYNTEIFHOE CHIDKEHHME B CHIBOPOTKE KOHIIEHTPAITMU
WHCYJIMHOIION00HOTrO (hakTopa pocTa-1 y nmalueHTOB
B TOOTIEPAITMOHHBIN ITEPUO]I, TIPEUMYIIIECTBEHHO Y AeTei
TIepBOTO TOAA XW3HU, TMOCTYMABIIMX B 00JICe TKEIOM
COCTOSTHWM, CO CJIOXKHBIMU BPOXICHHBIMHM TTOPOKaMHU
cepilia, COMPOBOXIAIOIIMMUCS Y MOAABISIIOIETO Yucia
JeTeil LMaHO30M.

HMmetorcss paboThbl, AEMOHCTPUpPYIOLIME U3MEHE-
HUE YPOBHS WHCYJIMHOINOAOOHOrO ¢hakTopa pocTa-1
y TIAIIMEHTOB C BPOXICHHBIMM TTOPOKaMU CepAlla Io-
cJie OIepaTMBHOTO BMEIIATENIbCTBA. Tak, B MCCIIEIOBa-
Huu A. Soliman M COaBT. ypoBeHb YKazaHHOro (akrto-
pa Tocjie ONepaTUBHOTO BMEIIATELCTBA YBETMUUIICS
¢ 46,8+29 no 77,3+47,6 mxr/n [20]. CortacHo myoJmKa-
uuu O. Surmeli-Onay, nepen onepaiueil CbIBOPOTOUHAs
KOHLIEHTpalMsl UHCYJIMHONOA00HOro ¢hakTopa pocta-1
ObUTa HWXKE y eTeil C BPOXIEHHBIMU ITOPOKaMH cep-
NIlIa B CpPaBHEHUM C MaleHTaMu 6e3 mopokoB. B mocie-
OTIepallMOHHOM TIepUOIe TTPU TUHAMUIESCKOM HaOIoIe-
HUU (B TeYeHUE MEPBOTO roja) OTMEYAIOCh yBEJIUUEHUE
MaccChl Y JUTMHBI Tejla, YTO KOPPEIUPOBAJIO C TIOBBIIIIE-
HUEM YPOBHSI MHCYJIMHOMNOMOOHOro ¢hakTopa pocta-1
M, TT0O MHEHUIO aBTOPOB, SIBUJIOCH TOKA3aTeIbCTBOM YTy~
1LIeHUsI HyTpUTUBHOTO cTaTtyca [10].

B HaireM mccnenoBaHUM CITyCTS 6 Mec TIociie oTepa-
LMY TIPAaKTUYECKU Y BCeX JeTeil HaOMoMaIn YBeInIeHIE
M3yJaeMBbIX ITapaMeTpoB (MacChl M JUTMHBI Tejla, MHAeKCca
macchl Tena), B 1-# rpynre B 1,7 pasa, Bo 2-it rpynmne B 1,3
pa3a B CpaBHEHUHU C TAKOBBIMU TTPY BBITTMCKE M3 CTAINO-
Hapa 1 yepe3 2 Mec Tociie XUPYPruIecKOro BMeIaTeTb-
ctBa. KpoMe TOrO, BHISIBJICHO CTATUCTHUECKM 3HAYMMOE
(p<0,05) roBbIllIeHNE YPOBHS MHCYJIMHOIIOA00HOTO (hak-
TOopa pocTa-1, YTO KOPPEeTUPOBaJIO C MHICKCOM MacChl
TeJia U CBUAETEILCTBOBAIO O 3HAUUTELHOM YJIyUIIEHUU
HYTPUTHBHOTO CTaTyca MallieHTOB.

SAKJTIOYEHUE

Hamwm wmccrnemoBaHus TTOKa3ajid, YTO y AeTel paH-
HEro BO3pacTa C BPOKIECHHBIMU TTOPOKAaMHU Cepalla ypo-
BeHb MHCYJMHOIIOOOOHOrO (hakTopa pocta-1 U3MeHEeH,
YTO MPOSIBIISIETC HU3KOM KOHIEHTpAaIlMel B Ipeaore-
parmoHHOM Tiepuonme y 40,7% TalMeHTOB B BO3pacTe

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014

87




ot 0 mo 1 roma ny23,9% BBo3pacte ot 1 roma a0 3 JieT.
ITpu niuHaMuyeckoM HaOMOAeHUM Ha ¢GoHEe HazHaye-
HUST 3(DGhEKTUBHOW HYTPUTUBHON TOMIEPXKU OTMeda-
€TCsl yBeJIMYEHUE YPOBHSI UHCYJIUHOIMOA00HOTO hakTopa
pocra-1 B 2,4 pasa y mallMeHTOB IEPBOrO rojua >XWU3HHU,
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TakTuka BBCJICHHUA IIPUKOPMA Y JieTei ¢ aTONnuYeCKUM JAEPMATUTOM

O.B. Tpycosa, U.B. Makaposa, A.B. Kamaes, JI. A. lasenko

CaHkT-lMNeTepbyprckmini rocyaapCTBEHHbIN NeanaTpmuyeckuii MeamuHCKNn YyHUBEPCUTET

Complementary feeding tactics in infants with atopic dermatitis

O.V. Trusova, 1.V. Makarova, A.V. Kamaev, L.A. Galenko

Saint Petersburg State Pediatric Medical University

ATonuyecKHii IepMATHT — YACTOE XPOHHYECKOE BOCTAIMTEIbHOE 3a00/1eBaHue y nereii. le0ioT 0osie3Hu 1 (ha3a mporpeccupyrommx
KOXKHBIX BBICHINIAHHI OOBIYHO MPUXOAATCS HA BO3PACT MOJIOXKE 6 MeC M COBNAJAIOT MO BPEMEHH C ITANOM BBeJleHHsI MEPBbIX MPH-
KOPMOB B paliioH pe0eHKa. BBeneHne NpuKopMa HAYMHAETCA Y JeTeil C aTONUYECKNM IePMATHTOM B T€ JKe CPOKH, YTO U Y 3J0POBBIX
JieTeil, O/IHAKO B TAKTHKE BBeeHUsI MPMKOPMA CYIECTBYIOT 3HAYMTe IbHbIe pa3inyus. [1oapooHo 00CyKIAI0TCA MPUHIMIBI BBIOO-
Pa nepBbIX NPUKOPMOB Y J€Teil C aTONUYECKHM ePMATUTOM, MPABWIA BBEJEHHS MPUKOPMA, HEOOX0AMMAs MOJATOTOBKA MALMEHTA
M Mepbl NPeI0CTOPOKHOCTH. [IpHBeIeHHbIE MOI0KEH!S MOAKPENIeHbl KIMHNYECKHM MPUMEPOM.

Karouesvie crosa: demu, amonuyeckuii depmamum, NULe6as AANepeUst, NPUKOPM.

Atopic dermatitis is a common chronic inflammatory disease in children. The disease onset and eruption progression most commonly
occur at the age of less than 6 months and coincide with the timing of the first complementary foods. Complementary foods are given
to infants with atopic dermatitis at the same time as to healthy babies; however, there are significant differences in complementary
feeding tactics. The paper discusses in detail principles for choosing the first complementary foods for infants with atopic dermatitis,
rules for introducing of complementary foods, necessary patient preparation, and precautions. The given assumptions are strength-

ened by a clinical example.

Key words: infants, atopic dermatitis, food allergy, complementary foods.

TOMUYECKUIA IEPMATUT — XPOHUUYECKOE 3a00JIEBaHUE,
Apa3BMBa1omeecsl Y JIML C TeHETUYECKOM Mpeapacro-
JIOXKEHHOCTBIO K aTONKWU. XapakKTePHO pelMAUBUpPYIOIIEe
TeyeHue 3a00JIeBaHusl C ONPEeAeSIEeHHON BO3pacTHOM nu-
HAMUKOI, 3yIIIIMMU 9K36MATO3HBIMU U JIMXEHOUTHBIMU
BBICBIITAHUSIMU, TIOBBITIICHHBIM YPOBHEM CHIBOPOTOYHOTO
IgE 1 runepuyBCTBUTENBbHOCTBIO K aJZIEPIeHHbBIM U Heasl-
JiepreHHbIM akropam [1].

J1e610T aTonuuyeckoro aepMaTuTa B paHHEM BO3pa-
CTe, Kak MpaBWIO, acCOLMUPOBAH C MUILIEBON asuiep-
rueit [1, 2]. OcobeHHO BaXXHO AJI AETCKOro Bpaya To,
YTO TPAH3UTOPHbIE ALJEPTUYECKUE peaKlMyh Ha MUY
MpY HAIMYMU  TMpefpacrosaraloliero reHeTUYeCKOro
¢ona TpaHchoOpMUpYIOTCS B aTOMUYECKUN JEPMATHUT,
HEKOHTPOJIMPYEMOE U HEMPEPbIBHO-PELIUIMBUPYIOLIIEE
TeYeHUe KOTOPOro HAeT CTapT aTONMYEeCKOMY Maplly:
aTOMUYECKUI OepMATUT — aJUIEPrUYecKuil PUHUT —
OpoHxMasnbHast actMa | 3].

IMpusHaku 3a00J€BaHUSI MOTYT TMOSIBUTBCSI C TIEPBBIX
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HeJeb XU3HU pedbeHKka. K BO3MOXHBIM MTpeaBeCTHUKAM
aTOINUYECKOro AepMaTUTa OTHOCSIT TOKCUUECKYIO SPUTE-
MY HOBOPOXIIEHHBIX, MIPOSIBJIEHUsI CeOOpEHOro aepma-
TUTa y peOeHKa B Bo3pacTe 1—3 Mec, YIopHbIe OIpesio-
CTU MPU UJICAJIBHOM YXOJI€, CYXOCTh KOXMU.

B manbHelieM pa3BUBaIOTCS TUITUYHBIE TTOIMMOPd-
HbIe BBICHITIAHUST aTOMUYECKOTO JepMaTUTa— TUIIepe-
MMSI, OTE€K W MHPUIBTpalUs KOXH, Mamyiabl U OJISIIKA
U B HanboJiee TSIKENbIX ClydasiX — MOKHYIIAsl AeTcKasl
9K3eMa, HEpeNKO OCJIOXHEHHasi BTOPUYHON OaKTepu-
aJIbHOM WJIM CMelllaHHOM MHGEKIIMeN B MeCTaxX BbIChINa-
Huii [1]. B 45% cnydaeB ne6I0T aTOIMMYECKOTO IepMaThTa
MPUXOIUTCS Ha TIepBbIe 6 MeC KU3HU pebeHKa [2].

3aMeTHBI [1Ba MM1Ka J1e0I0TOB aTOMUYECKOro JepMaTh-
Ta Ha MePBOM TOIY XXU3HU:

* B BO3pacTe 4—6 Hell; UTPAIOT POJIb UMMYHHEBIE U3-
MEHEHHUS B OpraHn3Me pebeHKa, MHOTIa — IoTepst TPy/I-
HOTO BCKapMJIMBaHMSI JIMOO HEOOOCHOBAHHOE pacIlIvpe-
HUE TUEThI KOPMSIIIIe MaTepu;

* B Bo3pacte 4—6 Mec; MyCKOBBIM MOMEHTOM SIBJISIET-
csl TIpeKpalieHue TPYIHOro BCKapMJIMBaHUsI, HECBOEBpE-
MEHHOe JIM00 HealeKBaTHOE BBeIeHNE TIPUKOPMOB.

Takum obpaszom, ae0IT U (paza HapacTalOIIUX KIIM-
HUYECKHX TPOSIBJICHUIT aTOMMYECKOTO JepMaTUTa OUYeHb
4YacTO COBMAAAlOT I10 BpEMEHU C IEPUOIOM BBEICHMUS
B palloH peGeHKa MePBBIX TPUKOPMOB.

BaxHast 0COOEHHOCTb aTONMMUYECKOTO JepMaTh-
Ta — XPOHUYECKOE WIM PeHUIMBUPYIOIIEe TeUueHUe.
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B pesynbrate cucTeMHOCTH TTOpaXkeHUsT Ha oHEe TeKy-
IIEro BOCMAIUTEJbHOTO Mpolecca HE TOJbKO B KOXE,
HO M B CJTU3MCTHIX XKEJTYIOYHO-KUIIIEYHOTO TpaKTa Ipo-
HCXOAAT XapaKTePHbIE TEPUOIUYECKUE PELIVINBEI BHICHI-
TTaHW «O6e3 OUeBUIHOM TTPUYHHBI».

B psime ciiyyaeB mTMarHOCTUPOBAThH IMMHINEBYIO ajliep-
TMIO U YCTAHOBUTH BUHOBHBIM MPOAYKT yAAETCS OTHOCU-
TeJIbHO JieTKo. Hampumep, Tpu pa3BUTUM HEMEUIEHHO
TToCie  YIOTPeOIeHUsT TIPOAYKTa PeaKIuy, IPOoTeKalo-
el 1o TUTTY aHa(WIIAKCUU: TIOSIBJICHUE B TCUCHUE He-
GOJTBIIIOTO BPEeMEHM TIOCIIE eIl SPUTEMBI, KPAITMBHUIIHI,
DPBOTHI, 0OECITOKOMCTBA WJIM BSUTOCTH, CTPUIOPO3HOTO
IBIXaHWs, OpoHXocma3Ma. Takue oCTphie W OTYCTIIMBBIC
peaxIMy Jare OTMEeYaroTcsl Ha MOJIOKO (B TOM YHCIIE KO-
3be), siiilia, peiOy, Mel, OPEXH, COIO.

Ecmu mpuuwHa 3a0601eBaHUS — TIPOMYKT, KOTOPBIA
peOEeHOK MOJyYaeT exXeTHEBHO, a KITMHUYECKHE MPOosIBIIe-
HMSI peakIIMK He CTOJIb OYpHBIC W Pa3BUBAIOTCS HE B TIep-
BbI€ MUHYTBI TIOCJIE €/IbI, CBSI3b BBISIBUTH KpaifHe HEJIETKO.

Heo6xooyMoO TIOMHMTH O TOM, 4TO BBICHITTAHUS
Ha KOXe — He eIMHCTBEHHOE TIPOSIBJICHNE aTOTTMYECKO-
ro JepMaTUTa W MUIIEBON autepruu. [acTpomHTeCTH-
HaJIbHbIe CUMITTOMBI MMEIOTCST TTIOUTH Y BCeX MAllMeHTOB
(v 80—97%). XapakTepHBl CpPBITUBAHUSI, METCOPHU3M,
00JT1 B XKMBOTE, HEYCTOWIMBBIN CTYJI C BBIICIICHUEM CITH-
31, 3aIopbl, OECIOKONCTBO IOCJE €Ibl. DTU peakluu
IJIOXO pacro3HaloTcs U Haubosiee 4YacTo TPaKTYIOTCS
KaK «IMCOAKTeprO3 KUIIeUHUKAa», JJaKTa3Has HeIoCcTa-
TOYHOCTbD U TIp. [4].

NMMyHHasT HeTlepeHOCHMOCTD TTHINEBBIX TTPOIYKTOB
MOXET OBITh OOYCJIOBJIEHA Pa3IMIHBIMA MEXaHU3MaMHU.
O6cyxnatorcst pearuHoBbli (IgE-3aBucumblil) u IgE-He-
3aBUCHMBIi ITyTH peakimu. [TocienHuit, BeposTHO, CBA3aH
C IIeATEJIbHOCTBIO ajuiepreHcrennduuHbIX T-KJIeToK; ero
4acTOTa BCTPEYAEMOCTH MOXET COCTaBIATH OT 15 no 40%
BCEX CIydyacB MMMYHHOM HENepeHOCHMOCTH, HaIlpuMep,
0eJTKOB KOpPOBbETO MojioKa. Hammdame pasmmaHbIX Mexa-
HM3MOB UMMYHHOTO OTBETa IPY MUIIEBOI aJUIEPTUU U He-
COBEPIIICHCTBO JTA0OPATOPHBIX CITOCOOOB TMATHOCTUKU
JeJIaloT MaJOMH(MOPMATUBHBIMU WCCIICIOBAHUS Ha ITH-
LLIEBYIO ajlyiepruto in vitro [4, 5]. JlabopaTtopHbie MeTOIbI
TUATHOCTUKM OECITOIE3HBI B KAUeCTBE MHCTPYMEHTA MpeT-
CKa3aHMs peaKIIMX Ha TIPOIYKTHI, KOTOPbIC TIAHUPYIOTCS
K BBe/ICHUIO B pallMoH pebenka [1]. [luieBoit qHEBHUK,
MOCTOSIHHOE ~ OTciiexkuBaHue 3¢hdEKTOB MUMUHALMN
U TIPOBOKALIM  SIBIISTIOTCS  €MMHCTBEHHO JTOCTOBEPHBIMU
[1, 5, 6] 1 MOMOTaIOT JOCTUYb HAVUTYYIIHNX PE3YJILTaTOB.

BBenmeHne mpuKopMa HaYMHAETCS y IETE ¢ aToImmde-
CKHUM JIEPMATUTOM B TOM e BO3PACTe, UYTO U Y 3MOPOBBIX
JeTeid, — ¢ 5-ro Mecsma Xu3Hu [6, 7]. [TpuHIUTaTbHBIX
pa3TMYMiA B TAKTMKE BBEICHUS MTPUKOPMa He CYIIECTBY-
eT. OmHaKO IS YCITEITHOTO BBEACHUS ITPUKOpMa HEOOXO0-
JIUMO COOTIONATh PSII BaKHBIX ITPABWIT;

1) HeKOTOpBIE MPOAYKTHI BBOAATCS Y A€TEH C aTOMU-
YECKHUM JEPMaTUTOM HAMHOTO ITO3[THEE, YeM Y 3IOPOBBIX.
Tak, MOJIOYHBIE TIPOIYKTHI: CIMBOYHOE MAaciio, Kedup,
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TBOPOI — BBOJSTCSl CTPOTr0 MHAWBUIYaJTbHO, Kak Mpa-
BWJIO, B Bo3pacTe crapiilie 1 roaa; siiua, ppida, KypuHoe
MSICO U APYTUE MPOAYKTbI, YaCTO BbI3bIBAIOIINE ajliep-
TUI0, BBOJSITCSI TOJILKO Y JieTeii cTapiiie roaa [7];

2) Bce MPOAYKThI MPUKOPMA BBOASITCS 10 pa3ieabHO-
CTH, JUISl OLEHKU TepeHOCUMOCTU. Ha mepBbiX cTamusix
BBEJIEHUSI IPUKOPMa BBOJSTCS TOJbKO MOHOKOMIIOHEHT-
Hble 0o («KOMIIOHEHTOM» CJIElyeT CUMTATh Jaxe MU-
HUMaJbHbIe 100aBKU, TaKUE KaK KpaxMall, paCTUTEIbHOE
MacJo, Crieluu 1 JIIoOble IpyTrue);

3) NpearnouYTUTEbHbI TIPOAYKTBI NE€TCKOTO IMUTaHUS
C KOHTPOJIMPYEMbIM KauyecTBOM [7];

4) caMoe TJIaBHOE YCJIOBUE W 3aJI0T ycrexa — KOM-
TJIEKCHBIN MOAXOJ K TePANUK aTOMMYECKOTo JepMaTUTa,
BKJIIOYAIOUIMIA COUYETAaHUE AUEThl, UHIUBUAYAJTBbHO MOI0-
OpaHHOTrO yxoJa 3a KoXel, Hapy>KHOH Tepanuu, CUCTEM-
HoIi (hapmakoTepanuu.

IMpakTryecku J10001 MPOAYKT MUTAHUSI MOXKET CTaTh
aJUIepreHoM U NMPUYMHON pa3BUTHS TUILEBON asuiep-
ruu [3]. OnHako OnHW MPOAYKTHl MUTAHMSI 00JIAAAIOT
BBIDAXKEHHBIMU  CEHCUOWJIU3UPYIOIIMMU CBOMCTBaMU,
ay IApyrux sTa CIocoOHOCTh MeHee cuibHas. B HacTo-
sIeil ctaTbe Mbl MPU pazdope KIMHUYECKOTo Mpumepa
XOTUM T0Ka3aTh 3TAITHOE BBEACHWE TPUKOPMA Y pebeHKa
C aTONMWYECKUM JEPMAaTUTOM C MPEUMYILIECTBEHHbIM UC-
MOJIb30BaHUEM JIMHEMKM HU3KOAJUIEPTeHHBIX MTPOJYKTOB
JIETCKOTO MUTAHMUSI.

IMpu Ha3HaueHNU MPUKOPMA HEOOXONUMO YUUTHIBATH
OCTPOTY M TSIKECTb aTOMUYECKOrO JepMaTUTa, BbISIBJICH-
HbIE U TTOI03peBaeMble BUHOBHBIE ajljiepreHsl [7]. B To xe
BpeMsI IMeTa B 11000 MOMEHT JOJKHA o0ecrieurnBaTh (hu-
3MO0JIOTMYECKUE TOTPEOHOCTU peOeHKA B MUTATEbHbIX Be-
LIECTBAX, SHEPTUU, BUTAMUHAX, MUHepanax [1, 7].

Eciu KkoMIuiekCcHOE JieueHue aTONUYeCcKOro 1epMaTH-
Ta He HaJlaXeHo U 3a00s1eBaHUE MPOTEKAET OECKOHTPOJIb-
HO, BBICOKA BEPOSITHOCTb KpaiiHe HebJaronpusTHOro
ClieHapusi: BbICBIMIAHUS Y peOeHKa HEMPEPbIBHO PeLIUAM-
BUPYIOT, YTO CO3JAET OYEHb YOEIUTEIbHYIO, HO JIOXHYIO
KapTUHY <«aJlJieprud Ha Bce». JIio6asi mombITKa BBECTU
MPUKOPM 3aKaHUMBaeTcsl Heynadyeil. HensbexHa norepst
JIOBEpUsl pOoAUTEsIell K Bpauy, KOTOPbI He B COCTOSIHUU
MOCOBETOBATh «I€ACTBUTEIBHO TUIOAJUIEPITEeHHOE» TTUTA-
Hue it Madbia. [TonoOHble 3MU301bl HEPEAKO IJISITCS
MecsiiaMu, ay pebeHka ObIcTpo (HOpMUPYIOTCS Herpa-
BWIbHbIE MULIEBbIe MTPUBbIUKU. Hepenku ciyyau rpyooro
HapylleHUs] CPOKOB BBEACHUSI TPUKOPMA, KOTIa peOeHOK
B Bo3pacte | roja u crapuie MUTaeTcst TOJAbKO TPYIHBIM
MOJIOKOM (WJIM afanTUPOBAaHHOI cMechlo). Takue Hapy-
LIEHUST HEITPEMEHHO CKa3bIBAIOTCSl HA HYTPUTUBHOM CTa-
Tyce U pa3BUTUM pebeHKa. K HeraTuBHBIM MOCIEACTBUSM
HapyllIeHUs] CPOKOB BBEIEHUSI TPUKOPMa OTHOCSITCSI:

. neUIUT MUKPOHYPHUEHTOB (Kejie3a, IIMHKA,
MeIU U Ap.);

*  3ajepxka GDU3NYECKOTO Pa3BUTHUS;

*  3alepxXKa HEPBHO-TICUXUYECKOTO PA3BUTHUS;

*  HapyueHue HOPMUPOBAHUS MUIIEBBIX MPUBbI-
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YeK (B TOM YMCJIe HABBIKOB XKeBaHUS U TJIOTAHMS, B 1aJTh-
HeiileM 0TKa3 OT TBEpAO¥ MHUILN);

*  3amepXKa CO3pEBaHUSA CTPYKTYPHI M (DYHKIIUU
OpPTaHOB XeTyIOYHO-KUIIIEYHOTO TPAKTa;

*  3amophl;

*  aHeMWW.

TakuMm oOpa3zoM, B Hauaje HaOJIOAEHUs MalueHTa
MTPOBOMASITCS HEOOXOMMMBIE TUATHOCTUYECKUE U JieueO-
Hble MeponpusATHs. [IpuKopM He BBOAST Y peOcHKa, Ha-
XONSIIETOCST B MMATHOCTUYECKOM TIEPUOAE U Iepruoze
moadopa Teparuu aTonu4YecKoro aepMarura [§].

BaxXHBIM TUETHMUYECKMM MEpPOTIPUATHEM Y peOeHKa,
HaxOIAIIETOCS Ha TPyTHOM BCKAapMIIMBaHWM, CTaHO-
BUTCS MOAOOp AMETHI ISt KopMsiieil MaTepu. PeGeHok
Ha MCKYCCTBEHHOM BCKapMJIMBaHWU JIOJDKCH ITOJYyJaTh
UHAUBUAYAbHO 3G (HEKTUBHYIO CMECh HAa OCHOBE T1y00-
KOTO THIAPOJIN3a Ka3eMHOBBIX WJIM CHIBOPOTOYHBIX Oell-
KOB KOPOBBETO MOJIOKA JTM0O, 1O TTOKa3aHWSIM, aMUHO-
KUCJIOTHYIO cMech. [lepexon Ha HOBYIO CMeCh U OlleHKa
pe3yJibTaTta TpeOyIOT, Kak paBujio, He MeHee 3—4 Heql.
BaxxHo, 4TO B 3TOT IMepro MapajuIeTbHO BeIeTCs TTOI00D
aJleKBaTHOM (hapMaKOTeparmMy aTOITMIECKOTO IepMaTnuTa
1 KOMITIEKCHOTO yXO0Jla 3a KOXel C TeM, YTOOBI 06ocTpe-
HUSI CTaJI MUHUMAJIbHO BhIpaXXeHHBIMU [6, 8, 9].

Jayiee HAYMHAIOT BBEICHKME TIPUKOPMA TT0 TIPUHITUITY
MOHOKOMITOHEHTHOCTH; 3TAITHOCTH; ITOCTOSTHHOTO Ha-
OJTIOIEHNST Y BEACHUS 3aITMCEel, TTO3BOJISIIOIINX OIEHUTh
CBSI3b COCTOSTHMSI KOKM peOeHKA C BBEICHUEM IIPUKOPMA.

HamvonansHast TiporpamMMma ONTUMU3AIMU  BCKap-
MJIMBaHUS IeTe epBoro roga Xu3Hu Coro3a reauaTpoB
Poccuu [7] pekoMeHIyeT BBelAeHWE MEPBOro MPUKOpMa
— OBOIITHOTO ITIOPe WJIW KaIlli B Bo3pacTe oT 4 1o 6 Mmec,
a MSICHOTO ITIOpe — B Bo3pacTe crapiie 6 Mec.

JInst mauMeHToB, IUIOXO HaOMpalIluMx Maccy Tena
WJIW CKJIOHHBIX K Tapee, BO3MOXHO BBEJICHHUE B KaUeCT-
Be TIEPBOTO MTPUKOPMa 6e3MOJIOUHBIX Kalll, OTHAKO TaKue
peNIeHUs SBIISIOTCS, CKOpee, UCKITIOUEHUEM B aJuIepro-
Jloruyeckoil mpaktuke. s GOJbUIMHCTBA AETEN C aTo-
MMel Kallli PeKOMEHIOBaHBI B KAYeCTBE BTOPOTO TPH-
Kopma [4].

TakuMm 00pa3oM, B KaueCTBE IMEPBOTO IMPUKOPMa MBI
BbIOMpaeM MOHOKOMITIOHEHTHoOe (Oe3 caxapa, COJid, Ma-
Cia, 3arycTuTeliell) Miope W3 HU3KOAIEPTeHHBIX KalTy-
CTBI OPOKKOJIM, IIBETHOW KaITyCThl, Kabauka. Komude-
CTBO ITIOPE HapalIuBacM OOBIYHBIM CITOCOOOM, TOBOJISI
nocreneHHo 10 130—150 r Ha kopmieHue. B nanbHeit-
IIeM, TIPY XOPOIIIei IepeHOCUMOCTH, BO3MOXKEH TIePeX0]]
Ha TTI0pe U3 HECKOJIBKUX OBOIIEH, pacIITMPEHNE aCCOPTHU-
MEHTa BBeIEHUEM THIKBBI, KapTodesi, MOPKOBH, 3e€JICHO-
ro ropoiika. B cBs3u ¢ HEOOXOAUMOCTBIO OTCJIEXUBATH
TIePEeHOCUMOCTh KaXKIO0TO HOBOTO KOMITOHEHTa HE MeHee
3 cyT, TIpollecC BBENEHUsI W PacIIUpeHUs ePBOTO MPH-
KOopMa JUTATCST IOJIbIIE, YeM Yy 3MOPOBHIX aeTeil. HoBbie
KOMIIOHEHTHI HE BBOJIAT B THU TTOSIBJICHUS CBEXKMX SIPKUX
BBICBHIITAHWI Ha Koxke. He mormyckaoT ogHOBpEeMEHHOTO
BBEICHUS IIPUKOPMA 1 BaKIIMHALIMH.

OBoIITHbEIE MOHOKOMITOHEHTHBIE TTope «PpyTtoHsHs»
conepXaT TOJIBKO OBOIIM M HEOOJBIIOE KOJTMYECTBO CIIe-
IIMATHHO TTOITOTOBJICHHOM IETCKOM BOMbL. B accopTrmeH-
TE BapUAHTHI «IIEPBOTO BBIOOPa» Y AETEH C aTOMMMYSCKUM
JIePMATATOM: TTIOpe W3 OPOKKOJM, W3 I[BETHON KaITyCTHI
(pa3pellieHbl K MPUMEHEHMIO € Bo3pacTa 4 Mec), U «I1o-
CJIEMYIONIEeTo BHIOOpa»: IMOpe MOPKOBHOE (pa3perieHo
K IPUMEHEHMIO C Bo3pacTa 4 Mec), IMOpe THIKBEHHOE,
mope 13 KabauKoB 1 KapTodes, Tmope 13 6pOKKOJIN 1 Ka-
0avYKOoB, IMOpPE W3 I[BETHOM KaryCThl W KaOayKoB, ITIOPE
U3 S10JI0K ¥ KabauKoB (pa3pelleHbl C BO3pacTa 5 Mec).

Yepez 3—4 Hen MOXHO MPUCTYIUTh K BBEJCHUIO
kamm. [lepBoil Kamreid [T pebeHKa C aTOTTMYECCKUM
JepMaTaToM JIOJKHA OBITh Kallla MOHOKOMITOHCHTHasI,
6e3MosiouHast, OesrmoteHoBas. Kamm «®DpyroHsHs»
JUISl IEPBOTO MPUKOpPMA: IpeyHeBas Oe3MosiouHasi (co-
JNEPXUT TPEUYHEBYIO MYKY, BUTAaMWHBI, MUHEpaTbHBIC
BeIlleCTBa), pucoBast 6e3MOJI0UHAsT (COMEPKUT PUCOBYIO
MyKY, BUTAaMHUHBI, MUHEpaJbHbIC BeIlecTBa). Y AeTeit
C aTOMMYECKUM NIEPMAaTUTOM, HE3aBUCUMO OT XapakKTe-
pa BCKapMJIMBaHMS (€CTECTBEHHOE W MCKYCCTBEHHOE),
JUTS pa3BeleHUsT Kallld 11e1eCO00pa3HO  MCIOIb30BaTh
cMech-TUIpoIn3aT. Takoe moGaBieHUE ITOMOXET HACHI-
TUTH PAIlMOH pebeHKa KaK KaJJOpUIHOCTBIO, TaK M HE0O-
XOIVMMbIMU BUTAMUHAMU U MUKpO3JIeMeHTaMu [9].

IMoce ycmenrHOro BBEACHUS KAIIKA PeOEHOK MOXKET
MoJyyath MPUKOPM 3 pasa BJieHb: 2 pa3a oBoluu, 1 pa3
Kalry i Hao6opoT. Jlajee BOZBMOXHO BBeleHUE MpyK-
TOBOro Iope (M3 500K, Tpyll, YepHOCIWBA, Kyparu,
YepHUKHW), OHO HCITOJIb3YeTCsl B Ka4ecTBe JecepTa JTMoo
B KOMOMHAIIUY C KAIlIKOM IETSIM, KOTOPBIM HE HPaBUTCS
BKyc Kaimy. OqHaKo Jalie y IeTeil ¢ aTOmMIecKuM Jiep-
MaTUTOM TIPEAIIOYTEHUE OTHAeTCs 3-My MSCHOMY TIpH-
KOpMY.

MscHoe mope BBOAMTCS B Bo3pacTte 6,5—7 Mec, BHa-
yajie B KonmmuecTse 10 30 1, B 7—8 Mec XXKM3HU 00beM MsIC-
HOTO ITIOpe JOJDKEH COCTaBIISATh OKOJIO 50 I'/CyT, a K Tomy
— 10 70 [4]. Ecnu peGeHOK HaxonuTCsl Ha 6€3MOJIOUHOM
MMUTaHUM (HE TIOJTyIaeT HU TPYTHOTO MOJIOKA, HU aarTh-
POBaHHOI cMecu), eMy HeoOXOAUMO OoJibliiee KoJUye-
CTBO MSICHOTO Tiope. B aToMm ciydae peGeHOK IoTyyaeT
MsiCHOe miope 2—3 pa3a B TeUeHUE THS.

IlameHTaM, 4yBCTBUTEIBHBIM K O€JIKY KOPOBBLETO
MOJIOKA, B KAYeCTBE CTAPTOBBIX HE TIOAXOIST ITIOPEe U3 TO-
BSITMHBI, TEJIITUHBL. BceM IeTsIM ¢ ajutepruaecKuMU Ipo-
SIBIICHUSIMU HEXXEJIaTeJIbHO BBEICHUE KYPUIIHI 10 12 Mec
KM3HU. XOpOIlel ajbTepHAaTUBOM CIIy>KUT ITIOpe Ha oc-
HOBE CBUHWHBI, KPOJIWKA, WHIACHKM, STHATUHBL. [Trope
u3 Msica wHIelku «PpyroHsHS» comepXuT: MsSCO WH-
neiiku, oxnaxkneHHoe (55%), Bomy, KyKypy3HOe Macio,
MYKY pucOBYI0 (He 6ojiee 5% mist KoHcucTeHmn). [Trope
u3 Msica Kposika «DpyroHsaHsS» comepXuT: MsIcO KpOIn-
Ka, oxiaxaeHHoe (55%), Bomy, KyKypy3HOe Macjio, MyKy
pucoBylo (He 6osee 5% 11t KOHCUCTEHIINN).

Heobxonumo 0co00 MOMYEPKHYTH OJAronpusiTHbIE
pe3yIIBTaThl KIWHWYECKOTO WCITBITAHMS JTMHEHKHU IIpO-
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JIYKTOB MEPBOro MPUKOPMA Y IETEN C OTATOIIEHHON Ha-
CJIEICTBEHHOCTHIO 10 ATOMUM U JIETKUMU MTPOSIBJICHUSIMU
artonmueckoro nepmatuta [10, 11]; KnuHuueckoe wuc-
cjefoBaHKe NpoBoaAWIoch B HaydHOM 1LieHTpe 310pOBbs
nereit PAMH [10, 11]. OTMe4eHO OTCYTCTBUE ajllepru-
YeCKMX PeakInii Ha IPOIyKThl TpuKopMa «DpyroHsHI»
CO CTOPOHBI KakK KOXH, TaK U XKeJIyJOUHO-KUIIEYHOTO
TpakTa.

BaxHO mMOHMMAaTh, YTO rapaHTUPYET MCIOJb30BaHUE
KOHCEpPBOB [UISI AETCKOTO MuTaHusl. [leTckoe mnuraHue
«®pyroHsaus» (OAO <«JTPOI'PECC») mnpousBomutcst
B CTEKJISHHON Tape MeTOAOM ropsiyero posnusa. ChIpb-
€M JUIsl U3TOTOBJIEHMSI TIOpE SIBJISIIOTCSI CBEXMWE OBOILLIU,
KOHTPOJIMpYEMbIE 10 MapameTpamM Oe30MacHOCTA U 3a-
TOTOBJIEHHBIE C UCMOJIb30BAHUEM TEXHOJIOTUU I1I0KOBOM
3aMOpPO3KM, a He M30BITOYHOIO HarpeBa, Kak Yy HEKOTO-
pBIX Opyrux mnpousBoauTeseil. Takoil momaxoa CHUXaeT
paspylieHue BUTaMUHOB. B pesysisrare mpomykT mo 6e3-
OnacHocTh (OTCYTCTBUE HUTPATOB, MECTULIMAOB MU Ip.)
3HAYUTEJBHO TPEBOCXOJUT IMIOPE, U3TOTOBJIEHHbBIE JOMA
13 MOKYMHBIX oBollieid. [TuTarenbHasi LEHHOCTh MPOMYKTA
BbIIIIE, YEM Yy MIOPE JOMAIIHETO MPUTOTOBJIEHHUS U3 OBO-
e U PPYKTOB «C Ta4r», TIOCKOJIBKY JaYHbIE TIIOIBI Xpa-
HSIT B TEYEHUE MHOTHX MECSILIEB IPU KOMHATHOM TeMriepa-
Type JIn0O 3aMOPOXKEHHBIMU B OLITOBOM MOPO3UJIbHUKE.

[MpuBomMM KIWHWUYECKUI TIpUMEp BCKApMIIMBAHUS
pebeHKa MepBoro roja XU3HU ¢ aTOMUYECKUM IepMaTu-
TOM.

JeBouka KceHusi ponwiach IOHOIIEHHOM, pocia
1 pa3BUBAJIaCh MO BO3PacTy, He OoJjiesia OCTPhIMU 3a00-
JIeBaHUSIMU, BaKLUMHUPOBaHa Mo KajeHaapio. PebeHok
C OTATOIIIEHHO! MO aTOMUU HACENCTBEHHOCTbIO (Y OTLIA
aTONMUYECKUi JepMaTUT, ToUIMHO3). PebeHok ¢ poxie-
HUSI Ha UCKYCCTBEHHOM BckapmiuBaHuu. C Bo3pacta
3 Mec poaMTesu CTad 3aMeydyaTb Yy J€BOYKU TMEePUOAU-
YECKUE BbICHIMIAHMWSI B BUIE TUNEPEMUU, OTEYHOCTU
1 MEJIKMX Manysa Ha lekax, liee, cnuHe. [lepBoe Bpemsi
BBICBITIAHMSI CIOHTAHHO UCYE3IM B TeUeHUE 5—8 THEil.
C 4,5 Mec XU3HU BbICBINIAHUSI MPUOOPESN MOCTOSIHHBIA
XapakTep, MOosIBUIICS 3y1, OecrokoicTBo pedeHka. Huka-
KOTO JIeYeHUsI He TTPOBOJMIIOCH, HO ObLIY MOMBITKYU 3aMe-
Hbl cMecu. BHavasie ananTupoBaHHYI0 MOJIOYHYIO CMECh,
KOTOPYIO Tojyyan peOeHOK, HEOOOCHOBAaHHO 3aMEHWUJIN
CMeCbI0 aHTUPEDIIIOKCHOTO IEHCTBUSI, 3aTEM — Ha CMECh
Ha OCHOBE 1I€JIbHOTO KO3bEro MOJIOKa, yepe3 2 Hel —
Ha CMeCb Ha OCHOBE YaCTMYHOrO TUAPOJIM3a KaTero-
puu TA (npoduaktuyeckas cmech). dddekra oT 3TUX
Mep He IMOJIyYeHO, Ha «I1oI00p CMeCH» 3aTpayeHo OoJiee
1,5 mec. bbuto mpuHsTO peleHrne 0 HeOOXOAMMOCTH BBE-
CTH TICPBBIM MPUKOPM M, TAKUM OOPa30M, «BBHITCCHUTH»
OMNpeleeHHYI0 OObEMHYI0 4YacTb MOJOYHOW CMECH.
ITepBble MOMBITKY BBEACHUS MIOPE U3 IBETHOW KaIyCThl
(1 neHb), 3aTemM Kabauka (2 nHsI), 3aTeM PUCOBOM Kallu
(1 neHp) MPUBOAWIU K OBICTPOMY TMOSIBICHUIO SIPKOW TU-
MepeMUM, CBEXXUX BbICBINIAHUI aTOMMYECKOTO 1epMaTUTa
B 100aB/ieHUE K yxxe umerouumcs. Poautenu notepsiiv
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Bepy B HAOJIOMABITMX MX peOeHKa Bpadeil M 00paTHiINCh
K IpYTMM KOHCYJbTaHTaM. B Bo3pacte 7 Mec pebeHKy 1o-
PEKOMEHIOBAIM TePEHTH Ha CMECh Ha OCHOBE TJIyOOKO-
TO THIPOJIN3a CBIBOPOTOYHOTO OeTKa KOPOBLETO MOJIOKA
1 BpEMEHHO BO3IepXaThCsl OT BBeIeHUsI ImpukopMa. Ye-
pe3 1 Hex rTocte iepexona Ha THAPOIM3aT KoXa Y IeBOUYKHU
MPaKTUYECKU MOJTHOCTbIO OUUCTUIAaCh. PoauTenn Bo306-
HOBWJIM TIOTTBITKH BBEAEHUS TIPUKOPMOB (T€ Xe IIBETHAsI
KamycTa, Kaba4yok), 1Mocjie 4Yero HeMeIJIeHHO MOSIBUIUCh
CBeXUe SIPKUE BBICHITIAHUS Ha JINIIE.

K nam Ha kadenpy anineporojorud U KIMHUYECKON
dapMakosornm peGeHOK BITEPBBIC ITOCTYIMI Ha OCMOTP
B Bo3pacte 7,5 mec. JIeBouka akTUBHasi, pa3BUTa IO BO3-
pacty. [Ipr ocMOTpe BBISIBJICHBI CYXOCTh KOXM, cliadas,
MecTamMu yMepeHHas. Ha koxe uiia HeGoJIbIIMe, aua-
METPOM MeHee 1CM yJ9acTKM OTEYHOCTH W TMIICPEMUM.
MOoOKHyTHSI, pacyecoB, BTOPUYHOTO WHGOUIIMPOBAHUS
KoxXu HeT. Ha ocHoBaHWM maHHBIX aHamHe3a W PuU3N-
KaJIbHOTO OCMOTpa YCTaHOBJIEH NHWArHO3: aTOIMYECKUI
NEPMATUT, JIETKOE TeUeHWe; TUIIeBasT aJlJIepTysl, CCHCHU-
Ouuzaiusl K 6eJKkaM KOpoBbero Mosioka. Tepamusi 3a-
OoJieBaHUSI, 3aKJTIOYaBIIasCsS Ha JeHb OCMOTPa TOJBKO
B MCTIOJIb30BAaHUM JICUCOHOTO THIPOIM3aTa, MOTIOTHEHA
TpenapaTaMy TOMMMYECKOTO NEHCTBHUS (IMTMMEKPOIMYC
1% xpeMm 2 pasa BJeHb, HAHOCUThH PETYISIPHO Ha OYa-
M BBICHITIAHWI) W CUCTEMHOTO HeHCTBUS (LIETUPU3UH
B KaIUISIX IJIMTENIbHBIM KypcoMm). Uepe3 2 Hea OT Havaia
KOMIIJIEKCHOU Tepanuu (B Bo3pacTte 8§ Mec) BO30OHOBWIU
BBEJCHHUE TIEPBOTO IMPUKOPMa — OBOIITHOE ITIOpe U3 Ka-
Oauka. Yepes HECKOJIbKO JHEl, Korna 00beM OBOIIHOTO
mope goBesu A0 50 1, Hayaau yepeaoBaTh Mope u3, OpoK-
KOJIM U LIBETHOU KamycTbl. B Teuenue 10 nHeit nosesu
00beM oBolHOoro miope 10 80 r (00beM MOJHON GaHKM),
a B TeueHue 2 Hea — no 150 . B manpHeitrem, mocie He-
OOJIBIIIOTO TIEpUOIA adalTallM BBEJIW BTOPOU TTPUKOPM
— TPEYHEBYIO, a 3aTeM PUCOBYIO Kaimu. Karmm passoavim
CMECBIO-THIPOTN3aTOM.

Yepes 1,5 Mec oT mepBoro ocMoTpa B Bo3pacTe 9 mec
pebeHOK ObLT MOBTOPHO OCMOTPEH. 3a 3TO BpeMsl yCIiell-
HO BBEICHBI JBa BUIA IMPUKOPMa: MOHOKOMIIOHCHTHBIE
oBolIM (OPOKKOJIM, LIBETHAsl KamycTa) W 6€3MOJIOUHbBIE
Kamm (rpeyHeBast ¥ pucoBast). 3a BpeMsl BBEICHUS TIPHU-
KOpMa OTMEYAJIMCh TPAaH3UTOPHBIC pEaKIMKM JIETKOMN
CTCTICHN BBIPAXXEHHOCTHU: BO BpeMsI BBEICHUS OBOIICH
— BIM30[bI YITIOTHEHUS CTYyJa (TTPOIILITU CAMOCTOSTEb-
HO), BO BpeMsI BBEICHUS Kalll — TaIyJIe3HbIC BEICHITTAHUS
Ha jiiie (KyImupoBaHBI HAHECEHUEM KpeMa TTUMEKpPOITH-
myca B TeueHue 2—3 cyT). Bce Bpemst HabGoneHus poiu-
TEJIW BeJIM TTUIIEBOM JHEBHUK peOeHKa TSI OIIEHKH TIPH-
YUHHBIX CBSI3eW TTMTAHUS M COCTOSTHUS peOeHKa.

B Bo3pacte 9 mec 1 Henm B palMoH pebeHKa BBEIU
nepBoe MsCHOE IMope 13 Kposiuka. O6paTUM BHUMaHUE
Ha TO, 9TO IPU MUINEBON aJJIepTUM WMMEeT 3HadeHUe
KaXIBId 13 KOMITOHEHTOB, BXOISIIWI B COCTaB OJIIONA.
Msicuble miope «PpyToHsHSI» comepkaT HeOObIIHE KO-
JIMYeCTBa PUCOBOM MYKM [UISI KOHCUCTEHIINH. B maHHOI
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CUTYallMU BaXKHO TO, YTO peOEHOK K MOMEHTY BBEIECHUSI
MSICHOTO MIOPE YX€ IMOJIy4Yasl PUCOBYIO Kallly Y XOPOILO
nepeHocu ee. B Bozpacre 10,5 Mec B paliioHe peOeHKa:
TIEPEYUCIIEHHbIE OBOLIY Y Kalll, MSICHBIE MIOPE U3 KPO-
JIUKa, UHIEWKU, SITHEHKA, MIope SI0JI0YHOE U CBEXEBbI-
>KaThlii MaHAApUHOBBIN cok (1 yaliHasi JIoXKa B JIEHb).
B nepuoa akTUBHOTO BBEJAEHUSI MIPUKOPMOB, SIBJISTIOIINX-
Cs CepbEe3HOM AHTUIEHHOW Harpy3kom, He IIPOBOIWIN
npoduiakTuyeckre BaKUMHAUWKU. BbIChimaHus aTomnu-
YECKOro [epMaTUTa MEPUOIUYECKH PELUUIMBUPOBAIIH,
YTO TPEOOBAJIO HAHECEHUSI KpeMa MUMEKPOJIUMYca C Ya-
CTOTOW 5—7 IHEeW B Mecsill U HEMPEPbIBHOTO NTpueMa Ka-
TeJIb LETUPU3UHA.

Ha xnuHuueckoM nmpumepe Mbl CTPEMUIMCH OKA3aTh
cIeyonee.

. 3ajor ycriexa B BEICHUM AETeil C IMUIIEBOM aj-
JIEprueil — KOMIUIEKCHOE JICYEHUE.

. CoueTaHue Hapy>XHOW, CHUCTEMHOI Tepanuu,
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CpaBHMTE/IbHASA XaPAKTEPUCTHKA NMOKa3aTeJeil (u3nueckoro pa3BuTus noapocTkos 14 et
Boponexkckoii 001acTi

B.I1. Cumnuxoea, T.JI. Hacmaywesa, O.A. XKdanosa, O.B. Munakosa, O.B. XKykosa, E.M. Yuuyea,
A.E. Hazapenko
BOpOHe)KCKaﬂ rocygapcCrtBeHHaa MeanumMHCKada akaaeMmna M. H.H. Eypﬂ,eHKO; BOpOHe)KCKI/IVI MHCTUTYT BbICOKNX TEXHOJO-

rnii; BopoHexckas obnactHasa getckas kKnnHmuydeckas 6onbHuua Ne 1

Trends in the physical development indicators of 14-year-old adolescents in the Voronezh
Region

V.P. Sitnikova, T.L. Nastausheva, O.A. Zhdanova, O.V. Minakova, O.V. Zhukova, E.M. Chichuga,
A.E. Nazarenko

N.N. Burdenko Voronezh State Medical Academy; Voronezh Institute of High Technologies; Voronezh Regional Children’s
Clinical Hospital One

IIpencraBiieHbl pe3yabTaThl CTATHCTHYECKOW ONEHKH (C MCHOJb30BAHHEM CHIMAJBHOTO W IEHTHJIBHOTO aHAJIN32a) JAJMHBI
U Macchl Tesia 434 MaabuYMKOB M JeBovYeK 14 JieT, NpoKuBalOUIMX HA TeppuTopun BopoHnexkckoii oonactu B 2011—2012 rr.
IToka3aTeau IJIMHBI Teja JE€BOYEK ObLIM COMOCTABMMBI ¢ PeruoHajbHBIMHM MOKa3aTelsaMu (PU3NYECKOro Pa3BUTHs JeTeil
Boponexckoit oomactu (1997—1999 rr.). Jlauna Tesia MaJbYMKOB XapaKTepH30BaJaCh 0OJILIIMM Pa30pPoCcoOM MOJTYYEHHDBIX
3HA4YeHMii, Mo cpaBHeHH0 ¢ 1997—1999 rr. HaOM0aANOCh YBeIMYEHHE CPeIHUX moKa3aTesei. IIpu ucciaenoBaHnm Maccel
TeJa y MaJIbUYUKOB M JIEBOYEK BbISIBJIEH 3HAYMTEJbHBIN Pa30POC 3HAYEHUIl C TEHeHINell K yBeJn4eHno Macchl Teaa. Ilpo-
Be/IEHHbIE MCCJIe0BAHMS YKA3bIBAIOT HA HEOOXOAMMOCTH IMEPECMOTPA PErHOHAIBHBIX MOKA3aTeJell JJIMHbI U MACCHI Tela
noJpoCcTKOB Kaxabie 10 JyeT.

Karouegvie crosa: nodpocmiu, guzuueckoe pasgumue, OAUHA meaa, Macca meaa.

The paper presents the results of statistical (sigma and percentile) analysis of height and weight in 434 boys and girls aged 14
years from the Voronezh Region in 2011—2012. The girls’ height was comparable with the regional indicators of physical de-
velopment in the children of the Voronezh Region (1997—1999). The boys’ height was characterized by a wide scatter of the
obtained values; but there was an increase in the mean values as compared to the 1997—1999 data. Examinations of the boys
and girls revealed a wide scatter in their weight with its increasing tendency. The performed examinations indicate the need

for revision of the regional height and weight values for teenagers every ten years.

Key words: teenagers, physical development, height, weight.

Ba)KHbIMI/I XapaKTepUCTUKAMU COCTOSIHUSI 3I0POBbSI
JeTeil M MOJAPOCTKOB SIBJISIIOTCS TIOKazatesin hu-
3udyeckoro pasButusi. HemocratouHoe BcKapMiIMBaHUE
U MUTaHue, 1eeKThl yXo/1a U BOCIUTaHUs, He01arornpu-
SITHbIE (DAKTOPBI OKPYXKaIOIIEeH cpebl, HAaTUIue XPOHU-
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YeCKMX 3a00JIeBaHUM, UITMTEIBHBIA TIPUEM pPa3TUIHBIX
MEIMKAaMEHTO3HBIX CPEICTB — BCE 3TO BIMSIET Ha IPo-
necchl pocra U pa3Butus [1—3]. [TocTOSHHBINA KOHTPOJIb
3a TToKa3aTesisIMU (PpU3MIECKOTO Pa3BUTHUS NETeU W IMOJ-
POCTKOB MMEET He TOJIBKO (DU3MOTIOTMYECKOe W MEIM-
IIMHCKOE, HO M COITMAIbHOE 3HAYEHME, TaK KaK OTpaxaeT
MIPOIIECChI, TIPOUCXOISIINE B Cpele, Tie MPOXKUBaeT pe-
6eHOoK [4—06].

B nmepuon 1997—1999 rr. HamMu NPOBOIWINCH UC-
CIeIOBaHMS JUIMHBI W MacChl Tejla JeTeil (Bo3pacT
ot 0 1o 14 net) B BopoHexcKoil 0061acTH, MO3BOJUBIINE
pa3paboTaTh perMOHANBHBIC TTOKa3aTeIN JUTMHBI U Mac-
cbl Tena aeteit [7]. Ho mokasarenu pa3BUTHSI AMHAMUYHO
MEHSIIOTCS BCJIe 3a U3MCHEHUEM YCIIOBUU XW3HU, TTH-
TaHUsl, COCTOSIHUSI OKPYXKalollleil cpefibl, KayecTBa OKa-
3aHUsS MenuuuHckoil nmomouu [8—10]. B cBsA3u ¢ atum
LIEJThI0 TIPENCTABJICHHOTO WCCIICIOBAaHUSI OBUIO CpaBHU-
TeJIPHOE M3YYeHUE ToKa3aTeNeil (PU3NIecCKOTo pa3BUTHS
(mmvHA M Macca Teja) TMOAPOCTKOB 14 JeT, MpoXuBaro-
X Ha TeppuTOoprK BopoHexXcKoit obmacTy.
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Cumnuxosa B.II. u coasm. CpaBHI/ITCJILHaH XapaKTEPUCTUKA rokasareJsiei Q)HBI/I‘{CCKOI‘O Pa3BUTHUSA ITOAPOCTKOB...

MATEPMAJI 1 METOJbI

IMokazaTenu IIWHBI W MacChl Tejla WCCICIOBaHBI
y 434 nogpocTKoB 14 net, mpoxuBaromux B BopoHexke
u BopoHexckoit ob6nactu. Mcrnonb30Baluch JaHHBIE,
MOJIyYeHHBIE TTPY MPOBEACHUHU TTAHOBBIX TUCITAHCEPHBIX
ocMoTpoB noapocTkoB B 2011—2012 rr. B [oponckoii neT-
ckoit nonuknanHuke Ne 3 BopoHexa u LleHTpe 310poBbs
Boponexxckoii 061acTHOI 1eTCKOM KJIMHUYECKO 00JIb-
HuLbl Ne 1.

Cpear 0CMOTPEHHBIX MOAPOCTKOB ObL10 237 (54,6%)
ManpuukoB u 197 (45,4%) neouek. Kurtenmu Bopone-
xa — 131 (30,2%) uenoBek, paiioHOB BopoHexkckoii
obnmactu — 303 (69,8%). AHanu3 JAHHBIX TTPOBOIUIICS
C WICTIOJIb30BaHUEM TIaKeTa CTaTUCTUYCCKON 00pabOTKU
Statistica 6.1. CpeaHee 3HaUe€HME TIPEICTABICHO COBMEC-
THO CO CpeIHMM KBajapaTudeckuM otkjioHeHueMm (CKO),
MpoBEpKa comiacusl HabJI0JaeMOro pacrpeeseHust
C HOPMaJIBHBIM OCYIIECTBIIIAch 1o Kputeputo Llammpo
— VYuika. [1pu mpoBepKe CTaTUCTHUYECKUX TUTIOTE3 TPHU-
HuMacs 5% ypoBeHb 3HAUUMOCTH.

PE3VJIBTATBI

[Ipy mpoBemeHUM CTATMCTUIECKOTO aHajIM3a WC-
cileyeMbIX 3HAYEHWI [UIMHBI TeJla Y MIONPOCTKOB 14 jiet
MOJyYeHbl cieaylole aaHHble (Tadsu. 1). Bbpibopka
MaJIBYMKOB XapaKTepu3oBajlach OOJBIIMM pa3dpocoM
TTOJTyYeHHBIX 3HAUYCHWI UTMHBI Teja. PaszHuia Mexmy
MaKCUMaJIbHBIM ¥ MUHUMAJIbHBIM 3HAYeHWEM JTUHBI
Tesa y AeBodek coctaBuia 40 cM, y MaJTbuYuKoB — 46,6 cM.
Koadbdumment Bapuanuu — 5,5% y Mmansuukos u 4,1%
y IEBOYEK.

MenuaHa u cpeHee 3HaAUYCHHE JUTMHBI Tela IeBOYEK
COBIIAJIM, HO OTMEYaJlach HEOOJbINasi JICBOCTOPOHHSISI
acCUMMeETpHsI HaAOJI0MaeMOTO pacIipene/ieHsT TTOyJeH-
HBIX 3HAYCHWI IUTMHBI Tejla 0 CPABHEHUIO C HOPMAaJTb-
HbIM pacripeneieHueM (kKo3dGUIIMEHT acUMMETPUU
WMeJT OTpUIIaTeJIbHOe 3HauyeHMe), KOHIICHTpaIus Ha-
OJIIOIEHNIT OKOJIO CpemHero 3HauyeHWsI ObUIa HEBBICO-
Koit. MenuaHa W cpenHee 3HaAUYCHME JUTMHBI TeJla Malb-

YUKOB HECKOJIbKO pa3MyaiucCh. Y MaJIbUuUKOB Yallle
¢ukcrupoBasioch HauboJIbllIee OTKJIOHEHUE JUIMHBI Teja
OT CpeHero B 00J1laCTU HM3KUX 3HauyeHuii (puc. 1). Ha-
OJilojaeMble pacrlpelesieHus] CTaTUCTUYECKU 3HAYMMO
OTKJIOHSUIUCH OT HOopMasibHoro (W=0,979 ¢ ypoBHeM
3HaunmocTtu p=0,002 mis 3HAYEHUI JUIMHBI Tejla Majlb-
yrkoB 1 W=0,983, p=0,02 — neBouek).
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Puc. 1. CrarucTiueckue XapakTepUCTHKH JIMHBI Tela JEBOYEK
1 MabunkoB B 2011—2012 rr.

Mexny BbIOOpPOYHBIMHM 3HAYEHUSIMU JIJIUHBI Tesla
MaJb4yMKOB (cpemHee 3HaueHue 167,8+9,3) u meBo-
yek (cpeaHee 3HaveHue 161,2+6,5) mo Kputepuio
MaHHa— YUTHY BBISIBJICHBI CTATUCTUYECKH 3HAYUMBIE
paznmuuus (U=12895,5, p<0,001), ux comocrasieHue
npeacTaBjieHo Ha puc. | BbIOOPOYHONM MeaUaHOI,

BerHCﬁ W HUXKHEH KBapTujisaMu, MaKCUMaJbHbBIM
1N MUHUMAJIbHBIM 3HAUYCHUAMU.
Cratuctrdeckue XapakKTCpUCTUKHU, ITOJTY4YCHHBIC

MpU aHaJM3e 3HAaUeHU I Macchl Teja y MoJAPOCTKOB 14 sieT,
npejacTapiieHbl B Ta0. 2. [1pu cpaBHeHUM BBIOOPOK Mac-
Chbl TeJa Yy MAJIBYUMKOB U JIEBOYEK BbISIBIEH 3HAUYMTESb-
HbIil pa3dpoc MOJyYeHHbIX 3HaueHWi. PasHulla mMexay
MaKCUMaJIbHBIM U MUHUMAJIbHBIM 3HAUEHUEM Y IEBOUYEK
cocTaBuia 62,8 KT, a y MaJIbYMKoB — 79,8 KT, HO He TIpe-

Tabauya 1. CraTncTudeckue XapakTepUCTHKY JTMHbI Tesia (B cM) noapoctkos 14 ner B 2011—2012 rr.

IMoxpoctku Cpennee CKO Memnana MwunumansHoe MakcumanbHoe — Koadbdumumentr  Kosdodbwumment
3HaYCHUE 3HAYCHUE aCUMMETpUU aKciecca
JleBouku 161,2 6,5 161,2 137,4 177,4 —0,42 0,79
Manbuuku 167,8 9,3 166,6 139,7 186,3 —0,49 —0,09
Ipumeuanue. CKO — cpenHee KBaIpaTU4eCKOe OTKIIOHEHUE
Tabauya 2. Tloxazarem Macenbl Tesia (B Kr) y noapoctkos 14 et 8 2011—2012 .
TlonpocTku Cpenree CKO Memnana MwunumansHoe MakcumanbHoe — Koadbdumumentr  Kosdodbwumment
3HaYCHUE 3HAYCHUE aCUMMETpUU JKciecca
JleBouku 51,8 10,2 53,1 28,7 91,5 0,82 1,44
Manbuuku 58,2 13,7 57,0 33,2 113,0 0,92 1,42
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Puc. 2. CratucTnueckne XapakTepuCTHKH MACCHI TeJla JeBOYEK
M MaJIbuukoB B 2011—2012 rr.

Bhimraia 6 CKO. KoadduimeHT Bapuamuu cocTaBUIT
13,7% y manpuukoB 1 19,2% y neBovexk.

MenuaHa u cpefiHee 3HAUEHUE MaccChl Tesla eBOYEK
pasnuyanuch Ha 1,3kr, MaspuukoB — Ha 0,8kr. Hawu-
0oJibllIMe OTKJIOHEHHUSI TMOJYYEHHOIO pacripeesieHus:
3HAYEHUI1 MacChl Tejla 1EBOYEK U MaJTbuMKOB ObUIU B CTO-
POHY YBEJIMYEHMS] MacChl, KOIDMULIMEHT aCUMMETPUU
HMeJ MOJIOKUTENbHbIE 3HAUEHMSI, YTO YKA3bIBAET Ha Mpa-
BOCTOPOHHIOIO aCUMMETPUIO MOJYYEHHOTO pacrpeese-

B MOMOLLIb TPAKTUYECKOMY BPAYY

Husl. [1pu 3TOM KOHLIEHTpalusl HAOMIOAEHUI Y CpeTHETO
3HA4YeHUs TaKKe Oblia HEBbICOKA (puC. 2).

HaGmomaemble pacnpeneieHUs] 3HAYEHMH MaccChl
TeJla IeBOYEK U MAJTbYMKOB CTATUCTUUECKYU 3HAYMMO OT-
KJIOHSUTUCH OT HopMasibHOro (p<0,0001). Mexny 3Haye-
HUSIMU Macchl Tejla MaJlbuuKoOB (cpenHee 58,2+13,7kr)
u aeBouek (cpeaHee 51,8+10,2kr) mo kputepuio MaH-
Ha—YutHu (U=18206,5) BBISIBIEHBI CTATUCTUYECKHU 3HA-
yumble paznuuusa (p<0,001). Mx comocraBieHue mpen-
CTaBJI€HO Ha puc. 2 BbIOOPOYHOI MeAuaHOM, BepXHel
W HIDKHEN KBapTWISIMU, MaKCUMaJIbHBIM Y MUHUMAJTb-
HBIM 3HAYCHUSIMU.

BBumy 3HaUUTETBLHBIX OTIMYMA PACIIPEICICHUA 1C-
celyeMbIX TOKa3aTeseil OT HOPMaJIbHOTO pacrpeesie-
HMS HAMW TIPOBE/ICH IIEHTWJIBHBIN aHaN3 — WCITOIb30-
BaHME LICHTWIBHBIX TaOJUII U KOpUIOpoB. [lomydeHHBIE
3HAYCHMUSI TTPOLICHTUIICH JUTMHBI TeJla TTOIPOCTKOB 14 et
MpUBeIeHbI B Ta0J. 3.

CorrocTapieHre TIOJTYYEeHHBIX TTPOICHTHIBHBIX 3Ha-
YeHUW MJIMHBI TeJla Y ITOIPOCTKOB C MCITOJIb30BaHM-
eM TICHTWJIbHBIX TaOIWIl PermoHasbHBIX TMOKa3aTeseit
¢usnueckoro pasputusi nereii BopoHexckoil oGnactu
(1997—1999 rr.) [7] npeacTaBneHo B Tab:. 4 1 Ha puc. 3, 4
C VICTIOJTb30BaHUEM CIUTAH-WHTEPITOSIIIAN JTMHEHHBIMU
TTOJTMTHOMAMH.

W3 nipeicTaBIeHHBIX TaHHBIX BUIHO, UTO IIEHTUJIHHOE
pacnipeneneHue IJMHBL Tena aeBodek B 2011—2012rrn

Tabauya 3. TIpouenTHIbHBIC 3HAYEHNS A TMHBI TeJ1a (B €M) JeBodYeK 1 Mabuikos 14 et B 2011—2012 rr.

IIpoueHTHIHL JleBouKu Manpuuku
3-i 148,1 149,5
10-it 153,1 155,0
25-i 157,0 161,3
50-i 161,2 168,8
75-i 166,0 174,2
90-i1 170,0 179,0
97-i1 172,0 182,5

1997—1999 rr. (%)

Tabauya 4. 9acrora BeTpedaeMOCTH 3HAYEHHIA JTHHBI TeJIa MATLYMKOB 1 JeBodek B 2011—2012 IT. B HEHTHILHOM pacnpe/eIeHH

ITpouieHTHIB YacToTa BCTpeyaeMoCTU Yacrora Bcrpeyaemoctu B 2011—2012 rr.
DR MaJIbYMKU J€BOYKU
Memnee 3-ro 3 2,2 2,0
3—10-i 7 4,5 7,1
10—25-i 15 9,7 16,8
25—50-i1 25 16,6 20,3
50—75-i 25 21,7 25,9
75—90-i1 15 24,4 13,7
90—97-i1 7 12,8 13,2
Bbonee 97-ro 3 12,6 1,0
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Tabauya 5. TIpoueRTHIbHBIE 3HAYEHNS MACCHI TeNa (B KT) AeBOYEK U MAIbauKos 14 jer B 2011—2012 Ir.

IIpouieHTHIBb JleBouku Manpuuku
3-it 38,0 38,9
10-it 42,1 41,1
25-i1 48,4 45,8
50-i 57,0 53,1
75-ii 66,0 58,8
90-i1 76,2 65,0
97-i1 88,7 75,8

100 I T f
2011-2012 rr. ‘ /_,._.-.—---"'
90 19971999 rr. /

MpoueHTUnb
@
o

40 45 50 55 60 65 70 75 80

Macca Tena, kr

Puc. 3. Conocrapienye npoueHTHILHBIX 3HAYEHHIT MACCHI TeJa
neBoyek B 2011—2012 u 1997—1999 rr.

COBITAJIO C LIEHTWJIBHBIM pacrnpeaeieHremM 1997—1999 rr.
B OOJIBIIIMHCTBE LIEHTUJIBbHBIX KopuaopoB [7]. Tonbko
B Kopuaop ot 90-ro 1o 97-ro mpoueHTHIst Bowio 13,2%
HabmomeHUt TI0 cpaBHeHMIO ¢ 7% B 1997—1999 T,
YTO YKa3bIBaeT Ha BO3paCTaHWE YHMCIIA EBOYCK C BBICO-
KUM POCTOM IT0 cpaBHeHHUIo ¢ 1997—1999 1T,

LeHTrpHOE pactipenesieHre JUTMHBI Tela MATBYNKOB
3HAYUTEJIBHO OTJIMYAJIOCh OT TaKOoBOro B 1997—1999 rr,
HaOJIIoNaJICST CABUT B CTOPOHY 00Jiee BBICOKUX 3HAYCHMI
pocta. CpemHWM 3HAYCHUSIM IICHTWJIBHOTO pacIipene-
seHust B 1997—1999 rr. (50% HabmroaeHUIT) COOTBETCT-
BOBaJIM TOJbKO 38,3% uccienyeMbIx 3HaYeHUA. B To Xe
BpeMst 49,8% TOMyJIeHHBIX TAHHBIX BOILUIM B KOPUIOPHI
CBBIIIIE 75-TO TPOLIEHTUIIS.

[MonyyeHHBIE HAMUW 3HAYEHUST TIPOIICHTHWICH MAacChl
Tesla MoApocTKoB 14 et npenactasieHsl B Tada. 5. Cono-
CTaBJICHUE TTOJYYCHHBIX 3HAYEHUN C TAaHHBIMU IICHTWIb-
HbIX TaOmui PermoHalbHBIX MoKazaTejeit (hU3MYecKOro
pa3BuTHs neteit Boponexckoit oomactt (1997—1999 1) [7]
MpeNCTaBIEeHO Ha puC. 3, 4 ¢ UCTIOJIL30BAaHUEM CIUTAH-UH-
TEPITOJISILINK JIMHEMHBIMU TTOJTMHOMaMH.

LeHnTnnpHOE pacmpenesicHue MacChl Tesa IeBOYEK
B2011—2012 rr. omnyanoch oT AaHHBIX 1997—1999 rr.,
HabJfoanach IBHO BRIpakKeHHAsT TCHICHITUS K YBEJIUIe-
HMIO MaccHl Tea. KommaecTBo meTeit ¢ BBICOKOM Maccoi
(90—97-i1 nponieHTIib) — 14,2%, 9TO B 2 pasa IPeBHI-
LIAJIO TI0JIOBO3PACTHON PETMOHAJIBHBIII HOPMATUB, IO-

100 | T —
2011-2012 T

90 19971999 rr. /
70 /
60
50 /
) /
" /

35) 40 45 50 55 60 65 70 75

MpoueHTMnb
5

Macca Tena, kr

Puc. 4. Conocrapienye npoueHTHILHBIX 3HAYEHHIT MACCHI Tesia
MabyuKkoB B 2011—2012 u 1997—1999 rr.

JIY4EeHHBIN 10 pe3yibraTtaM uccienoBanuii 1997—1999 r,
a Cc 04eHb BBICOKOM Maccoit — 8,6%, 4TO MpaKTUYEeCKU
B3 pasa BBbIIICc HOPMATUBHBIX MaHHBIX 1997—1999 .
HopMmanbHble 3HaueHus1 Macchl Teaa (oT 25-ro 10 75-ro
MPOTICHTWJISI BO3PACTHOTO PETMOHAIBHOTO HOpPMAaTHBa
1997—1999 r1.) Habmomanuch TONBKO y 36% obcieno-
BaHHbIX MoapocTkoB B 2011—2012 rr. IIpoiieHTHOE CO-
OTHOIIIEHUE EBOYEK C HU3KOM M OUeHb HU3KOM Maccoit
Tesa ObIJI0 COXpaHEHO U cocTaBIIsio 8,6 1 2%.

[pu aHayIM3e MacChl TeJla MATBYMKOB HAOJIOIAIach Ta JKe
TeHAeHIMA. YacToTa BCTPEYaeMOCTH TTOIPOCTKOB C OYEHb
HU3KOM U HU3KOW MACCOM TeJia 10 CPaBHEHMIO C PETUOHAIb-
HbIM cripaBOYHUKOM 1997—1999 rt. cooTBeTCTBOBAIA HOPME
u coctapisna 2,1 n7,2%. B auanazoHe HOpMaJbHBIX 3Ha-
YeHUI Macchl Tejla Haxomwicsl Bcero 31,6% HaOoneHuit,
HO 3HAYUTEIBHO TIPE0OJIaiaio YUCIIO TTOAPOCTKOB C BBICO-
Koii (13,5%) u oueHb BbIcoKOM Maccoii Tena (18,1%).

OBCYXJIEHUE

[IpoBeneHHBIC HAMW MICCIIEIOBAHUS TTOATBEPIVIINA He-
00xonuMocTh auddepeHIMPOBaHHOTO MOAX0Aa K U3yye-
HMIO TIOKa3aTesiell JUTMHBI M MacChl Tejla JeTeil ¢ yIeToM
oJ1a, OCOOCHHO B ITOAPOCTKOBOM Ttepuone. Ha mameHe-
HMS TIapamMeTpoB (hU3MIECKOTO pa3BUTHS Kaxkmele 10 et
VKa3bIBalOT POCCUMCKHME U 3apyOeXKHBIC WCCiIenoBare-
au [1, 10]. JnvHa Tenay neBodex siBysieTcst 6oJiee CTadbuib-
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HBIM TIOKa3aTesieM, ITOJydeHHbIe 3HAYCHWSI COBITAIAlOT
¢ HeHTWJILHBIM pacnpeneneHruemM 1997—1999 rr. o cpas-
HEHUIO C JAaHHBIMU, TIPENCTABIEHHBIMU B PETMOHATBHBIX
CTaHIapTaX, HECKOJbKO VYBEIMYWIOCh YHCIO JEBOYEK
¢ BBICOKMM pocToM (13,2% HabmoneHnit HaXoOATCS B -
amazoHe 90—97-ro npoueHtuis). JyiMHa Teaa y Majabum-
KOB XapaKTepU3yeTcsl OOJBIIUM pa3dpocoM MOJYYEHHBIX
3HAYCHWI W CIBUTOM B CTOPOHY 00Jiee BHICOKMX ITOKa3a-
Tesiel pocta. B reuenue nocnenHux 12—14 netr cpenHuii
POCT MaJIBYMKOB YBEJMIMJICS: B IMAITa30H CBBIIIE 75-TO
TIPOLIEHTWJIS TToTias 49 % TTOIpOCTKOB.
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B MOMOLLIb TPAKTUYECKOMY BPAYY
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I/IHTeJIJIEKTyaJII)HOE pa3BuTHEC IleTEﬁ, POZKACHHBIX 2KCHIIMHAMHU C HEBbIHAINIMBAHUEM

0epeMeHHOCTH B aHAMHE3e

b.T. Tunzoype, E.H. Kaaumoko

Kanyxckas obnactHas knuHndeckas 60nbHMLA; Kanyxckuii rocynapCTBEHHBI MHCTUTYT MOAEPHU3aLMN 06pa3oBaHns

Intellectual development of children born to women with a history of recurrent miscarriages

B.G. Ginzburg, E.N. Kalitko

Kaluga Regional Clinical Hospital; Kaluga State Institute of Educational Modernization

B nocnennue BpemMsi mOSIBUIOCH MHOTO Pa0OT, MOCBSAIIEHHBIX OLIEHKE 30POBbsl U PA3BUTHUSA JI€Teil, POAUBIIMXCSA B CEMbAX C HAPY-
meHueM (epTHILHOCTH NOCJIe MPUMEHEHHS BCIIOMOTraTe IbHbIX PENPOAYKTHBHBIX TexHouoruii. Lleas paGoTbl: onpenesnTs ypoBeHb
HHTEJUIEKTYAJIbHOTO PA3BUTHS I€Tel, POXK/IEHHDbIX B CEMbSIX, OTATOIEHHBIX HEBbIHALIMBAHMEM OepeMeHHOCTH. Ba3a TaHHbIX cocTo-
sina u3 71 pebeHKa, pOKIEHHOTO B CEMbSIX C PeNPOAYKTHBHBIMU NMOTEPSMH NOCJIe npoBeaenns JuMdonurorepanun. OmeHKa noka-
3arelisl HHTEJVIEKTYaJIbHOrO Pa3BUTHsA AeTeil mpoBoauiach no Meroauke /1. Bekciepa. Pe3yasrarsl Hccie1oBaHusi CPABHHBAINCH
¢ aHHbIMH TecTupoBanus 1700 neTeii aHAIOrMYHOTO BO3PACTa, MPOKUBAOINMX B cpeaHeil nosoce Poccun. CornacHo nosryd4eHHbIM
pe3yJIbTaTaM, HHTEJUIEKTYaIbHOE Pa3BUTHE JAeTell, POJKIEHHBIX B CEMbSIX C PENPOAYKTUBHBIMHU MOTEPSIMH TOCJIe MPoBeeHust TuM¢o-
HUTOTEPANNH, CTATUCTUYECKH 3HAYMMO HE OTIMYAJIOCH OT MOMYJISIMOHHBIX NMOKa3aTeeii. He ycTaHoB/IeHO CBA3M MeXKIy TeYeHneM
0epeMEeHHOCTH H CepPbe3HbIMI HAPYIIEHHSIMH WHTEJUIEKTA Yy 00C/eI0BAHHBIX JeTeil. MOXKHO MPeanoioKuTh, YTO (0jiee BHICOKMIA
ypoBeHb 00pa30BaHuUs ceMeii ¢ peNPOAYKTUBHBIMHU MOTEPSIMH 110 CPABHEHHIO C MOMyJIsALMeil ABasgeTcs haKTOPOM JIydieii CONHaIbHOI
aJlanTanuy cemMeii, CO3AI0IMMX ISl AeTeil JTydiue YCJI0BUs Pa3BUTHS.

Karouesnie crosa: demu, negvinawusanue bepemeHHOCMU, UHMeANeKM, AUMPOUUMOmepanus.

Recently, there have been many publications on the assessment of the health and development of children born after in vitro fertiliza-
tion (IVF) in the families with fertility problems. The purpose of the investigation was to determine the level of intellectual develop-
ment in the children born in the families with a history of miscarriage. The database consisted of 71 children born after lymphocy-
totherapy in the families with reproductive losses. The children’s intellectual development was evaluated by the method developed
by D. Wechsler. The findings were compared with the testing data on 1,700 children of the same age in central Russia. According
to the results obtained, the intellectual development of children born after lymphocytotherapy in the families with reproductive losses
did not significantly differ from its population-based indicators. No association was found between the course of pregnancy and severe
intelligence disorders in the examinees. The higher educational level of families with reproductive losses versus the population-based
level can be inferred to be a factor for the better social adaptation of families who create better conditions for their children to develop.

Key words: children, miscarriage, intelligence, lymphocytotherapy.

B rnocjenHee BpeMsl MOSIBUWIOCH MHOIO padoT, Mo-
CBSIIIEHHBIX OLIEHKE 3[0POBbSI W Pa3BUTHUSI NETEH,
POIMBIIUXCS B CEMbSIX C HapyllleHueM (GepTUIbHOCTH,
B YaCTHOCTH, TTOCJIe MPUMEHEHMSI BCTIOMOTraTebHbIX pe-
MPOAYKTUBHBIX TexHosoruii [1, 2]. HeomHo3HAaYHOCTH
MOJYYEHHBIX PE3YJILTATOB SIBJISIETCSI OCHOBAHUEM IS aK-
TUBHOTO M3y4YeHUsI NaHHOU mNpobiembl. Tak, Bce 00Jb-
1ee BHUMaHME YIENsieTCsl OLEHKE IMCUXOJOTHUYECKOTO
pa3BUTHUS JAETEl, POXIACHHBIX B CEMbSIX C HApYIIEHUEM
penponyktuBHou ¢yHkuuu [3]. Panee Hamu GbLIO ycTa-
HOBJIEHO, YTO YPOBEHb O0PA30BaHMSI B CEMbSIX, OOpPaTUB-
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BaHMsI
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LIMUXCS  3a CTIEUMATU3MPOBAHHON TMOMOIIBIO 10 MTOBO-
Ny PENpONyKTUBHBIX TMOTEPb, CTATUCTUYECKU 3HAYMMO
(p<0,001) BbIme momynsimoHHoro Llenbro HacTosiei
paboThl OBLIO OMNpeesieHUe YPOBHS MHTEUIEKTYaIbHOTO
pa3BUTHS AETEN B CEMbSIX C HAPYUIEHUEM PENPOLYKTUB-
HOM (hyHKLIMK.

MATEPUAJ 1 METO/IbI

Bcero 6butn cobpanbl cBeneHust o 71 pebeHKe, KOTo-
pBIE POIMIINCH B CEMBSIX C HEBBIHAIITMBAHNEM OepeMeHHO-
CTH TIOCJIE TIPOBEACHUSI JTUMGbOIIMTOTEpanu (OCHOBHASI
rpynma) [4]. B pesynbrate B aTHX ceMbsax 92% GepeMeH-
HOCTEl 3aKOHYWIVCH POTAMM, YTO 3HAYMTETHHO BHIIIIE
OOLIETTONYISIIMOHHON YacToThl — 83—85%. B To Xe
BpEMSI COXpaHEHHble OepeMeHHOCTU Oosiee yeM B 2 pasa
Jaie TPOTeKau C aKylIepCKON TMaToJIOTHE, COMPOBO-
KIaBIIeicss  (eTOTUTalleHTapHOW — HEeMOCTaTOYHOCTHIO,
M, KaK CJICIICTBUE, TIPUBOIWIN K TMITOKCHICCKU-UIITIEMHU-
YeCKMM TIePUHATAIBHBIM TTOBPEXKICHUSIM, KOTOPhIe MO-
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TJTU TTOCTTY>KUTh TIPUIMHOM CHYDKEHUST MHTEJUICKTYaTbHBIX
CIIOCOOHOCTEN Y IeTeil.

OrneHKka ToOKazaTeleil MHTEJUIEKTyaTbHOTO —pas-
BUTHsA JeTell TIpOBOOWIACH IO METOAMKe Bekciepa
(Wechsler Intelligence Scale for Children) [5]. Tectupo-
BaHMe JIeTeil B BO3pacTe OT 5 N0 8 JIET OCYIIEeCTBISUIOCH
TICUX0JIoTaMU  0Opa3oBaTeIbHOTO yupexxaeHus «Ilcu-
XOJIOTO-METMKO-TTeIaTOTMYECKUI TICHTP JIMarHOCTUKU
1 KOHCYJIBTUpOoBaHUsI» Kaxyru. Hamm pe3yasraTel cpaB-
HWBAJIUCh C JAaHHBIMU WCCIEIOBAaHMS, TPOBEICHHOTO
y 1700 neTeit aHaIOTMYHOTO BO3pacTa B CpeHEN To0ce
Poccuu (rpynna koHTpoas) [5].

TectupoBaHue BKJIO4YaIo 12 cyOTECTOB, COCTaBJISIIO-
X BepOaTbHYIO 1 HeBEepOATBHYIO IITKATTHI.

Bepoanbnbie cyoTectbl: 1. CyoTecT 001IIeit OCBEMOMIICH-
HocTH. VcTob3yeTcst 1St OIIEHKYM OTHOCUTEIBHO TIPOCTHIX
cBenieHUi W 3HaHWil. 2. CyOTecT oOlleil MOHSTIMBOCTH.
OreHMBaeT ITOJTHOTY TTOHMMAHUSI CMBIC/IA BBIPAKCHMIA,
CIIOCOOHOCTh K CYXJICHUIO, TIOHUMaHWe OOIIECTBCHHBIX
HOpM. MCITBITYeMBIil TOJDKEH IaTh OTBET O CBOMX ITPEIITO-
JlaraeMbIX JIEHCTBUSIX B OMMCAHHOW cUTyauuu. 3. Apudme-
TUYECKUI cyoTecT. OlleHMBaeT KOHIICHTPAITUIO BHUMAaHWMSI,
JIETKOCTb OTEPUPOBAHMS YUCIOBBIM Matepuaiom. 4. Cyo-
TECT YCTaHOBJICHMs cxomcTBa. OIIEHMBAeT CITIOCOOHOCTD
K (DOPMHUPOBAHUIO TIOHSATHIA, KiacCUbUKAIINA, YIIOps-
JIOYMBAHUIO, abCTparupoBaHuIo, cpaBHeHUIO. 5. CyoOTtecT
TTOBTOPEHNST IU(MPOBLIX psinoB. HarmpapieH Ha rcciemona-
HU€ OIIepAaTUBHOM MaMSATH W BHUMaHMsI, COCTOUT M3 JIBYX
yacTeil — 3aIlIOMMHAHUS U ITOBTOPEHUST YWCETT B IPIMOM
1 obpatHoM Topsizke. 6. CioBapHbIi cyoTecT. Heobxomum
IUTST U3YYEeHUST BepOATHbHOTO OTIbITA (TIOHUMAaHMS M YMEHUS
OTIPEIICITUTH COMCPIKAHME CIIOB).

Hesepoaabhbie cydorectr: 1. CyGTecT mmbpoBKA
dp. M3ydaeT crereHb yCBOCHUS 3pUTETbHO-TBUTATEb-
HBIX HaBBIKOB. 3amadya COCTOUT B TOM, YTOOBI HAaITMCATh
oM, KaXXIoi 1uGpoii B KJIETOUKE COOTBETCTBYIOIIMI €i
CHMBOJI U3 TIpeyiaraeMoro Habopa. 2. CyoTecT HaxoxXie-
HMS HEeMOCTAIONINX netajieit. [IpuMeHsITCs Tl U3ydeHust
OCOOCHHOCTH 3PUTEIBHOTO BOCTIPUSITHS, HAOIIOAATEb-
HOCTH, CITOCOOHOCTU OTJIMYUTH CYIIECTBEHHBIC NETaJIH.
3. Cyorect kyoukoB Kocca. HampapieH Ha uzydyeHue
CEHCOMOTOPHON KOOpAWHAIINY, CIIOCOOHOCTH CHUHTE3a
1esioro u3 yacteid. 4. Cy0oTecT mociea0BaTeIbHOCTH Kap-
THHOK. McciemyeT crmocoGHOCTh K OpraHU3alum (par-

Tabauya 1. Kpurepnn oneHKy ypoBHsi MHTeJLTEKTa [6].

B MOMOLLIb TPAKTUYECKOMY BPAYY

MEHTOB B JIOTUYECKOE IIeJI0e, K IOHUMAHUWIO CUTYaIlu
U MPEIBOCXUIIEHUIO COObITUIA. 5. CyOTeCT COCTaBICHMS
¢uryp. Heobxonum i1t uzydeHusi CHOCOOHOCTU CUHTE3a
1esioro u3 yacreit. 6. Cyorect «JlabupuHThl». HampasieH
Ha U3yYeHUEe aHAJMTUIECKUX CIIOCOOHOCTEH, yMeHUe
TTOCJICIOBATEILHO PellaTh ePIETITUBHBIC 3aauH.

CTaHmapTHbIE BapuaHT OOpPabOTKM  3aKjIroyvascs
B ITOJICYETEe TEPBUYHBIX «CHIPBIX» OLIEHOK IO KaXXIOMY
cyorecty. «ChIpbie» OLEHKM OTAEJBbHO I10 BepOasbHOM
1 HeBepOAIBHON YacTH CYMMMPOBAINUCH U ITO TaOIUIIaM
ONpeACIISITUCH TIOKa3aTesIn 00IIero, BepOaIbHOTO M He-
BepOanbHOro 1Q (koaddpuureHT uHTeIeKTa). 17151 OLIeH-
K1 ypoBHS mHTe UieKkTa . Bekcnep (mut. 1o [6]) mpen-
JIOKWJ ~ KpaTKyl0  KavyeCTBEHHYIO  WHTEPIIPETAIINIO
nokasareseit [Q (tabu. 1).

PE3VJIBTATHBI

PesynbraTel TeCTUPOBaHUS AETei M3 OCHOBHOM TPYII-
ITBI JIJIST OIIEHKW MHTEJUIEKTYaTbHOTO Pa3BUTHSI 10 METO-
ny Bekciepa ¥ maHHBIE IO TIOMYJISIIMM NETe CpemHei
nojocsl Poccuu npeacrapiaeHbl B TaoJI. 2.

AHaJIN3 OIIEHKH 00IIeT0O MHTEJIEKTa IToKa3aJl, 9YTo KO-
JIMYECTBO JeTell C YPOBHEM WHTEIIICKTA BBIIIEC CPETHETO
B OCHOBHOW Trpyrmie coctaBwio 27,1%, 49To mOCTOBEp-
HO BbILIE MOKa3aTess y AeTell cpenHeil mosockl Poccuu
(rpyrma KoHTposis), paBHoro 16,1% [5]. B ocHoBHOIM
TPYIIIIe JeTH C OYeHb BBICOKMM YPOBHEM WHTEIUICKTa
He 3aperucTpupoBaHbl. [1o KOJIMYecTBY nereil co cpen-
HUM ¥ BBICOKMM YPOBHEM WHTEJUIEKTa CYIIeCTBEHHBIX
pa3uuurii Mexny rpymnmnaMu He oOHapyxeHo. Yucro ne-
Tell ¢ HapyllIeHWeM WHTEJJIeKTa W IMTOTPaHWYHBIM YPOB-
HEM WHTEJUIEKTYaJIbHOTO Pa3BUTHS B OCHOBHOM TpyTIIie
OBbLIO HUXE, YeM B KOHTpOJIE (pa3inuve HeJOCTOBEPHO).
IIpoBeneHHbIll aHAM3 TI0 f-KpuTepnio CThIOMEHTa TI0-
Ka3aj, YTO B OCHOBHOM BBIOOPKYW OMWHAKOBBI, Pa3TUIMS
TTOJTyYeHBI TOJTBKO TIO KOJIMYECTBY JETEH C YpPOBHEM WH-
TeJIJIEKTA BbIILIE CpeaHero (CM. TaoI. 2).

OBCYXJIEHUE

PesynbraThl uccienoBaHusl MOKa3ajld, 4TO YPOBEHb
WHTEJUUIEKTa y IeTeN, POXKIEHHBIX B CEMbSIX C HEBbIHAIIIU-
BaHUEM OepeMEHHOCTH TOocJe MPOBeAeHHON JuMdoLu-

YpoBeHb UHTEIJIEKTYAJIbHOTO Pa3BUTUS 1Q, en.
OueHb BBICOKUIA 130 u BBILLIE
Beicokuit 120—129
Beiire cpegHero 110—119
CpenHuit 90—109
Huxe cpenHero 80—89
ITorpanuyHbII 70—79
Kpaiine HU3KMI 69 1 HIKe
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Tabnuya 2. PesyasraTsl Mcc/ielOBAHNS HATEJLIEKTYATLHOTO PA3BHTHA 110 MeTomMKe Bekciiepa y aeTeil 0CHOBHO IpyIIbI

XapakTepucTruka ypoBHSI UHTE- OcHogHast rpymnmna (n=71), % Ipynma koutpodst (n=1700), % P-YPOBEHb
JIEKTYaJIbHOTO Pa3BUTHSI

OueHb BBICOKUM — 2,2

Bricokwuit 5,7 6,7 0,7406
Brriie cpennero 27,1 16,1 0,0145*
CpenHuit 51,4 50,0 0,8172
Huxe cpennero 11,4 16,1 0,2888
TlorpaHnnyHbLA 2,6 6,7 0,1708
Kpaiine Hu3kmii 1,4 2,2 0,6502

IIpumeuanue. * — 3Ha4MMBbIe pa3ININsL.

TOTEpany, TPAKTHYECKW HE OTIIMYACTCS OT pe3ysIbTa-
TOB TECTUPOBAHMS ETEH B ITOMYIISIIIUN CPETHEN TTOJIOCHI
Poccun. [Tpu 3TOM TIPOIIEHT AeTei ¢ ypOBHEM WHTEIICK-
TYaJIBHOTO Pa3BUTHS BBIIIIE CPETHETO B OCHOBHOM IpyIIITe
0oJIbIIIe, YeM B TPYIITIe KOHTPOJIS.

CornacHo TaHHBIM JIUTePaTyphl, BIUSTHUE TeHETHYC-
ckux hakTopoB Ha obmumii IQ meteit B Bo3pacte 6—16 et
cocTaBisieT 43%, a cpenoBbIx hakTopoB — 57% [7]. B us-
yJaeMBbIX TPYIIax K CPEIOBBIM (haKTopaM HaMu ObLIU
OTHECEHBI TaTOJIOTHSI OEpPEMEHHOCTH M, KaK CJEICTBUE,
XpOHWYECKas THUIOKCHS IUIofa U (eToIIalleHTapHas
HemocTaToyHOCTh. CyMMapHO YacToTa HapyIIeHW Te-
yeHUsT OepeMEeHHOCTH B OCHOBHOM TPYIITe B 2 pasa Ipe-
BBIIIIaJIa aHAJIOTMYHBIC TOKa3aTeJu B KOHTpojie. Takum
00pa3oM, YCTaHOBJICHHBIC HAaMHM CPENOBBIC HAPYIICHUS
MOIJIM TIOBJIMSITH Ha pa3BUTHE TOJIOBHOTO MO3Ta IUTONA
y IeTeif OCHOBHOM TPYTIITEI, HO (haKTUIeCK! YPOBEHD UH-
TEJICKTYAJIbHOTO Pa3BUTHUS Y 3TUX JETEl He OTIUJAJICs
OT TTOKa3aTeJiei, TTOJYISHHBIX B TTOMYJISIINN.

B T0 e BpeMsI TIepHOJI TTPOSIBIICHNS U CTETICHB TsDKe-
CTH TIEpUHATAIBHBIX HAPYIICHU! OIPEIeTIOT XapaKTep
TTOBPEXIEHUIA OTIENIOB MO3ra. B Momessix Ha SKUBOTHBIX
ITOKa3aHO, YTO OTHOCUTEIHHO KOPOTKWE TIEPHOABI TH-
TTOKCHY TUTOMAa MOTYT TIPUBOIUTH K rMOeIN HEWpOHOB
(MO3XEe4OK, TMIIOKaMII, KOpa) U K MOBPEXXIEHUIO 0eJ10-
TO BEIIeCTBa MO3ra. XpoHWYecKas TulalleHTapHasl Helo-
CTaTOYHOCTH JICTKOW CTETIeHH, KOTOpasi BKIIIOYAeT B CeOst
TMIIOKCHIO TIJIONA, HETOCTATOK ITOCTYIUICHUS TTUTATEb-
HBIX BEIECTB W OTpaHWYCHHBIC M3MEHEHMS YHIOKPUH-
HOTO CTaTyca, MOXET BbI3BaTh HapyIIeHUS B HEHPOHHBIX
CBSI3IX, a TAKXKE (PYHKITMOHABHBIE PACCTPOCTBA 3pEHUS
u ciyxa. [1o MHeHUIO 3apybexxHbIX aBTOpoB [8], Bce 60-
Jilee OYEBUIHO, YTO OOYCIIOBJIIEHHAs (beToIuTalieHTapHOM
HEIOCTaTOYHOCThIO HeOJIaronpusTHas BHYTPUMATOYHASI
cpelia TPUBOIUT K HU3KOMY YPOBHIO 00eCIIeYeHUS TUTona
KUCJIOPOIOM U ITUTATEIbHBIMU BEIIeCTBAMU, YTO MOXET
COTIPOBOXIATHCS HAPYIICHUSIMA CO CTOPOHBI TOJIOBHOTO
Mosra. O603HaYeHHBIE MTPOOJIEMBI JieXaT B OCHOBE TIO-
BeIEHYECKMX HAPYLIEHMIA, BBISBISIEMBIX Y JAETeil MOC/e
POXIIEHMS.

K coxaneHuio, npsiMOro CpaBHEHHUsI C pe3yjibraTaMu
HUCCIEOBAHUST IPYIUX aBTOPOB ITO OLIEHKE YPOBHSI WH-
TEJUIEKTYJIbHOTO Pa3BUTUSI JETel, POXKIEHHBIX B CEMbSIX
C HapyllieHueM (hepTUIbHOCTU, TPOBECTU HEBO3MOXHO.
[IpobnemMa 3akioyaeTcsi B pa3iuuMyd METONOJOTMYECKUX
MOIXOJ0B K UCIOJIb30BAHUIO TECTOB U B ITOAOOPE IPyI Jie-
Teit st uccaenoBanus [9]. B psine pabot BhIsIBIEHBI 3a1ep-
>KKU B Pa3BUTUM Yy J€TEi, POAMBILMXCS TIOC/IE IPUMEHEHUS
BCIIOMOTaTeIbHBIX PENPOAYKTUBHBIX TexHosoruit [10, 11].
Ilpu npyrux uccienoBaHusix € OOJbIIMMU  BbIOOPKaMU
KOTHUTHUBHBIX HapylIeHWi y JaeTeil He otMedeHo [12, 13].
B pa6ore C. Carson ucoaBr. [14] He ObUTO OOHApyXEeHO
JIOKA3aTeIbCTB HETaTUBHOTO BJIUSIHUSI HA UHTEJIEKTYab-
HOE pa3BUTHUE JIETEN, POXKICHHBIX B CEMbSIX C HApYLIEHUEM
deptunbHOCTU. Kpome Toro, B rociieqHee BpeMsl YCTaHOB-
JIeHbl cenyoiue (GakThl: y AeTei, POXIEHHbIX, OT He3a-
TJIAHUPOBAHHBIX U HEXEJIAHHBIX OepeMEeHHOCTel, Jalie
OTMEYalOTCsl MpoOJIeMbl C MOBeAeHUEM. KeJlaHHbIE NIETH,
POXIEHHBIE C MOMOILBIO BCIOMOTaTe/IbHbIX PEMPOIYKTUB-
HbIX TEXHOJIOTWii, MOKa3bIBalOT 00Jiee BBHICOKMI YPOBEHb
WHTEJUIEKTYaJIbHOTO Pa3BUTHUSI MpU TecTupoBaHuu [15].
B oreuecTBeHHOIM JTepatype [16] ipuBOmUTCS pSm MaH-
HbIX O BJIMSIHUY Ha Pa3BUTUE MHTEJUIEKTA IeTeit TakuX (ak-
TOPOB, KaK COLMAIbHBII U MaTepUaIbHbIN YPOBEHb CEMbU,
CTaTyc U 00pa3oBaHUe POAUTENEN, OUEPETHOCTb POXKACHUSI.

3AKJTIOYEHUE

TakuM 06pazoM, Mbl HE OTMETUJIN CBSI3U MEX]TY Teue-
HUEM O0epeMEHHOCTU U CEPbe3HBIMU HAPYLIEHUSIMU UH-
TeJUIEKTA y IETEN, POXKIEHHBIX OT MaTepeil, MoTyyaBIIUX
JUMGbOUUTOTEPANNIO. YPOBEHb MHTEJIEKTa, KOTOPBIi
MPUHSITO CYUTATh HOPMAIbHBIM, BYKa3aHHOW TIpyIine
JeTeil ObU1 HE3HAUMTEJbHO BBIIIE, YEM B OMYJSILIUU.
MOXHO MPeAnoa0XUTb, YTO YCTAHOBJIEHHbIN HAMU (PakKT
0oJiee BBICOKOTO YPOBHSI 0Opa30BaHUsl CEMEi € penpo-
OYKTUBHBIMU TOTEPSIMU [0 CPABHEHUIO C MOMYJSILME
siysieTcsl (bakTOpOM JIydllleil COLlMalbHOW aganTauuu
CTOJIb >K€JaHHbIX AETEl, PA3BUTUIO KOTOPBIX POIUTENSIMU
yIESIETCS] TOBBIILIEHHOE BHUMAaHUE.
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DddexTuBHOCTL HUKIO0(epoHa npu Jiedenuu u npoduiaakTuke rpunna u OPBU y nereii

1 MOIPOCTKOB

B.A. Tepewun, 4.A. Coukas, O.B. Kpyenosa

'Y «JlyraHckuii rocyaapCTBEHHbIVN MEOVULIMHCKUI YHUBEPCUTET», YKpanHa

Efficacy of cycloferon in the treatment and prevention of influenza and acute respiratory

infections in children and teenagers

V.A. Tereshin, Ya.A. Sotskaya, O.V. Kruglova

Lugansk State Medical University, Ukraine

Oocnenosansl 214 neTeii 1 NOAPOCTKOB B Bo3pacte ot 4 10 18 jieT B nepros noBbieHHo 3a001eBaeMocTu rpunnom 1 OPBU, u3 Hux
108 um mostyuasu B Komiuiekce npogunakruku rpunma u OPBU nmukinodgepon B Bo3pacTHoii 1o3upoBke no cxeme Ne 10, 4—5 Kypcos.
C uebio neyenns 33 6oabHbIX rpunmnom 1 OPBU Toii ke BO3pacTHO# Ipynibl MOJTyYaIH IMKI0()EPOH B BO3PACTHOI 103upoBKe 1 pa3
B JeHb Ha npoTszkenun 10 aueii. [Ipumenenue nukiIodepona ¢ npoduIAKTHIECKON LeIbI0 00eCneynBajIo CHIKEHHE 3200J1€BaeMOCTH
rpunmnoM 1 OPBU B 5,44 pa3a, KoaddumenT 3ammmerHocTu coctaBui 81,6%. IIpn ncnonb3oBanny nUKI0¢epoHa B KOMIUIEKCHOM
Tepanuy rpunna 1 OPBU otmeuasocs 6osiee Jierkoe Teuenune 3a00J1eBanusi, COKpalieHne CPOKOB KIMHMIECKOi MaHU(eCTallH Ipunmna
u OPBU, cHizKeHne 4acTOTHI PA3BUTHS OCJIOKHEHHIA H HOPMAJIH3aIHs MOKa3aTe eil IMTOKMHOBOTO Npoguisi KpoBU.

Karoueesnie crosa: demu, noopocmiu, yuxkaogepou, aevenue, NPOPUAGKMUKA, KAUHUKA, OCAONCHEHUS, YUIMOKUHbL.

Two hundred and fourteen children and teenagers aged 4 to 18 years were examined in a period of high incidence of influenza and
acute respiratory viral infections (ARVI); of them 108 persons received a total of 4—5 cycloferon cycles in an age-adjusted dosage
for 10 days for the complex prevention of influenza and ARVI. For treatment, 33 patients of the same age with influenza and ARVI
had cycloferon in an age-adjusted dosage once daily for 10 days. Cycloferon used for prevention caused a 5,44-fold reduction in the
incidence of influenza and ARVI; the protection ratio was 81,6%. Cycloferon used in the combination therapy of influenza and ARVI
made them milder, reduced the time of their clinical manifestation and the incidence of complications, and normalized the indicators

of the blood cytokine profile.

Key words: children, teenagers, cycloferon, treatment, prevention, clinical picture, complications, cytokines.

B HacTosIIIee BpeMsl TPUIIIT U OCTPBIE PECITUPATOPHBIE
BUpycHbIe 3a60eBaHusi (OPBW) kak Hanbosee mac-
CcoBbIe MH(MEKIIMOHHBIC 3a00JIeBaHUS SIBIISIIOTCS BechbMa
aKTyaJTbHOM METUIIMHCKON W COLMAIBHOMN IpoOIeMoit
BCJIEICTBKME ObICTPOTO PacpOCTPaHEHUs, BLICOKON KOH-
TarMO3HOCTH, PUCKA Pa3BUTUS TSTKENBIX OCITOXHCHUN
Y TIEpUOIMIECKA BO3HUKAIONIUX SIMUAEMMIA, OXBaThIBa-
fo1IMX 00NBIIMHCTBO cTpaH Mupa [1—3]. CornacHo naH-
HBIM COBPEeMEHHOM MEMITMHCKOM CTATUCTUKH, HanboJee
BBICOKMI YpPOBEHb 3a00JIEBAEMOCTM OTMEYAETCs Yy JeTen
JIOIIKOJILHOTO Bo3pacta (0T 3 [0 6 JIeT) U IIKOJTbHUKOB
[4—6]. N3BecTHO, UYTO B IETCKOM BO3pacTe OTCYTCTBUE
MMMYHOJIOTHYECKON TIaMSTU TIPEABIIYIUX KOHTaKTOB

© Konnektue aBTopoRB, 2014
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Jlyranckast kiMHHAYecKasi MHoronpoduibHas 6onbHuIa N 4, Kadenpa MH-
(bek1MOHHBIX OO0JIe3HEN U MUAEMUOIOTHN

C CaMbIMU Pa3IMYHBIMU MTATOr€HAMU O0YCJIOBIMBAET BbI-
COKYIO BOCITPUMMYHMBOCTD K JIIOObIM MHGMEKLUSIM, B TOM
yucie u K Bo3oynutensim rpunia u OPBU [7, 8]. Hapaay
C 3TUM NOBbIlLIEHHas 3aboeBaemMocThb rpurnom u OPBU
B JIAHHBIX BO3PACTHBIX TPYIIax 00yCIOBAEHA TAKXKE CHU-
JKEHUEeM aKTMBHOCTU WMMMYHHOI cuCTeMbl, Haubosee
YaCThIMM TPUYMHAMU KOTOPOH SIBJSIIOTCS MEIJIEHHOE
BOCCTAHOBJIEHUE 4YUCIEHHOCTU T-1MMGOUUTOB TOCie
MepeHeCceHHO oCTpoil BUPYCHON MHGbEKIUU, CHUXKEHUE
XeMOoTakcuca HeiTpoduioB U MakpodaroB, U3MEHEHUSs
LIMTOKWUHOBOTO MPOGhUJisi KPOBU, CHUKEHUE CONEPKAHUS
Y-uHTepdepoHa MPU YaCThIX MPOCTYIHbIX 3a00EBAHUSIX,
YTO B LIEJIOM OOYCJIOBJIMBAeT CJIabbIii OTBET Ha BTOpPXKe-
HUE B opraHusM Bupyca [7, 9—11].

Hcxomst u3 BbILLIEU3IIOXKEHHOTO, ITPU pa3paboTKe naTo-
TeHeTUYeCK 0O0CHOBAHHBIX MOAXOI0B K Tepanuu 1 mpo-
¢unakruke rpunna u OPBU Haie BHUMaHKe NpuUBJeKiIa
BO3MOXHOCTb MCIOJIb30BaHUSI B KOMIUIEKCHOM JIEUEHUU
JaHHbIX 3200JIeBaHUII COBPEMEHHOTO0 WMMYHOTPOITHOTO
npenapara UMKI0(epoHa, SBISIOIIErocs: CUHTETHYECKUM
HU3KOMOJIEKYJISIPHBIM MHAYKTOPOM UHTephEpOHOreHesa.
B sKcriepuMEHTAIbHBIX  YCIOBUSAX W KJIIMHUYECKUX UC-
CJIeI0BaHUSIX ObUIa YCTAHOBJIEHA CIIOCOOHOCTb JAHHOIO
Tpenapara peryJMpoBaTbh aHTUTEI000pa3oBaHUE, ecTe-

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014

JUR)




CTBEHHYIO KWJUIEPHYIO aKTUBHOCTb T-1MMGbOLUTOB, CTU-
MYJIMpPOBaTh (arouTo3, UHAYLIMPOBATh BbIPAOOTKY MH-
tepdepoHa [12—14]. MUmmyHomonynupytoumit a¢ddext
LUKJI0(epoHa BbIpaxaeTcsi B KOPPEKIIMU UMMYHHOTO CTa-
Tyca OpraHusMa MNpyu UMMYHOIEMUIUTHBIX COCTOSTHUSIX
Pa3IMYHOrO reHesa, Mpy 3TOM B 3aBUCMMOCTH OT TUIIA Ha-
PYUIEHUI UMEET MECTO aKTUBALIUS TEX UM UHBIX 3BEHbEB
uMMyHHO# cucteMbl [12, 13]. LluxknodepoH mnposiBiser
OM(pyHKIMOHATBHOE IEMCTBUE — OH CITIOCOOEH MONABJISTh
PerponyKIIMIO IIMPOKOTo criekTpa Boszoyautenein OPBU
1 BMECTE C TeM 00J1a7iaeT BbIPAXKEHHBIM UMMYHOKOPPUTHU-
PYIOLIMM CBOMCTBOM, HOPMAaIU3ysl HAPYUIEHUSI CUCTEMbI
MMMYyHUTeTa (BTOPUYHbIE UMMYHOIEMUIIMTHBIE COCTOSI-
HMUS1), CTOJIb XapaKTEPHbIE JIJIsI PECTTUPATOPHBIX BUPYCHBIX
uHbekuuit [13]. TIpemapar oka3biBaeT MpsiMOE MPOTHU-
BOBUPYCHOE JIEWiCTBHE, MOAABJSIS PENPOLYKIIUIO BUpYyca
Ha paHHUX cpokax (1—35 cyT) nHGEKIMOHHOrO Mpoliecca,
CHIXasl UH(PEKIIMOHHOCTb BUPYCHOTO MOTOMCTBA U MPU-
BOS K 00pa3oBaHUIO 1e(heKTHBIX BUPYCHBIX YacTuil [12].

Henblo HacTosIILEl PabOTHI SIBUJACH OlLIeHKA 3pdek-
TUBHOCTU COBPEMEHHOIO MMMYHOTPOIHOIO IpernapaTa
uMKiodepoHa TMpu JIeYeHUU U NpodUIaKTUKe TpUIla
u OPBU y nereii.

MATEPUAJI 1 METO/1bI

ITon HabmoaeHueM Haxonuauch 214 npereit u noj-
poctkoB B Bo3pacte oT4 mo 18 mer, B Tom uyucie 109
(50,9%) myxckoro nona, 105 (49,1%) — XeHCKOro ToJia.
JeTr ¥ ITOIpOCTKM, HaXOIWBIIMECS II01 HaOIOICHM-
eM, ObUIM pa3liesieHbl Ha JBe IpyMnmbl — nepByto (n=108)
u BTopyio (n=106), paHIOMHM3UPOBAHHBIE IO IOy, BO3-
pacTy " YCJIOBUSM ITOCTOSTHHOTO ITpoXuBaHus. Kpurepu-
SIMM UCKJTIOYEHUS OBUTM BO3PACT N0 4 JIeT, HATMYUE XPO-
HWYECKON TATOJOTMHM OPOHXOJIETOYHOUM CHUCTEMBI OO
WHIVWBUAYaTbHAS HENIEPEHOCUMOCTD IIMKITo(hepoHa.

HcmsITyeMble TTepBOiA TPYIIITHI C IIETbIO MTPOGUITaKTH -
ku rpunna u OPBU nonyyanu nukinodepoH B Bo3pacT-
HOI JTO3MPOBKE: IeTH B Bo3pacTe 4—6 jeT — 1o 150 Mr
(1 Tabnerka), netu B Bo3pacte 7—11 ner — mo 300 Mmr (2
TabJIeTKn), MoapocTku cTapiue 12 et — no450mr (3
TabJieTK1) Ha rpueM | pa3 B CyTKU yepe3 AeHb, Bcero 10
TIPUEMOB TIpeliapata Ha Kypc; MHTepBaJl MEXIY Kypcamu
npreMa nuukjaohepoHa cocTaBsii 3 Hell, BCEro MpOBOAU-
JIM 4—5 KypcoB MpodUIaKTUYECKOro IprueMa Lukiode-
pOHa B YKazaHHOU no3upoBke. KinHnyeckoe Habmone-
HWE WCTIBITYEMBIX TICPBOM W BTOPOU TPYITIT ITPOBOIWIIOCH
C Havayia OKTSOpPS MPEIbIIyIIero rofa v 1o KOHIa MapTa
CJIeYIOILEro rofia, To €CTh B TEYEHUE BCETO CE30HA MOBbI-
LIEeHHOI1 3aboneBaemMoctu rpunmnom u OPBU.

3aboseBuive B AaHHbBIA MEPUOJ UCCIEAOBAHUS AETU
Y TIOJIPOCTKHY, KOTOpBIC HE MOJyYau B KauyecTBE Cpell-
cTBa MPOGUIAKTUKU HUKIOGEpoH (T.€. BKIIOUYEHHbBIE
BO BTOPYIO TPYIIITY), OBITN pa3necHbI Ha IBE ITOATPYITITHI
— ocHOBHYI0 (33 6osbHBIX) U corocTaByieHus (31 mamu-
€HT), PAHIOMHW3MPOBAHHBIE IT0 TTOJTY, BO3PACTY U TSDKECTH
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TedeHMsI 3a00JIeBaHMsI. BoJIbHBIC 00eMX TIOATPYIIT TTOJTY-
yayd 0a3UCHYIO TEpario — MOJOYHO-PACTUTETBHYIO,
00OoTaIeHHYI0 BUTAMWHAMU IHUETy, OOWJIBHOE ITHUTHE,
TTPY HEOOXOAMMOCTH — CHMITTOMATUIECKUE TTpeTIapaThl.
KpoMe Toro, manreHTaM 0CHOBHOM TTOATPYIIITHI C Jieueo-
HOW TIeNTbIO JOTIOTHUTEIBRHO Ha3HadyalW IHMKIO(GepoH
B BO3pPAacTHOM MO3MPOBKE (IEeTSIM B Bo3pacte 4—6 et
— mno 150mMr (1 TabneTtka), netsim B Bo3pacte 7—I11 jer
— no 300 Mr (2 TabneTKu), MoapocTKam crapie 12 jget —
no 450 mr (3 TabaeTKK) Ha MpureM) o cxeMe 1 pa3 B CyTKu
yepe3 IeHb, Bcero 10 TprueMoB Iperapara.

Huarno3 rpunmna wiv OPBU 6bu1 moarBepxieH
4-kpaTHbIM U Oojiee HapacTaHWEM TUTPOB creludu-
YeCKMX aHTUTEJl B peaKIIMU CBSI3BIBAHWS KOMITJICMEHTa
W peaKIIuy TOPMOXKEHMSI TeMarTIOTHHAIIAN.

JUJIsT OTICHKY TIOJIYYEHHBIX PE3yIBTaTOB OIPEHe ST
koadbuiment 3anuuieHHocT (K) 1 uHaekc 3G dGeKkTrB-
Hoctu (/) mo H. Y. Bpuko (2001), coracHo cieayoinmm
dopmynam:

K=100 (b — a)/b, tne K— xod3hGUIIMEHT 3Muae-
MMOJIOTUYECKON 2(PDeKTUBHOCTU; a — 3a00J1€BAEMOCTh
JIVLL, TIOJyYaBIIMX XUMUOTIPOWIAKTUKY; b — 3a00j1eBa-
€MOCTB JIUII, HE TMOTYyYaBIINX XUMUOTTPOMDMITAKTUKY

I=b/a, tne I — WHAEKC 3MUAEMUOJIOTUYECKON -
(GeKTUBHOCTU; a — 3a00JIeBa€MOCTb JIMII, TOJyYaBIINX
XUMUONPODUIAKTUKY; b — 3a00J1€Ba€MOCTb JIULI, HE MO~
JTy9aBIIAX XUMUOTIPODWIAKTHKY.

CrenimaibHOe MMMYHOJIOTUYECKOE WCCIICIOBaHUE
BKJTFOYQJIO M3YYEHHME KOHIICHTPAIlMU IIPO- U IPOTHBO-
BOCTIAJIUTENTBHBIX IIUTOKMHOB B CBIBOPOTKE KPOBU METO-
JIOM HMMMYHO(MEPMEHTHOTO aHaju3a Ha JIabopaTOpHOM
00opynoBaHUM Tpou3BoaCcTBa (rupmMbl Sanofi Diagnostics
Pasteur (®paHmms), B TOM Yucie Ha UMMYHOMEPMEHT-
HoMm aHanuzatope PR 2100. KoHileHTpaluio UUTOKU-
HOB — (pakTopa Hekposa omyxoiau anbpa (PHO-a),
uHTepneikuHoB (MJI)-2, -4, -6 BKpOBU OIpEmC SN
C TIOMOIIIBbIO CePTUMDHUIIMPOBAHHBIX B YKpaHe PeareHTOB
npousBoactea OO0 «[IporenHoBbIit KOHTYp» (ProCon)
(Cankr-IletepOypr, Poccust). B kauecTtBe mokazateineit
HOPMBI OBITH B3STHI TaHHBIE, TIOTy4eHHBIE TIPH 00CIen0-
BaHWM 30 3MOPOBBIX JIUIT TOH K& BO3PACTHOM TPYIIITHI.

CratucTuyeckyo 06paboTKy MoJy4eHHbIX HUMPPOBBIX
TMAHHBIX OCYIIECTBIISUTA Ha ITIEPCOHATLHOM KOMITBIOTEpe
IntelCore 2 Duo ¢ ncnojib30BaHMEM OIHO- U MHOTrO(daK-
TOPHOTO IHCIIEPCUOHHOTO aHamm3a (TPUMEHSUITMCH Tia-
KETbl JIMLUEH3UOHHBIX Tporpamm Microsoft Windowsxp
professional, Microsoft Office 2007, Microsoft ExcelStadia
6.1/prof u Statistica); Tpy 3TOM YIUTHIBAIMCH TPUHITATIBI
HCITOJTb30BaHMS CTATUCTUIECKUX METOIOB B OlIEHKE KITH-
HUYecKoi 3(HEKTUBHOCTH JIEKAPCTBEHHBIX CpeacTB [ 15].

PE3VJIBTATHBI

B pe3yabraté IMNPOBCACHHBIX KIMHUKO-3MUIACMUO-
JIOTUYECKUX UCCIIEIOBAHUIA YCTAHOBJICHO, 4YTO B HepBOﬁ
Tpynre 3a nepuo CE30HHOIO IMOBLIIICHU A 3a00JieBaeMO-
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ctu 3a6oenu rpurnmnomM 1 OPBU 12 (11,1%) neteii n moa-
pPOCTKOB, a BO 2-#1 rpymnmne snu3onbl rpunna uiu OPBU
3a 5TOT TEPUOJ OBUTM 3aperncTpupoBaHbl y 64 (60,4%)
JeTeit U moApocTKoB (TabJ. 1).

Takum o6pa3om, Npu MPUMEHEHUHN LIMKIO(QEepoHa KO-
a¢dumeHT snuaeMuonornyeckoil 3¢ @eKTuBHOCTU COo-
ctaBui 81,6%, MHIEKC SMUIEMUOIOTTIECKON 3hdDeKTHB-
Hoctu — 5,44. Wcxons 13 MOoJy4eHHBIX JaHHBIX, CJIEIYeT,
YTO NMMPUMEHEHNE TTUKIo(hepoHa C IeNblo TTPOMUITaKTUKI
rpunna u OPBU cHukaet 3a0071€BaeMOCTb JaHHBIMU H-
pexumsIMU IeTeli 1 MoApoCcTKOB B 6,03 pa3za.

[1pu conocraBneHnn KIMHUYECKOTO 3ddeKTa jede-
Hus rpunina 1 OPBU y 3ab6oneBiuux neteit 1 moapocTKoB
ITyTeM TUHAMUYIECKOTO 00CIeIOBAaHMS ITAIIMEHTOB 00EUX
TTONTPYIIT YCTAHOBJICHO, YTO B OCHOBHOM MOATPYTIIIE, TIO-
JTy9aBIlleil B KOMIUICKCHOM Tepanuy IUKI0(hepOH, OTMe-
yaeTcst OOJIBIITNI TTPOIICHT JIUII, ¥ KOTOPBIX 3a00JieBaH1e
umeso 6oiee ierkoe TeueHue (Tada. 2).

Kak BunmHO 13 Ta6:1. 2, B OCHOBHOM MOATrpyIIIe y 60JIb-
IIIeTO KOJTMIeCcTBa OOJIbHBIX JeTeil M MOAPOCTKOB HAOIIIO-
nanach JMxopanka Bmpenenax 37,5° — 37,9°C, atakxke
MeHee BBIpaXEHHBIE TaKWe CHUMIITOMBI, KaK HeIOMOTra-
HUE, PUHOPEST U MPUCTYNMOOOPa3HbIA CyxOi Kalleab (CM.
Tab. 2).

Taxke y OOTBHBIX OCHOBHOM ITONTPYIIIIBI, JOTIOTHM-
TEJbHO TMOJyYaBIIUX LUKIO(PEpoH, HaOI0IAI0Ch J10-
CTOBEpPHOE CHIKCHHUE ITPOIOJDKUTEIIEHOCTH Kak OOIIle-

TOKCUYECKOTO CHUHAPOMA, TaK W KaTapaJIbHBIX SIBICHUI
CO CTOPOHBI BEPXHMX JIBIXaTeIBHBIX ITyTel (Tabd. 3).

Kak BugHO 13 Ta01. 3, IIUTEIbHOCTh COXpAHEHUS JIU-
XOpAIKK y OOJTbHBIX OCHOBHOM MOATPYTITIEI ObUTA MEHBIIE
B cpenHeM Ha 2,2+0,1 cyT OTHOCUTEIbHO MOATPYIIIBI CO-
nocrapneHus (p<0,05), obuieit cnaboctn — Ha 2,1£0,1 cyT
(p<0,05), cHxeHus anmeTuTa — Ha 2,1+0,1 cyt (p<0,05),
rojioBHoi 6omu — Ha 1,420,1 cyt (p<0,01), puHOopen —
Ha 3,2%0,1 cyt (p<0,05), nepieHus B ropsie — Ha 1,2+0,05
CYT, TUIIEPEMUU U OTEeKa CIIM3UCTON 000J0YKU POTOTJIOTKU
— Ha 1,6%0,1 cyt (p<0,05), cyxoro kauuts — Ha 2,1+0,1
cyT (p<0,05).

B xone panbHeiliero AMHaMUYECKOTO HaOIOAEHUS
ObLJIO TAaKXe YCTAaHOBJIEHO, YTO MPUMEHEeHUE LUKIode-
poHa nipu JeyeHuu rpunna 1 OPBY npuBoauio K cHU-
JKEHUIO 4YacTOThl Pa3BUTHS OCJIOXHeHU B 3,54 pasa
10 CPAaBHEHUIO C ITOATPYIIITON MAaIIMEeHTOB, TOTYyJaBITUX
TOJILKO OOIIETIPUHSATHIC CpencTBa (Tad. 4).

B pesysbrate IpoBeIeHHBIX UMMYHOJIOTUIECKUX MC-
cJieloBaHUi [0 Hayasga JieueHUsl Y O0JIbHBIX OCHOBHOI
TTOATPYITITHI OBUTH YCTAHOBJICHBI M3MEHEHMS CO CTOPOHBI
rnoxasareJjieif IMTOKMHOBOTO MpoduaskpoBu (Tabdi. 5).

Tak, ypoBeHb MNPOBOCIATUTEILHOTO ITMTOKWHA
®HO-a B CHIBOPOTKE KPOBHU OBIT MTOBBIIIEH B OCHOBHOIM
TTOATPYITIIe B CpeaHeM B 1,6 pa3a OTHOCHTEIBHO 3HAYe-
HUI y IPaKTHUYECKK 3IOPOBBIX JIUII M COCTABUII B Cpeli-
HeM 63,2+2,6 rir/mut (p<0,001), ypoBenb MNJI-6 6bIT yBe-

Ta6auya 1. Auamus 3a601eBaemocty rpummom 1 OPBH nocJie nposeaenns Kypea npoiiIakTHKH HMKI0(hepoHoM

3aboJies TPUIIOM

He 3a6osenu rpunmnom

Tpynmna Ao e unu OPBU W3 HUX C OCTOKHEHUAMU uin OPBU
1 TIOIPOCTKOB
abce. % (na 100 yenoBek) aoc. % (na 100 yenoBek)
IepBas 108 12 11,1 0 96 88,9
Bropas 106 64 60,4 13 42 39,6

Tabauya 2. BeIpaxkeRHOCTh KJIMAHYECKOi CHMIITOMATHKH Y JeTeii i OIPOCTKOB, 60nbHbIX rpumiom 1 OPBU (abc/%)

KiuHuueckuit mokasaresib

TToarpynmna 60JbHBIX

ocHOBHasl (n=33) comnocTaBneHust (n=31)

[ToBrIlIeHNE TEMIIEpaTyPhI TEJIA:
37,5 — 37,9°C

38,0° — 38,4°C

38,5° — 38,9°C

39°C u BblllIe

Henomoranue:
HE3HAYMTETHbHOE
YMepeHHOe
BBIPaXXEHHOE

Punopes:
He3HauYMTeNbHAs
yYMepeHHast
BBIpaXKeHHasI

Cyxoi1 KalleJb:
HE3HAYUTEIbHbII
YMEPEHHbBIN
BBIPAXXECHHBIA

18/45,4 7/22,6
9/27,3 7/22.,6
5/15,2 8/25,8
4/12,1 9/29,0
5/15,2 2/6,5

20/60,6 11/35,5
8/24,2 18/58,0
18/54,5 6/19,4
9/27,3 9/29,0
6/18,2 16/51,6
17/51,5 7/22,6
11/33,3 10/32,2
5/15,2 14/45,2

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014

105




B MOMOLLIb TPAKTUYECKOMY BPAYY

Tabauya 3. Bimsmue nukioepona HA KIMHMYECKUE NOKA3ATEH Y AeTeil H HOAPOCTKOB, 601bHbLIX rpummom 1 OPBU (M+m)

KnuHuyeckuii moxkasaTesib

OCHOBHasl noarpymnmna (n=33)

JmMTeTbHOCTh COXpaHEeHMSI MPU3HAKA, CYT

MOArpyImna conocrapiaeHus (n=31)

JIuxopanka

O611as1 c1abocTh

CHIXeHue anmeTuTa

TonmoBHast 6011b

Punopeun

YyBCTBO MepIIeHUs B TOpIIe

TumnepeMus u oTeK CAMBUCTOM 000JTOYKU POTOTIOTKHI

Cyxoli Kalenb

3,4%0,1 5,6+0,2
3,5%0,1 5,6+0,2
3,8%0,1 5,910,2
2,1£0,05 3,5+0,2*
4,7£0,15 7,910,2
3,3%0,1 4,5%0,15
4,0£0,1 5,6+0,2
4,1£0,15 6,210,2

Tlpumeuanue. *JI0OCTOBEPHOCTb PA3IMUMIl MEXIY IMOKA3aTeIIMM OCHOBHOM MOATPYIINbI M MOArPYIITbI cornocTapieHus, p<0,01; B ocTalbHbIX CITy-

vasx p<0, 05

Tabauya 4. Yactora ocnoxnennii rpunna 1 OPBHU y neteii u noapoctkos (adc./%)

OcoXHEeHHe

TMoarpynmna 60JbHBIX

OCHOBHas (n=33) conoctapieHus (n=31)

OcCTpblii OPOHXUT

Otur

TaiimopuT

ANIEHOUITUT

Mudexiuyss MOueBbIBOASIINX ITyTei

Bcero

1/3,03 5/16,1
1/3,03 2/6,5
0 1/3,2
1/3,03 1/3,2
0 1/3,2
3/9,09 10/32,2

Tabauya 5. Yposens uMToKuHOB (B IIr/MJI) B CHIBOPOTKE KPOBH 0 Ha4aa Jjevenns (M+m)

TMokazarenb Hopma TToarpynrma 60JbHbIX

OCHOBHasl (n=33) conocrapieHus (n=31)
®HO-a 39,612,2 63,212,6 62,8+2,1
ni-2 20,8+1,9 13,8+2,1 14,1+£2,0
ni-4 47,2123 28,4122 28,8+1,3
nJ1-6 22,7+2,0 56,7£2,5 56,1+£2,0

Ilpumeuanue. J1OCTOBEPHOCTb PAa3IMUYMil COOTBETCTBYIOIIMX MOKa3aTesJeil B OCHOBHOM MOATpyNIe W MOATPYIIe CONOCTAaBICHUSI OTHOCUTEILHO
HopMBI — p<0,001; pa3nuauss MeXIy COOTBETCTBYIOIIMMU MOKA3aTeISIMM B OCHOBHOI TTOATPYIITIE W TIONTPYIITE COMOCTABICHUST HEMOCTOBEPHBI

(p>0,05).

JIMIEeH B cpeHeM B 2,5 pasa U paBHsuICS 56,7125 rir/mit
(p<0,001). Ha MOMeHT HavaJia JieYeHUs YPOBEHb MPOTU-
BOCTIAJIUTENIEHOTO 1TUTOKWHA WJI-2 B CHIBOPOTKE KPOBU
MalMeHTOB NTaHHON MOArpyNIbl ObUT CHUXEH B 1,51 paza
OTHOCUTEJIbHO  pe(epeHTHONM HOPMBI U COCTABJISII
BcpenHeMm 13,8+2,1 nr/mn (p<0,001), yposenp WMJI-4
— B 1,66 pasa u paBHsuica 28,4122 nir/mi (p<0,001).
VY naiueHToB MOATPYNIIbI COIMOCTABJECHUSI [0 Hayaja
JIeYeHWs] OBUTM OTMEYEHBI aHAJIOTWIHBIC W3MCHEHUS
CO CTOPOHBI M3YYEHHBIX TMOKa3aTeseil, a UMEHHO KOH-
meHTpammst @HO-a B chIBOPOTKE KPOBM ObLIA ITOBBITIICH-
Hoit B 1,6 paza B CpaBHEHWM C TaKOBOH y IIPAKTHUUECKU

3IOPOBBIX JIMI W COCTaBWJIa B cpenHeM 63,212,6 nir/mi
(p<0,001), ypoBenr WMJI-6 — B2,5 pa3za u paBHSIICS
56,7+2,5 nr/mn (p<0,001). Ha MmoMeHT Havajna Jiede-
Hus1 ypoBeHb WMJI-2 B CHIBOPOTKE KPOBU ObLI CHUXEH
B 1,51 pa3za 1o OTHOIIEHUIO K 3HAYCHUSIM Y TTPaKTUYECKU
310poBbIX Jul, coctaBass 13,812,1 nr/mn (p<0,001),
ypoBeHb NJI-4 — B 1,66 pa3a u paBHstics 28,4122 1ir /M1
(p<0,001).

Ha MoMeHT 3aBepiieHUsT Kypca JiedeHUsT TIPU UM-
MYHOJIOTUYECKOM MCCIICIOBAaHWM OBUIO YCTaHOBJIEHO,
YTO B OCHOBHOM moarpytie 6oyibHbIX rpunnoM 1 OPBU
y OOJIBIIIMHCTBA  OOCIICIOBAHHBIX YPOBEHb M3YYCHHBIX

POCCUNCKWIA BECTHUK NMEPUHATOJIONMMN U MEANATPUN, 2, 2014



Tepewun B.A. u coasm. DHbeKTUBHOCTD IUKIIOMhEPOHA TIPH JiedeHUH 1 ipodunakTike rpurma u OPBU y neteit n mompoctkoB

Tabnuya 6. YpoBenb HUTOKHHOB (B IIT/MJT) B CHIBOPOTKE KPOBH nocie Jedernsi (M+m)

IMokazarenb Hopma OcnoBHast noarpymnmna (n=33)  [oarpymma comocrasnenus (n=31) p

®HO-a 39,6x2,2 41,3£3,7 55,3£2,0** <0,01
ni-2 20,8+1,9 19,2+2,6 16,4+1,9¢ <0,05
ni-4 47,2£2,3 46,0£2,9 35,7+1,8* <0,05
nJ1-6 22,7+2,0 23,8+2,0 44,3£1,9* <0,01

Tlpumeuanue. JJoCTOBEPHOCTh pa3IMUUil OTHOCUTETBHO HOPMBI: * — p<0,05; ** — p<0,01; * — p<0,001; rpaca p — HOCTOBEPHOCTh PA3TUUMIA MEXK-
Iy COOTBETCTBYIOLLIMMHU [TOKA3aTeJISIMU OCHOBHOM MOJATPYIIIbI U MOATPYIIITBI CONIOCTABICHUSI.

LIUTOKWMHOB TIPAKTUYECKU MPUOIMXKAICS K 3HAYEHUSIM
HOPMbI, BTO BpeMsl Kak B MOATPYMIE COMOCTABICHUSI,
HECMOTpPSI Ha MOJIOKUTEJIbHYIO TUHAMUKY, YPOBEHb HC-
cJieyeMbIX IUTOKMHOB OCTABAJICS JOCTOBEPHO M3MEHEH-
HBIM (Tab6J1. 6). [Ipn 3TOM ClleyeT OTMETHUTD ITOJIOKUTEb-
HYI0O KOPDPEJSILIUIO MEXIY KOHUEHTpaluei LUUTOKWHOB
U KJIMHUYECKON KapTUHOU 3abosieBaHMsl (T.€. yeM OoJiee
TOPNUIHON OblIa AMHAMMKA W3YyYEHHBIX IOKa3aTesei,
TeM 0oJiee JTUTEeJIbHbIM ObUTA CPOKU JIMKBUAAIIUN OCHOB-
HbIX KJIMHUYeCKUX nposiBieHuit rpumnna u OPBU) B psine
CJIy4yaeB C pa3BUTUEM OCJIOKHEHMUIA.

Tak, Ha MOMEHT 3aBepllieHUsI JeYEHUS] YPOBEHb
®HO-a B CBIBOPOTKE KPOBM OOJIBHBIX JETEH 1 TIOAPOCT-
KOB TOATPYIIIbI COMOCTABJEHUSI OCTABAJICS TOBBIIIEH-
HbIM BcpeaHeM B 1,4 pa3a OTHOCUTEIbHO 3HAYEHUI
y MIPaKTUYECKN 3I0POBBIX JIMIl U COCTaBWJ B CPEIHEM
55,3%2,0 ir/mi (p<0,01), ypoBenb MJI-6 — B 1,95 pa3za
u paBHsuics 44,3+1,9 nr/ma (p<0,001). Ha MmomeHT 3a-
BepuleHUs JieueHus1 ypoBeHb WMJI-2 B CBIBOPOTKE KpO-
BU, HECMOTpPS Ha HEKOTOPYIO TMOJIOXKUTEJIbHYIO ITUHA-
MUKY, ObUI CHUXXEH BcpeaHeMm B 1,27 pasa, cocTaBisisi
16,411,9 nir/mn (p<0,05), yposers NJI-4 — B 1,32 pasa
u paBHsuics 35,7+1,8 rir/mi (p<0,05).

O6nacTe TIpUMEHEHUS! pe3yasTaToB. JlaHHBIE, IT0-
JIydeHHbIE B pe3yjbraTe MPOBEIEHHOTO MCCJIEAOBaHUS,
PEKOMEHAYETCSl TMPUMEHSITh B aMOYJaTOPHO-TIOJIUKIIU -
HUYECKOH MPAKTUKE C L0 TPOPUIAKTUKY U JICUSHUSI
rpunna u OPBU y aereii 1 moapocTKOB.

BbIBO/1 bl

1. I[lpumeHeHue 1UKIOMEpOHa C LENbl0 MNpoduIak-
tiuku rpunna u OPBU yneteil v moapocTKOB BbISIBUIO
BBIPAKCHHYIO  SIUAECMHUOJIOTHYECKYI0  3(h(hEeKTUBHOCTD,
TIPY 3TOM KO3(DGUITMEHT 3alMIIeHHOCTH cocTaBui 81,6%,
WHIIEKC 3MUIEMUOJIOTUYecKoi apdekTuBHOCTH — 5,44,

2. HazHaueHue nukiodepoHa B COCTaBe KOMILIEKC-
Hoii Tepanuu rpunna u OPBU y nonpocTtkoB cnoco6-
CTBYEeT OoJiee JIETKOMY TEUYeHUIO 3a0ojieBaHUsI, a TaKXKe

yCKOpsieT JMKBUAaluio cumntomoB rpurnma u OPBU:
(muxopanku — B cpeaHeM Ha 2,2x0,1 cyr (p<0,05), 06-
wei cnaboctu — Ha2,1x0,1 cyt (p<0,05), cHUXeHUs
anmerura — Ha 2,1%0,1 cyt (p<0,05), rosoBHO# 601K —
Ha 1,4%0,1 cyr (p<0,01), puHopeu — Ha 3,2x0,1 cyT
(p<0,05), nmepumienust Bropise — Ha 1,21£0,05 cyt, ru-
TMepeMUr ¥ OTeKa CIU3KMCTOM OO0OJOYKH POTOTIIOT-
ku — Hal,6£0,1 cyr (p<0,05), cyxoro Kamms —
Ha2,1£0,1 cyr —, aTakxke TIpUBOIUT K CHUKEHUIO
YacTOThl Pa3BUTUSI OCIOXHEHUH B 3,54 pasa 1o cpaBHe-
HUIO C IPUMEHEHNEM OOIICTIPUHSTHIX CPENCTB.

3. Jlo Hauasa JiedeHUsI ypOBEHb MPOBOCIIAIUTEIBHOTO
mutokrHa ®HO-a 6GbUT MOBBIIIIEH B OCHOBHOM MTOATPYII-
e B cpelHeM B 1,6 pa3a OTHOCUTENIEHO HOPMBI, YPOBEHB
WJI-6 — yBenwueH B 2,5 pa3a, KOHIIGHTpAIUs TPOTH-
BOBOCIaJIUTebHOTO LMTOKMHA WMJI-2 Oblna cHuXeHa
B 1,51 pasa, ypoBup MJI-4 — B 1,66 pa3a 1o OTHOIIICHUIO
K 3HAYCHHMSIM Y TIPAKTUYECKH 3M0POBBIX JIUIL. Y TTallieH-
TOB TIOATPYIITHI COMOCTaBNieHNs KoHIeHTpauss OHO-a
B IaHHBI TIEPWOA WCCICIOBaHUS ObUTa yBeIMUYcHa
B 1,6 pa3a, ypoBenb MJI-6 — B 2,5 pa3a, ypoBeHb NJI-2
6b11 cHIKeH B 1,51 paza, MJI-4 — B 1,66 pa3a.

4. Ha MOoMeHT 3aBepIIeHNs] Kypca JICYeHUSI B OCHOB-
HoIi noarpyme 6oyabHbIX rpurinom 1 OPBU y 6osbiinH-
cTBa OOCIIeMOBAaHHBIX MOKa3aTeM M3YYeHHBIX ITUTOKHU-
HOB TMPUOMIKAIACh K 3HAYCHUSIM HOPMBI, B TO BpeMsI
KakK B TIOATPYTITE COMOCTABICHMS, HECMOTPS Ha TTOJIOXHU-
TEJIEHYI0 TUHAMUKY, YPOBEHb HCCIEAYeMbIX ITUTOKUHOB
JIIOCTOBEpHO He m3MeHsiics. Tak, koHueHTpaunss @HO-a
Obuta yBeluueHa B 1,4 pasa OTHOCUTENbLHO 3HAYCHMI
y TIPaKTUYECKH 3I0POBBIX JUII, ypoBeHb MJI-6 ObLT TT0-
BbILIEH B 1,95 pa3a, yposeHb WUJI-2 ObuT CHUXEH B Cpel-
HeM B 1,27 paza, ypoBenb UJI-4 — B 1,32 pa3a.

5. [NonydyeHHbIe pe3yabTaThl MO3BOJISIIOT CYMTATD Ta-
TOTCHETUYECKU OTPaBIAHHBIM W KIIMHUYECKU TTepPCIeK-
TUBHBIM TIpUMEHEHUE IHUKIOoMepoHa I MPpodIIaKTH-
ku ujedyeHus rpunna u OPBU y nereit u moapocTkos
M TAIOT OCHOBaHWE PEKOMEHIOBATh IPUMEHEHME JaHHO-
TO TIpernapara B KIMHMYECKON MPaKTHUKE.
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CKOPAA NMOMOLDb
NP TPUNNE N OPBU!

LLSTRELTIATN S5 R Y

® Cameolilt 6biIcmpbiti UHOYKMOp uHmMepgpepoHa*
® O6s1adaem npaMbIM NPOMUEBOBUPYCHbIM Oelicmauem
® PaspeuweH 0emsam ¢ 4-x Jiem u 83poC/ibIM

® CoxpaHaem 8bICOKYI0 3¢hcheKmu8HOCMb
oaxke npu 4acmMom npumMeHeHuu

® CHu)xaem pucK paszeumus 0C/1I0XKHeHUU
npu epunne u OPBU 8 9 pa3++

O Bo3spacTHble f03bl Ha NpuemMm:
« et 4-6 net: 1 TabneTka Ha NpUeM.

O lMpo¢unakTuka (3KCTpeHHasa 1 Ce30HHasA): « Netn 7-11 net: 2 TabneTkn Ha Npuem.
lNpuem 1 pas B CyTKU, B BO3PACTHON f03€, « [letn oT 12 neT n B3pocsble: 4 TabNETKN Ha
3a 30 MUHYT 8O efbl, He pa3keBblBas. npuem.

DS LYPE— O S 10 GIRNEN R [Npwn TAXenom TeyeHn rpunmna B NepBbIn

[OHun npuema:
A OONOOOL 1 14 17 20 3 [€Hb MPVHMMALOT 6 TabneTokK.

Cxema npumeHeHua npu rpunne/OPBU:

O JleueHme: [lpviem 1 pa3 B CyTKW, B BO3pacTHON A03e, 3a 30
MUWHYT [0 efibl, He pa3eBblBas.

Aun npnema: @O9O9OOC

* Epwos @.U., Kucenes O.U. MimepgepoHsi u ux uHOykmopsl (om mosekysbl 0o ux iekapcms). - M.: FSOTAP-Medua, 2005.
** [lokazaHo KnuHuyecku (Mcakos B.A., PomaHuyos M.I. u coasm. IgppekmusHocmes LjuknoghepoHa 8 mepanuu
u npogpunakmuke epunna u OP3. PMX 11, 2011).

TABJIETKWU, MOKPbITbIE KULLEYHOPACTBOPMMOIM OBOJIOYKOM, MO 150 MI' N 10, 20, 50 P N001049/020m 12.12.2007 Peknama




UHDOOPMALNS

Pa3Burne HOBBIX TEXHOJIOTHIA B JUATHOCTHKE M JI€YeHUH JeTCKux 0oJiesueit B PI'BY
«Mockosckuit HUU neauatpuu u aeTckoii xupyprun» Munsapasa Poccuu B 2013 1.

A Ilapeeopodues, B.B. laun, B.M. Po3unos, 3.K. 3emaanckas, A.M. Ilueosaposa,
M.B. Jlebedenkosa

Hay‘-IHO-I/ICCJ'Ieﬂ,OBaTeJ'IbCKI/IVI KITMHNYECKNI MHCTUTYT neanaTtpun, Mockea

Development of new technologies in the diagnosis and treatment of childhood diseases
at the Moscow Research Institute of Pediatrics and Pediatric Surgery, Ministry of Health
of Russia in 2013

A.D. Tsaregorodtsev, V.V. Dlin, V.M. Rozinov, Z.K. Zemlyanskaya, A.M. Pivovarova,
M.V. Lebedenkova

Research Clinical Institute of Pediatrics, Moscow

IIpeacrapieHbl HAy4YHbIE JOCTHXKEHUS ¥ Pa3pad0TKU MHCTUTYTA 32 2013 1., moJiyyeHHble B paMKax BbinoJHeHus [ocyaapcTBeHHOro
3aJlaHUA ¥ 10 HHUIIMATHBHBIM M ACIIMPAHTCKUM padoTam. [1oapoOHO onmucaHbl MOJTyYeHHbIE IPHOPUTETHBIE Pa3PAOOTKH HA OCHOBE
HCIOJIb30BAHMS MEIMIMHCKUX TEXHOJOTHIA B 00JIACTH THATHOCTHKH, JIEYEHHS, MPOrHO3a H peaduanTanun 3a00/1eBaHMil I1€TCKOro
BO3pacTa ¢ ykazanuem ux dpdexkrusnoctu. IIpennoxensl 11 BHeAPEHHsT HOBbIE MApKePbI IPOrPecCMPOBAHMS, HOBbIE H YCOBEPLIEH-
CTBOBaHHbIE METOIbI TEPANMH, 000CHOBAHBI COBPEMEHHBIE MOIXO/bI K MPEAyNPEKIECHHIO POrPECCHPOBAHNS 3200/I€BAHMIA Y ieTei
Pa3HOro BO3pacra.

Knrouegvie crosa: demu, nayunvie uccie0o8anus, npuopumemuble paspabomiu.

The paper presents the 2013 Institute’s scientific achievements and developments made within the framework of the State Task
in Initiative and Postgraduate Works. It describes the priority developments obtained using technologies in the diagnosis, treatment,
prediction, and rehabilitation of childhood diseases with their efficiency being indicated. New progression markers and novel and
improved therapeutic options are proposed for introduction; current approaches to preventing disease progression in children at dif-

ferent ages are substantiated.

Key words: children, researches, priority developments.

Hau6onee aKTyaJIbHOI 3amaveil reauaTpum siBIsieTCs
MpoGUIaKTUKA JETCKOM MHBAIMIHOCTH WU (haKTO-
POB, TIPUBOISIINX K €€ Pa3BUTHIO B CaMble paHHME Tepy-
OIIbI 3KM3HU. Beaylnmymy mpuarHaMy WHBAJTUIHOCTY Y Jie-
Tell OCTAIOTCST BpOXKIACHHAST M HACIEICTBEHHAS ITATOJIOTHSI,
XPOMOCOMHBIE 0O0JIe3HU, TATOJIOTUSI BHYTPUYTPOOHOTO
U TIEpUHATATBHOTO TTEPUOIOB. Y IeTeil CTapIInX BO3pacT-
HBIX TPYII aKTyaJIbHBI SHAOKPUHHBIE HAPYIIEHUSI, TIPUO-
OpeTeHHasT COMaTUJecKast IaToJIOTHsI Y TpaBMaTHU3M.

© KonnekTtue aBTOpOB, 2014

Ros Vestn Perinatol Pediat 2014; 2:110-114

Anpec s xkoppecnonsenumu: Llaperoponue Anekcanap AmurpueBudy —
JI.M.H., TIpod., tupektop MockoBckoro HU W nenuatpuu 1 AeTCKoit XUpypruu
Jmvun Bragumup BuktopoBud — 1.M.H., nmpod., 3aM.AMpeKTOpa MO HaydyHOM
pabore, 3aB. OTIEJIEHNEM HACIEACTBEHHBIX M IPUOOPETEHHbIX O0JIe3HEil oYeK
YKa3aHHOTO yUPeKICHUsT

Po3unoB Bnagumup MuxaiinoBuy — 1.M.H., mpod., 3aM.IupeKTopa 1o Hayy-
HOI1 paboTe, 3aBeayIOILIUI OTIEICHUEM MTOJUTPABM YKA3aHHOTO YUPEXKISHUs
3emistHckast 3uHanna KoHCTaHTUHOBHA — K.M.H., YYEHBIii CeKpeTapb yKa3aH-
HOTO y4pexXIeHUs.

IMuBoBapoBa Anekcanapa MuxailloBHa — K.M.H., Hay4HbIil CeKpeTapb yKa-
3aHHOTO YUPEKICHUS

JlebenenkoBa Mapuna BraguMupoBHa — Hay4yH. COTp. OTHesia MHTEJUIEKTY-
QJIbHBIX CUCTEM U 0a3 JaHHBIX YKa3aHHOTO YUPEXAECHUS

125412 Mockaa, ya. Tangomckas, 1. 2

B nocneanue roapl pactet yactora 3a00JeBaHUI SH-
MOKPUHHOW CHUCTEMBI, HapylleHW THUTaHWs, OOMeHa
BEILECTB U UMMYHUTETA, 0OJIe3HEH KOCTHO-MBIIIEYHO
CUCTEMbl U COCTMHUTENIbHONM TKaHU, 00Jie3HEN OpraHoB
MUIIEBAPEHUsI, MOYEMNOJOBON CHUCTEMbI, TMHEKOJIOTHU-
YyecKux 3a00JieBaHUI, BPOXIEHHBIX aHOMaJIUil pa3BuU-
Tusi. COXpaHSIIOT aKTyaJIbHOCTh BOMPOCH (PU3UOJOTUU
U TaTOJIOTUM POCTA, HEPBHO-TICUXUYECKOTO U MHTEN-
JIEKTYaJIbHOTO DPa3BUTHUSI peOEHKa, KOTOpbIe 3aBUCST
OT HACJIE/ICTBEHHON TPeapacnoyoXeHHOCTH, MUTaHUS,
BOCTTUTaHUSA U Jp.

JUTs M3ydeHrsT TIPUYWH, BIMSIOIIAX Ha 3M0POBbE Je-
Teil, HEOOXOAMMO TPOBEACHUE SIUAEMUOJOTUYECKUX
1 TCHeTUYECKUX WCCIICIOBAaHUN ¥ OpraHU3aIlusl MOHM-
TOPUHTA COCTOSIHUSI 3J0POBbSl. B OCHOBY MOHUTOpPUHTA
TOJDKHBI  OBITh 3aJIOKCHBI JETCKMEe KOHTHUHTEHTHI, CO-
BPEMEHHBIC TEXHOJIOTUU, KOMITBIOTEPHBIC CHUCTEMBI, pe-
TUCTPBI O BUJAM IaTOJOTMYECKUX COCTOSIHUI C y4eTOM
3 beKTUBHOCTY TTPODUIAKTUKY, TMATHOCTUKH, TepaTTun
U cUCTeMa peabUIUTAIIMOHHBIX MEPOTTPUSITUIA.

Kuucny HaydyHbIX COCTaBJSIIONIMX, OOBEAUHSIOLIUX
HCCJIeIOBaHUSI B Pa3IMUHbIX O0JACTAX MeAUaTPUU, OT-
HOCUTCSI M3YyYEHUE PUCKA BO3HUKHOBEHUSI U MPOTpec-
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Llapeeopor)uee Aﬂ u coagm. Pa3BuTHE HOBBIX TEXHOJIOTHI B AMATHOCTUKE U JICYEHUU TETCKUX OONE3HEHA. .

CUPOBaHMSI XPOHMYECKUX OOJIe3HEN Y AeTeld, a Takxke
pa3paboTKa TEXHOJOTUN WX JIEYEHUS U peabuauTaluuu
JUTSL IpeaynpexaeHus: nHBatuaHoctu. Ocoboe BHUMA-
HUe obpaniaeTcs Ha pa3paboOTKy HOBbIX TEXHOJIOTUH MPO-
(unakTUKKU U Tepanuu COLMAIbHO 3HAYMMBbIX OOJie3Hel
JIETCKOTO BO3pacTa Ha OCHOBE MCCJIEOBAHUSI KIMHUKO-
MaTOreHeTUYECKUX MEXaHU3MOB HACJEeICTBEHHBIX (hopM
MaToJIOTMM HEPBHO-TICUXUYECKOTO U (PU3UYECKOTrO pas-
BUTUS ieTeil. Ha coBpeMeHHOM YpOBHE Pa3BUTHSI TEXHO-
JIOTUH aKTyajibHa MpobJjeMa AMArHOCTUKU, B TOM YKCIIE
U paHHEW, W pa3paboTKa U BHEIPEHHWE HOBBIX METOAOB
Jie4eHUs JeTei ¢ HAClIeNCTBEHHbIMU U peIKUMHU (OpdaH-
HBIMU) OOJIE3HSIMM.

B cooTBeTcTBUM  CcO cTpaTerueil pa3BUTHSI  MeIdu-
LIMHCKOW Hayku B Poccuiickoit @enmepaniii Ha TIEpUOL
1o 2025 1., Tae TIaBHBIM HampaBJIEHUEM SIBJISIETCSI pa3BU-
THE MEPEeNOBbIX TEXHOJOTUIl M BHEAPEHUE HA UX OCHOBE
MHHOBAIIMOHHBIX POAYKTOB, 00ECTIEYMBAIOLINX COXPAHE-
HUE U yJIy4dllIeHUE 300POBbsI HACEJIEHUSsI, HEOOXOIMMa aK-
THUBHas pa3paboTKa U BHEAPEHUE B IPAKTUUECKOE 3PABO-
OXpaHeHUe WHHOBALIMOHHBIX TexHosoruit. HakoruieHue
(byHIaMeHTaNIbHBIX 3HAHWI TMO3BOJUT HE TOJbKO BBISIB-
JIATh 3aKOHOMEPHOCTH Pa3BUTHS MATOJOTMUYECKOTO MpO-
11ecca OCHOBHBIX 00JIe3HEH IeTCKOro Bo3pacTta, HO U CBO-
€BPEMEHHO  TPOBOAUTH  JieueOHO-NIPODUITIAKTUYECKIE
MEPOTPUSTHSI.

Mockosckuit HUWM nemmatpum u neTckoii Xupyp-
ruu (HeiHe HayuyHo-uccrienoBaTeNbCKUil KIMHUYECKUI
WHCTUTYT TMEAUATPUU) KaK FOJIOBHOE YUPEXAECHUE HayKu
MuHucTepcTBa 3apaBooxpaHeHust Poccuiickoit demepa-
LIMM Ha MPOTSIKEHUU MHOTMX JAECATUIETUI 3aHMMAaeTcsl
KaK pa3paboTKOii, TaK W BHEAPEHWEM WHHOBALIMOHHBIX
TEXHOJIOTUI B MENUATPUUECKYIO U XUPYPIMUECKYIO TMpa-
kTUKY. B 2013 . B MUHCTUTYTE MPOBOAUIUCH HAYYHbIE UC-
cienoBaHus 1o locynapcTBeHHOMY 3aIaHUIO (YTBEPXKICHO
MunznpasoB Poccun 29.12.2012 1) 10 TpeM OCHOBHBIM
HanpaBIeHUSIM:

1. dyHnaMeHTaTbHBIE WCCICIOBAHUS Ha TeMy: «BbI-
SIBJIEHUE TEHETUYECKUX M MeTabOJIMYeCKUX HapylleHUi
rOMeOoCTa3a, yCTaHOBJIEHUE UX POJIU B (POPMUPOBAHUU 3a-
0oJieBaHUIA M MATOJOTMYECKUX COCTOSIHUI y eTeii».

B pamkax 3Toro HanpaiaeHus1 § HAyYHbIX MOApa3aesie-
HUWI1 THCTUTYTA UCCJIEI0OBAIN:

*  TEHeTUYECKUi MosuMopdu3M U MaToreHe3 Ha-
CJIeCTBEHHbBIX 00JIe3HEel 0OMeHa BEILIEeCTB y JeTel;

*  MEXaHu3Mbl (PYHKIIMOHAIBHBIX U YJIBTPACTPYK-
TYpHBIX HapyIIEeHWI MUTOXOHIAPUI 1 META0OIUYECKUX
(sHepreTuyeckux) neeKTOB y AeTell ¢ HACIEICTBEHHBIMU
3a00JICBAHUSIMY;

*  TeHOMHbIE MEXaHU3MbI NTATOreHe3a Mpy UIMOoMNa-
TUYeCKUX (hOpMax YMCTBEHHOI OTCTAJIOCTH U ayTU3Ma;

*  MAaTOreHeTUYeCcKue BapUaHThl TYOEPO3HOIO CKJle-
po3a B 3aBUCUMOCTU OT MyTallMOHHOTO MoJuMopdusma
TeHOB TyOepUHa U raMapTUHa;

*  pojb 303uHOMWICTIENN(PUIECKUX UHTEPJICHKU-
HOB U XeMOKHUHOB B (pOPMUPOBAHUU AJLJIEPTUUECKOTO BOC-

MaJjieHusl, CBI3aHHOTO ¢ MHOXECTBEHHOI WHTOJIEPaHTHO-
CTBIO K TIMIIIEBBIM U TTBLUTBIICBBIM aJlIepTeHaM;

*  OCODEHHOCTM KapAWMOBACKYJISIPDHOU MaToJIOruu
1 MEXaHU3MOB €€ Pa3BUTHS Y IETEN C XPOHUYECKUMMU TPO-
TPECCUPYIOIIMMU OOJIE3HSIMU MOYEK.

2. DKcnepuMeHTalIbHbIE MCCIeT0OBaHusT Ha TeMy: «OT-
paboTKa TEXHOJOTUM BEHTPUKYIOCYOrajlealIbHOTO IPEHU -
pPOBaHWs Ha MBIIIIAX C UCKYCCTBEHHOW Tuapoledateii»
BEAYTCS B OTJCJIEHUN HEHPOXUPYPTUU.

3. Ilo HanpaBieHuo «OpraHu3alMOHHOE U MH(pOpMa-
LIMOHHOE o0ecreueHre MOJIEPKKU (BYyHAAMEHTAIbHbIX,
MPUKJIATHBIX HAyYHBIX WCCIICIOBAHWM ¥ SKCIIEPUMEH-
TaJIbHBIX Pa3pabOTOK» MCCIeTOBAHUS BBIMTOJHSUIACH 5 Ha-
YUHBIMU MOAPA3ACACHUSIMHU 110 4 paznenam:

. reHoMHas HectradbuibHocTh JIHK, accomumupo-
BaHHas C UMMYHOJIOTUIECKVMM HapylIeHussMHu, B (op-
MUPOBaHWHY paTyualliOHHO-UHIYIIMPOBAaHHBIX K XPOHWYE-
CKHX cOMaTHuYecKux 3aboseBanuii aerei [—II mokoneHwmst,
MPOKUBAIOIINX Ha 3aTPSI3HEHHBIX PaIMOHYKIUIAMU Tep-
PUTOPUSIX U POKIEHHBIX OT 00Ty4YEHHbBIX POJAUTENCIA;

*  COBEpILICHCTBOBAHWE METOAOB BbIXAXKUBAHUS
IJTYOOKOHEOHOLIEHHbIX AETEH;

*  DNMIEMUOJIOTUYECKUI aHalM3 MYKOIoJMcaxa-
pumo3oB [—II Tumna y nereit B PO Ha ocHOBe KOMITBIOTEP-
HbIX MOHUTOPMHIOBBIX CUCTEM NMHAMMYECKOrO HaOJIIO-
neHust u hopmupoBaHust DeaepaaTbHOTO TEHETHUYECKOTO
perucTpa;

*  JIMarHOCTUKA CIIaeyHOM O0JIe3HU Y AETEH U UX Jie-
YeHue.

Kpome Toro, B HaydyHbIX MOAPA3ACIEHUSIX BBITOIHSI-
1otcst 6osee 30 HayYHBIX MHULIMATUBHBIX UCCICIOBAaHUM,
BKJItoYast 19 acrmupaHTCKUX paboT.

BenyumuM HampaBieHueMm B oGiacTd GyHIaMEHTab-
HO-TIPUKJTAIHBIX HAyIHBIX MCCIICIOBAHUI B MHCTUTYTE
SIBJISUTOCH M3yYeHUE HAC/IEACTBEHHOI MaTOJIOTUU Y IETE.
B 5TOM HanpaieHUU NOJIyYeHbl HOBbIE HAyYHbIe 3HAHUSL:

*  YCTaHOBJIEHO, YTO HauOoJjiee YacToil MyTaluei
Y POCCUICKUX OOJIBHBIX C KJIACCUYECKO TOMOLMCTUHY-
puei okasajach OMMCaHHasi MyTallusl caiiTa crlalicuHra
— 1VS11-2a->c, otBeTCTBEHHAas 3a (hopMUpoBaHue B -3a-
BUCUMOI1 (hOpMbI TOMOLIMCTUHYPUU. JIBE HOBbIE MyTallUU
(¢.216-217delAT u c. 1560— 1569del CACCGGGA) 06ycnoB-
JIMBAIOT Pa3BUTHE TAKEIOTO B -pesucTeHTHOrO (heHoTHIA
C BBIP&XXEHHBIMU COCYIMCTBIMM HApYIICHUSIMUA W TSTKe-
JIOH IJIa3HOM MaToiorueit y 00IbHBIX;

. rnokaszaHa BO3MOXHOCTh TU(hdepeHIMPOBKY Ta-
TOTEHHBIX U HEMATOTE€HHBIX TEHOMHBIX MIEPECTPOEK Ha OC-
HOBe OMOMH(MOPMATUYECKOT0 aHAJIN3A;

*  BIEPBbIE C MIOMOILIBIO MOJIEKYJISIPHOTO Kapuo-
TUTIUPOBAHUS U OPUTMHATBHBIX OMOMHOOPMATHUECKIX
TEXHOJIOTUIA TTOKa3aHO, UTO MPU ayTU3Me TeHOMHbIE Tiepe-
CTPOMKM 3aTparnBaloT TeHbI-KOMITOHEHTHI TCHOMHBIX Ce-
Tell (pathways), OoTBeyarolIMX 32 KPUTUUYECKUE MTPOLIECCHI
pa3BuTHs U GYHKIMOHUPOBAHUS TOJJOBHOTO MO3ra, a TaK-
K€ YYBCTBUTEJBLHOCTD K Crielin(UIeCKUM JIEKAPCTBEHHbIM
npenaparam u,/uau OMOJOrMuYeCKU aKTUBHBIM BELIIECTBAM;
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*  ycraHoBieHO, 9yTo CNV! y neteii ¢ ayTU3MOM 3a-
TparuBaloT TeHbl U TEHHBIE CETHU, PETYIUPYIOIINE TPOLIEC-
Chl KJIETOYHOTO 1IMKJIa M 3allporpaMMUPOBAHHON rvbesu
KJIETOK T'OJIOBHOTO Mo3ra (aronTo3d). [TomyyeHHbIe pe3yiib-
TaThl SIBJSIIOTCS OCHOBOM JJISI MUTOTUYECKOM KOHLICTIIIUK
raTroreHe3a HEPBHBIX U IICUXWYECKUX 3a00JIEBaHUIA;

. KapTUPOBaHbI M aIalTUPOBAHbI TPU CO3MAHHBIX
caiircierupuuHbix KocMuaHbix U PAC JIHK-30HImOB
U3 OPUTMHAJILHON KOJIJIEKIIAM JUTSl TUarHOCTUKU MUKpOa-
HOMAaJIMi1 XpOMOCOM;

*  pa3paboTaH aJrOpuTM HEWHBAa3WBHON JWArHo-
CTMKM BapMaHTOB CHHIpOMa YIJIMHEHHOTO WHTEpBaja
Q—T, ocHOBaHHBII Ha (PEHOTUITMYECKOI IKCIPECCUM Te-
HETUYECKMX BApUMAHTOB CUHIPOMAa, TOUYHOCTb TUArHOCTH-
KU ¢ IpMMEHEHUEM JaHHOTO aJIfOpUTMa Jocturaet 92%:;

*  JIOKa3aHa CHeHU(PUIHOCTh KapaAuOMMUONATUU
TPU TIPOTPECCUPYIOLINX MBIIIIEUHBIX TUCTPOGUSIX Y ACTEM.
IMopaxeHue cepnevyHO-COCYAUCTON CUCTEMbl HOCHUT TIe-
TEPOTEHHBIN XapakTep, JAeTEPMUHUPOBAHHbBIN MyTalldei
reHa, OTBETCTBEHHOTIO 3a BbIpaOOTKY CTPYKTYpHOIO OeJjiKa
MBIILIEYHON TKaHU;

*  YCTaHOBJIEHbI OCOOEHHOCTU TTOPAXKEHUST cepaey-
HO-COCYIIUCTOM CUCTEMBI Y IETEN C CUHAPOMOM AJIbIIopTa
U C ayTOCOMHO-JIOMUHAHTHOM MOJIMKCTO3HOM 00JIE3HBIO
novek. [TokazaHa BbICOKasl YaCTOTa apTepHUaIbHOM rUIep-
TEH3UM YXKe B IETCKOM BO3pacTe, IPUBOASIIEH y YaCTH Jie-
Tel K IMOpPaXXeHUI0 OPraHOB-MUIIEHEH C pa3BUTHUEM Kap-
JITMOMMOTIATUU;

. IPYU QyTOCOMHO-TOMUHAHTHON TTOJIMKUCTO3HOM
0o0JIe3HY MoYeK 00JIee YeM B MOJIOBUHE CITy4aeB BbISIBIISIET-
csl IuaTalsi KOpHSI aOpThl, COMPOBOXKIAOIIASICS qUja-
Tauueit (puOPO3HOro KoJiblia KJlaraHa aopThl C AMACTOJIM -
YeCKUM TTpoJlabupoBaHNe CTBOPOK a0PTaJIbHOIO KJlalaHa;

. MPEeIJIOXKEHbl HOBBIE TTOAXOAbl K AMArHOCTUKE
U OLIEHKE TSKECTH MAaTOJIOTMYECKUX COCTOSTHUI TTPU MUO-
MMaTUSIX Y OMpeesieHbl IIPOrHOCTUYECKUE KPUTEPUM TeUe-
HUSI MUOIIaTUYECKUX polieccoB. [IpemioxkeHbl BApUaHThI
MEIMKAaMEHTO3HOI Teparuu C y4eToM JIMCIHepreTuye-
CKUX COCTOSTHUIA;

. pazpaboTaHbl  KpUTepUU  MOPGOJOrMUeCcKOit
nuddepeHINATBHOM TUarHOCTUKU BPOXKIEHHOW MMO-
MaTUM LEHTPAJIbHOIO CTEPXKHS, BPOXIEHHONH MHOTO-
CTEP>KHEBOI MHUONATUM, BPOXICHHON CapKOTyOYyIsIpHOM
U MATOXOHIPUATILHOM MUOIIATHI.

BaxkHbIM TpOMOJLKEHUEM HAyYHBIX MCCIeI0BaHUI
OCTaeTCsl M3ydyeHUE HapylIeHUs! KJIETOUHOM 3HEPreTUKuU
U TI0Ka3aresieil, oTpaxalolldX COCTOSTHUE 3HepreTuye-
CKOro oOMeHa IMpu pas3InvHbIX 3a00eBaHusIX. B aTOM Ha-
MpaBJEHUU TIOJIyYEHBI CJICAYIOIIME TPUOPUTETHBIC pa3pa-
OOTKHU 1 HOBbIE HayYHbIC 3HAHUSI:

*  JIOKa3aHa AMarHoCTUYecKasi 3HAUMMOCTb OIpe-
neJeHrsT TIoKasaTeJield CBOOOMHOIO KapHUTHWHA W allvii-
KapHUTUHOB B KPOBM JIJIsI PAHHETO BBISIBJICHUSI HE TOJIbKO
MMTOXOHIPUAIBHBIX OO0JIE3HE, HO U APYTUX HacIeaCcT-

! Copy-number variation — Bapualust 41cjia KOIMUi XPOMOCOMHBIX
CETMEHTOB.

UHDOOPMALNS

BEHHBIX OoJsie3Heli oOMeHa BellecTB (TyOysornaTuii, op-
TFaHUYECKUX aluaeMuii, Ae(eKTOB TpaHCIIOPTa W OKUC-
JIEHWSI XXMPHBIX KUCIIOT). BEImeneHbl maToreHeTUyecKue
pa3IMIMs HEeTOCTATOYHOCTH KapHUTHHA TIPH YKa3aHHBIX
3a00JIeBAaHUSIX: HApyIIEHUsT KJIETOYHOTO TpaHCIopTa
1 KaHAJIbLIEBOM peabcopOLMy KapHUTHUHA, TOBBIIIEHHOE
pacxoJoBaHMWE U UCTOIIEHNE TKAHEBBIX 3aI1aCOB, 9K30TEH-
HbIil neuuuT. BhisiBIeHa HEIOCTaTOYHOCTh YOMXMHOHA
MPY MUTOXOHIPUATBHBIX 3a00JIEBAHMSIX;

*  BBIIEJIEHBI Ba BapuaHTa HapylIeHUs KapHU-
TUHOBOTO OOMEHA TpU KapIUOMUOMNATHUSAX C KIMHUKOM
XPOHUYECKOM ceprevHoit HemoctaTouyHoCcTH: 1. CHike-
HUe OOIIEero YpOBHSI KAPHUTUHA 32 CYET HU3KUX 3HAYCHUIA
CBOOOIHOTO KAPHUTUHA U /WU allUJIKapHUTUHOB. 2. Hop-
MaJIbHbIE MOKa3aTe/ 1 0011Iero KapHUTHHA Ha (hoHe aucha-
JIaHCa CBOOOIHOTO KApHUTWHA 1 allMJIKAPHUTUHOB;

*  Hayata pa3paboTKa JMarHOCTUYECKUX MapKe-
POB TIPEIPACIIONOXEHHOCTA K HACJIENCTBEHHBIM 3a00-
JIEBAaHMSIM Yy IeTeii Ha OCHOBE W3y4eHUsT WHAVBUIYaTb-
HBIX OCOOEHHOCTel MeTabojm3Ma C IIOMOINbBIO aHan3a
XpOMAaTOrpaMM W IIPUMEHEHUST METOIOB METabOJIOMMKHU
U MHTEJJIEKTYaJTbHOTO aHaIN3a JaHHBIX;

*  TIOKa3aHO KJIMHWYECKOe 3HAYCHUE WCCIIeIoBa-
HUS TOKa3aTeJiell KapHUTMHOBOTO OOMeHa y JIeTell ¢ ru-
MepakTUBHBIM MOYEBBIM ITy3bIpeM. OO0CHOBAaHO Ha3HAUe-
HUe TIpernapaToB L-KapHUTHHA Y 3TUX MMALIMEHTOB;

Pazpabotka, BHenpeHMe U onpernencHre 3¢hheKTUBHO-
CTH HOBBIX METOJOB TePaIiy MHBATMAN3UPYIOIINX 3a06071e-
BaHWI y JeTeil SIBIsIeTCS OOHUM M3 HanboJee aKTyaJlbHBIX
Ppa3MenoB HayYHO-KCCIICIOBATENThCKOM paOOTHI B MHCTUTYTE:

*  pa3paboTaH CTaHIAPT CHCIMATU3NPOBAaHHOMN Me-
TULIMHCKOW TTOMOINM AETSIM IpU TYyOepO3HOM CKJIepo3e
U TIOATOTOBJIEHBI HALIMOHAJIbHEIE pEKOMEHIAIINY TT0 Jrar-
HOCTHKE ¥ JICYCHHMIO TYOEPO3HOTO CKIIepOo3a Y IeTel;

. nokazaHa 3¢h(EKTUBHOCTb UMIUIAHTALUU CTU-
MyJISITOpa OJyKIaroIlero HepBa y AeTeil ¢ (hapMakopesn-
CTEHTHOM 3MUJIETICUEH;

. olieHeHa 3¢ (GEKTUBHOCTb UM MEPEHOCUMOCTh
3BEepoJIMMYyca TPU aCTPOLIMTOMAX | aHTMOMMOJIUIIOMAX,
aCCOIMUPOBAHHBIX C TYOEPO3HBIM CKIIEPO30M, B paMKax
MEXXIYHApOIHOTO UCCIIEIOBAHNSI;

. npoBeeH aHain3 3HGEKTUBHOCTU —Tepanuu
OPOHXUATBLHOM aCTMBI KCOJIAPOM C YYE€TOM IISITHJIETHETO
KaTaMHe3a;

*  TIpeICTaBJicH COBPEMEHHBI HayUHbIIA aHAIN3 UC-
MOJIb3YEMBIX Y IETe MYKOJUTUIECKUX M OTXaPKUBAIOIIMX
bapMaKoJIOrMYECKUX CPEACTB, pa3padboTaH audhepeHII-
POBaHHBIN MOAXOMA K X HAa3HAYEHUIO TIPY Pa3HOOOPa3HOI
OpOHXOJIETOYHOI TTATOJIOTUH;

*  TIpeIOXEHBI HOBBIE BJIEKTpOKapavorpadude-
CKUE 1 9XOKaparorpaduuecke MapKephbl pMCKa pa3BUTUS
SKU3HEYTPOXKAIOIINX apUTMUIL Y IeTeil ¢ CUHAPOMOM YII-
JIMHEHHOTO MHTepBaja Q— T M ONNTUMU3UPOBAHbI ITOKA-
3aHUS K UMITIAaHTALIMM KapauoBepTepa-aehuopuuIsITopa.

Psin uccnemoBanuii ObUT MOCBSILEH TTpobeMaM paH-
Hell IMArHOCTMKU 3a00JieBaHUI, OIpPEIeIECHUs TsKe-
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Llapeeopor)uee Aﬂ u coagm. Pa3BuTHE HOBBIX TEXHOJIOTHI B AMATHOCTUKE U JICYEHUU TETCKUX OONE3HEHA. .

CTU, PaHHErO BBISIBJICHUSI MPOTPECCUPOBAHUST Mpolecca
U OCJIOXKHEHWIA:

*  TIPEIUTOXEHBI JJTSI KIIMHIIECKOW TTPAKTUKU KPH-
TEPUU NUATHOCTUKU HAPYIICHUS aianTallluy 3JEKTpruye-
CKOIl CHCTOJIbl XEIYJOYKOB K UBMEHEHUSIM CEepAEYHOro
putMa y aeteit; Paspaboran anroputm OKI-Tonuueckoit
JIUATHOCTUKM XEJTYTOUYKOBBIX apUTMMUIA Y TETEI.

*  TI0Ka3aHO, 4TO MpeACepAHbIl HaTpuilypeThue-
CKUIt TIENTUI SIBJIsIeTCSl Haubosiee YyBCTBUTEIbHBIM Map-
KEpOM pPEMONEJMPOBAHUS MMOKapAa, MO3BOJISIIOIIUM
JIMarHOCTUPOBATh HE TOJILKO BbIPaXKEHHbIE, HO U paHHUE
CTaiMy XpPOHWYECKON cepIeuHO HETOCTATOYHOCTH;

*  JIOKa3aHO, YTO KapAMOTPOITHOE JieueHue y 00Jib-
HBIX TIPOTPECCUPYIOIIMMK MBIIICYHBIMA TUCTPODUSIMU
HEOOXOIMMO HAYMHATH 10 BO3SHUKHOBEHUST KIIMHUYECKUX
MPU3HAKOB CEePACYHOI HEJOCTATOUHOCTU W /WU KIUHU-
YEeCKUX MPOSIBIICHUI HAPYIICHUI PUTMa U TIPOBOIUMOCTHU
cepua, MOCKOJIbKY Mociie 1e010Ta KIMHUYECKUX CUMIITO-
MOB 3¢ HEKTUBHOCTD JIEUEHUSI Masia, a BEPOSTHOCTb XKU3-
HEYTPOXalolMX COCTOSIHUI BEJIMKa,;

*  YCTaHOBJIEHbl PEKOMOMHAHTHbBIE AJIJIEPreHbl apa-
xuca (k Ara h8 u Ara h9), yacrora ceHCMOMIM3aIMU K KO-
TOPBIM MaKCHUMaJTbHA TIPU TSTKEITBIX (hopMax ajUuIepIim;

*  BbISIBJIEHA CBSI3b YPOBHS 203UHOGUIOB Niepuce-
pUYECKON KPOBU C KOHLEHTpPALME IIUTOKUHOB 203UHO-
(rIEHOTO BOCTIAJICHUS M TSDKECTHIO KITMHUIECKUX TTPOSTB-
JIEHUI1 aTOMUYECKOTO0 AepMaTUTa y IETei;

*  00OCHOBaHO TMPUMEHEHUE ONpEAESCHUSI YPOB-
HsI TPaHCANMUAECPMATBHON TTOTEpU KUIKOCTH 1 pH Koxku
TP BENEHUU NETell C TSOKEeBIM aTOTTMYSCKUM JIepMaTHh-
TOM;

*  ompeaesieHbl 3THoNIornYeckre HakTOphl U CIEKTP
KJIMHUYECKUX MPOSIBICHUI MUIIEeBOIi aHabUIaKCUU Yy Jie-
teit B Poccuiickoit Menmeparuu;

*  BBIIBJICHBI PSIUKTOPHI YACTOTO PEIIMIUBUPOBA-
HUSI U Pa3BUTUSI CTEPOUI3ABUCUMOCTH Yy IETEN CO CTEpO-
WIYYBCTBUTEITHHBIM HEPPOTUIESCKIM CUTHIPOMOM:;

*  CHCTeMaTHM3UPOBaHbl U JOCTYITHO Ipe/cTaBlie-
HBI [UTS IPAKTUKYIOIIUX Bpadeil MCITONb3yeMbIe METOIBI
OLIEHKN (DYHKIIMOHAJILHOTO COCTOSIHUSI OPOHXOJIETOUHO
cuctembl y aetei. OnpeneseHbl MOKa3aHUsl K UX UCTIOJb-
30BaHUI0, BO3MOXHOCTH U OTpaHUYEHMSI.

BaxHeiiimm pazaenom neauaTpuu sSBsIeTCs HEOHATO-
JIOTYS M BeICHUE JIETel ¢ HU3KOM U 9KCTPEMaIbHO HU3KOM
Maccoii Tena. MccnenoBanus, NpoBeIeHHbIE B UHCTUTYTE,
ObLTM HamMpaBjeHbl, MPEXIe BCEro, Ha BbISIBIEHUE OCO-
OeHHOCTell CTaHOBJIEHUsI (POPMUPOBAHUSI PUTMA CepALia
Y IMMYHHOU CHCTEMBI Y HEIOHOIICHHBIX IEeTe pa3iind-
HOT'O IeCTallMOHHOTO BO3pacTa, BKJIIoYast eTei ¢ HU3KOM
U 3KCTPEMAJIbHO HM3KO Maccoil Tesia MpU POXIEHUU,
U CpaBHEHUE 3THX ToKaszaTesell co 30POBbIMU HOBOPO-
>KI€HHBIMMU:

*  K3yyeHa AUHAMUKa CTAHOBJIEHUS BEreTaTMBHON
PErysiiMU  CEPIEYHOr0 pPUTMA U 2JIEKTPODU3NOIOTH-
YECKME XapaKTepUCTUKHU Y 3MOPOBBIX HOBOPOXIEHHBIX
o1 0 10 5 cyT XM3HU B paHHEM HEOHATaTbHOM MEPUOJIE;

*  YCTaHOBJICHBI OCOOCHHOCTH  (hOPMUPOBAHUS
pUTMa Cep/Ilia y HeIOHOIIIEHHBIX JeTe i pa3IMIHOTO recTa-
IIMOHHOTO BO3pacTa, BKIIIoYast JAETei C HU3KOM U 9KCTpe-
MaJIBHO HU3KOM Macco Tejia TIpy POKIECHUN;

*  TIOKa3aHO, YTO ITapaMeTphl UMMYHHOTO CTaTyca
Y HEOHOIIIEHHBIX JIeTel He OTIIMYAIOTCS OT TAKOBBIX Y JI0-
HOILUEHHBIX AieTelt yke ¢ 40-ii Heenu recTaluu;

*  BUHTepdEpPOHOBOM CTaTyce Y HETOHOIICHHBIX
JeTeil Ha TIPOTSDKEHUH TIEPBBIX 2 JIET JKU3HU COXPaHSIEeTCS
CHIXKEHME coliepKaHusl o01Iero MHTepdpepoHa, 0COOEHHO
raMMa-uHTepdepoHa ¥ B MEHBIIICH CTeIleH! aiibha-nH-
TepdepoHa, YTO OIpeesisieT BBICOKYIO MPepaciooXeH-
HOCTb 3TuX Aetelt Kk pazputuio OPBU;

*  pa3paboTaHBI TPEIIOKECHMS TI0 CHIDKCHUIO MJla-
JNEHYECKOM CMEPTHOCTU Ha OJIMKAUIIYI0 Y OTHAICHHYIO
TIePCIIEKTUBEI Ha OCHOBAaHUY aHAJIM3a BIUSHUS TIepexona
Ha HOBBIC MEAVITMHCKIE KPUTEPUN POKICHUS.

B nHCTHTYTE aKTMBHO pa3padaThIBAIOTCs 0a3bl TaHHBIX
W PETUCTPHI, TIPEXKJIE BCETO, ISl PSIKUX OOTe3HEIH:

*  BIEPBBbIC CO3MaH PETUCTP 1T MOHUTOPWHTA CO-
CTOSTHVISI 3[I0POBBSI IETEM, CTPaTAIOIINX MYKOITOJTUCAXapH-
no3amu [ u Il Tunos, B npouecce noyueHus hepMeHTO3a-
MEIAIOIIEN Teparnuu;

*  BIEPBBbIC BCTpaHE CO3MAH KOMITBIOTEPHBINA pe-
THCTp OOJBHBIX C PeIKUMU 3a00JICBAaHMSIMHM  JICTKUX,
BKJIIOUMBILUI JaHHBIE 00Jiee yeM Ha 300 mauneHToB;

*  TIPOBEICHO TeCTUPOBAaHME Oa3bl JTAHHBIX TSI aHA-
JIv3a POCCUICKOI MOMYJSIIMU MalMEHTOB € TYOEPO3HbIM
CKJIEPO30M;

*  Cco3maHa MyJBTUMEIWitHas WH(MOPMAIIMOHHO-
CITpaBOYHAsI CUCTEMa, ColepKaliasi CIIpaBOYHBIC MaTe-
pHUabl 110 COBPEMEHHBIM METoIaM peadWINTAllNK  Jie-
Te ¢ TEPMUYECKON TPaBMOM IS MOMICPKKA TTPUHATHS
peleHUui BpauoM O XapakTepe TadbHEUIero JIeYCHMS
TIPH OIICHKE ITOCIICOXKOTOBBIX PYOIIOB.

[IponokaroTcsT WCCIeNOBAHUS 110 U3YYEHUIO BITUSI-
HMS PaIVallMOHHBIX (DaKTOPOB Ha COCTOSTHUE 3I0POBBSI
JIETCKOTO HACEJIEHMUSI:

*  OmpelesieHO 3HaYeHKe penapaloHHOTO U aror-
TOTUYECKOTO TIPOIIECCOB B Pa3BUTUM W HAKOTUICHUW Te-
HoMHoli HectabunpbHocTu JHK npu dopmupoBanuu
pagraioHHO-MHAYIIMPOBAHHBIX XPOHMUYECKUX, COMATH-
YyecKux 3a0osieBaHui, Mytaluii de novo y neteit 1—II no-
KOJICHWSI, TIPOXWBAIONINX Ha 3aTPsI3HEHHBIX paTuoHY-
KIUAaMUA  TEPPUTOPHSIX U POKICHHBIX OT OOTyYeHHBIX
pOIUTEIEH;

*  JIOKa3aHO, YTO B OTAAJICHHbIE CPOKM TOCJE aBa-
pun Ha YADC B yCIIOBUSIX COXPaHSIOLIETOCs HEKOMITEH-
CHPOBAaHHOTO HOMHOTO NedUIIMTa W TeXHOTEHHOTO 3a-
TPSI3BHEHMSI OKPYKAFOIIel Cpeibl Y ITOTOMKOB O0TyIeHHBIX
ponureneit cpenu Mop(odyHKIIMOHATBHBIX HapyIIeHU
IIMTOBUIHOM XeJie3bl UMEIOT MECTO 300, y371000pa3oBa-
HMe, TpoTeKaloIre Ha (poHe aKTUBAIIMKU TPOIIECCOB aH-
TUTUPEOUIHOTO AHTUTEI000PA30BAHUSI.

IIponomkeHa pabota IO pa3BUTUIO U €KETOIHOMY
OOHOBJICHUIO (hbenepaybHOTO OaHKa JaHHBIX O AETSIX C Or-
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PAaHUYEHHBIMU BO3MOXHOCTSIMU, aTakxke pa3padoTka
METOAUK U TEXHOJOTUIl KOMIUIEKCHON peadwinTauuu
1 COLIMATILHOM aJanTalvu JeTeli-UHBATUIOB B YCIOBUSIX
CEMbH.

BaxHbIM sIBASIETCS HE TOJBKO pa3paboTKa HOBBIX
METONOB IMATHOCTUKW W JICYCHUS, HO U UX BHEIPEHUE
B IIPAKTUYECKOE 3IPaBOOXpPaHEHUE. AHAIU3 BHEIPEHUSI
npuopuTeTHbIX paszpadborok MHWW nenuatpuu u aer-
CKOIl XWUpYpPruu TOKa3aj, YTO OOJIBLIMHCTBO HayYHBIX
OT/IEJIOB UHCTUTYTa aKTUBHO BHEAPSIET CBOU pa3pabOTKu
B pa3IMIHBIX pernoHax Poccuiickoit Penepamym (et-
CKMIl HAayYHO-TIPAKTHYECKUN IIEHTP IPOTHBOPAIMALIN-
OHHOW 3alIUThI, JIeTCKUii HAayYHO-MPAKTUIECKUI LEHTP
HapylIeHU! CEpAeYHOro pUTMa, OTAEJIEHNs TICUXOHEBPO-
JIOTMU U SIUJIENTOJIOIMU, XDPOHUUECKUX, BOCTTATUTEbHBIX
U aJuiepruyeckux 0oJie3Heit ierkux, HayuHblil LieHTp HO-
BBIX MHGMOPMAITMOHHBIX TEXHOJIOTHI W HEKOTOPBIE NpY-
rue). 3a nocaeaHue 3 roga BHeApeHo 6oiee 60 pa3paboTok
B 75 yupexneHusx. 3anocieaHue 5yier HaydyHbIM lieH-
TPOM HOBBIX WHGMOPMAITMOHHBIX TEXHOJOTUN BHEAPCHBI
12 HOBBIX MPOTrpaMMHBIX cpeacTB B 70 jneyedHOo-TIpodu-
JIAKTUYECKMX YUPEXKACHUSIX U MENULIMHCKUX KOJUIEIKAX.

B2013r coTrpyiHMKaMu WHCTUTYTa OMYOJUMKOBAHO
B neyaTtu 535 HayyHbIX paboT, B TOM YHUCIIE:

. 16 MoHorpadwuii, CIpaBOYHUKOB, PYKOBOICTB,
y4eOHbIX MOCOOUIA ISl Bpaueil, MeTOAMYEeCKUX MUCEM
1 METOIMYECKUX PEKOMEHIAIIUIA;

. 52 rnaBel B MOHOrpadusx,
WJIM PYKOBOJICTBAX;

. 255 XypHaJIbHbIX cTartedl (U3 HUX 25 3apyoex-
HBIX);

. 212 Te3ucos
(13 Hux 51 3apyOeKHbIi).

CpaBHUTEBHOE KOJIMYECTBO OMYOJIMKOBAaHHBIX paboT
C y4eTOM XapakTepa neyaTHoit npoaykimu 3a 2011—2013 rr
MpeacTaBieHo BTabiauue. CpeaHee YMCIO MyOaMKaLMiA
CTareil Ha oHOro HayyHoro cotpynHuka B 2013 . coctaBu-
m02,18 (82011 — 1,7; 82012 1. — 1,96).

B 2013 r. u3nano 7 moHorpacduii, COOpHMKOB U PYKO-
BOJICTB:

1. Yurov Y. B., Vorsanova S.G., lourov I. Y. Human
Interphase Chromosomes: Biomedical Aspects. Springer
2013.

CIIpaBOYHMKaAX

CUMIO3UYMOB, KOH(pepeHIUit

2. [IprurHbl BpaueOHbIX OLIMOOK B MEAUATPUUECKON
npaktuke. [Ton pen. A./l. Llaperopoauesa, B. B. JlnnHa.
M: Osepireii 2013; 464.

3. PykoBOACTBO 110 JIETOUHOW TUIEPTEH3UU Y Jie-
teit. [lompen. JI.A. bokepusi, C.B. Iop6auesckoro,
M. A. lIkonbHUKOBOM. M 2013; 416.

4. Jloneux B. B., Kosecnukosa JI. U. J/leonmvesa U. B.,
byeyn O. B., bauposa T.A., bumbaes A. b. dcceH1Inab-
Hasl apTepuajbHasI TUIIEPTEH3US Y TONPOCTKOB. KimmHu-
KO-(yHKIIMOHATTbHBIE BapUaHTHI M MOJICKYJISIPHO-TEHe-
Tuueckue Mmapkepbl. HoBocubupck: Hayka 2013; 337.

5. Muzepruykuii 10.J1., Meavnukosa U. M. Mykonutu-
yecKasl M oTxapKuBatolasi (papmakoreparnusi rpu 3aboJie-
BaHUSIX JieTkux y nereir. M: Meanpakruka-M 2013; 120.

6. [TynbMOHOJIOTHSI ETCKOTO BO3pacTa: MpoOJIeMBI
u peuteHust. IMoapen. FO.JI. MuzepHuiikoro, A.Jl. La-
peropomiieBa M: Menmpaktruka-M 2013; 12: 256.

7. Ucropus MOO «TBopueckoe oObeIVMHEHUE AET-
ckux Hedposioro» — 15 siet pabotsl. [Tox pen. M. C. Ur-
HaTtoBoit, B. B. lnuna. M: OBepaeii 2013; 182.

CotpyaHuku vHcTUTyTa B 2013 I MpUHUMAIM y4ac-
THe B 186 HayYHO-TIPAKTUYECKUX MEPOIPHUATHUSAX, B TOM
yucie B 31 MeXAyHapoaHOM, Ha KOTOPBIX ObLIO Mpe.-
craBieHO 519 HayyHBIX [OKJIANOB W JIEKIWI, W3 HUX
38 — Ha 3apyoexHbIx popymax (B 2012 . — 404 u 28 co-
OTBETCTBeHHO). KpoMe Toro, GBI TTPOYMTAHBI JICKIINT
IUTS Bpadeld, OpIMHATOPOB W aCIIMPAaHTOB, B TOM YHCTIE
Ha 00yJaloInX IIUKJIax.

Takum o6pa3omM, B paMKax HaAydHBIX UCCICIOBAHUIA
3a 2013 1. moyyeHbl HOBbIE TAaHHBIE 00 3THMOJIOTUH, T1a-
TOTeHEe3e M 0COOCHHOCTSIX TEUCHUS MHOTHUX 3a0oJieBa-
HUI TETCKOTO BO3pacTa, pa3paboTaHbl HOBBIE METOIBI
MUATHOCTMKY, TIPEIJIOXKEHBI JIT BHEAPEHUS] MapKepHI
MporpeccupoBaHms M 3(PHEKTUBHOCTHU JICUCHUS ICTEH,
HOBBIC U YCOBEPIICHCTBOBAHHBIE METOIBI KOHCEPBa-
TUBHOW Teparuu, 000CHOBAaHBI TOIXOABI K IIPeIyTIpe-
XICHUIO TIPOTPECCUPOBAHUS 3a00JieBaHU Y meTeid
pasHoro Bo3pacTta. [IpoBefeHa paboTta Imo pacrpocTpa-
HEHUIO W TOMYJISIPU3AIINK TTOJTyYeHHBIX HOBBIX 3HAHWI
1 (hakTOB BO BpaueOGHOM COOOIIECTBE M IO WX BHEApE-
HUIO B pernoHax Poccuu.

[Moctynuna 14.01.14

Tabauya. Mevatnaa nponykims ®TBY «Mockosckuit HU neqmatpun 1 1eTcKoil xupyprun»> Vimsapasa Pocerm B 2011—2013 .

TNeyaTHas MPOAYKIIMS 2011 2012 . 2013
Tesucsl 227 198 161
Tesucel, onmy0IMKOBaHHBIE 3apy0eXOM 63 48 51
CraTbu 201 219 230
Cratbu, OImyOIMKOBaHHBIE 3apy0esKOM 18 18 25
MoHorpaduu, pyKoBoACTBa, CIIPAaBOYHUKU, METOANYECKHME MTUChMA, 19 17 16
peKOMeHAALMU 1 IT0Co0us

[’1aBBI MOHOTpadUii, pyKOBOJICTB 100 31 52
Hroro... 628 531 535
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Muszepaunxkuii 10.J1., Measnukoa V1.M. MykoauTryeckasi 1 OTXapKUBAIOIIAS
(¢bapmakorepanusa npu 3a00,ieBaHNAX JErKuX y Aeteil. M: Meanpakruka-M 2013; 120

3abojieBaHMs OPraHOB JbIXaHUsl SIBJISIIOTCSI pac-
MPOCTPaHEHHBIMU B JETCKOM Bo3pacte. st jeueHust
MPUMEHSIIOTCSI  JIEKAPCTBEHHbIE CPEACTBA PA3JIUYHBIX
(hapmakosornueckux rpyI: aHTUOAKTepUaibHble, rOp-
MOHAaJIbHbIE, JI€CEHCUOWIM3UPYIOINE MpernapaThbl, UM-
MYHOMOJYJISITOPbI, MYKOJIUTUYECKUE U OTXapKUBAIOILINE
cpenctea u ap. Hekoropble W3 HUX, HalpuMep OTXap-
KWBAIOIIUE, UCHOJAb3YIOTCS Kak 2Gb@EeKTUBHbIE Tpe-
rnapatbl MPU OCTPOM 1 XPOHUYECKOM Kalllle — OIHOM
13 TATOTHOMOHWYHBIX CUMITTOMOB ITOPaXKeHUST BEPXHUX
U HIDKHUX OTIENOB NbIXaTedbHbIX myTeil. He ciyuaiiHo
B ITOCJIEHUE TONbI C YYETOM YCTAHOBJIEHMSI STUOJIOTUU
U YTOYHEHUSI MaTOreHe3a MHOTMX OPOHXOJIETOUHBIX 3a-
0oJieBaHUN MYKOJUTUYECKUM U OTXapKUBAIOLIUM CpPEJI-
CTBaM TMpuAaeTcsl HeMmajloBaxHoe 3HaueHue. OO0 3ToM
CBUIIETEJILCTBYIOT MHOTOUMCJIEHHbIE MTyOJIMKAIIMU B XKyp-
Hajlax, OOMEH OIBITOM MPUMEHEHUsI TUX TpenapaTroB
Ha KOH(epeHIusX, KOHrpeccax, Cbe3lax Kak B Halllei
CTpaHe, Tak U 3a pyoexxoM. CBoeoOpa3HbIM UTOTOM 3TO-
ro sBisietcss MoHorpadusi, HanucaHHas FO.JI. Muzep-
HUUKUM U Y. M. MeJIbHUKOBOIl — U3BECTHBIMU yYEHBI-
MM, BHECHIMMU TOCTOMHBIN BKJIAI B U3y4eHUE NETCKOM
nyabMoHosioruu. HeGosbliasi mo oobeMy MoHorpadus
(7,5m.1.), TpeaHa3HauYeHHasl Jis Bpauyeii-neauaTpos,
MyJIbMOHOJIOTOB, aJJIEPTOJIOrOB, Bpauei oouleil npakTu-
KU, a TaKKe yJalllMxcsl By30B, COCTOUT U3 5 T1aB, 3aKJI0-
YEHMUSI, 2 TPUJIOXKEHUIA.

IlepBast m1aBa mocesiiieHa MYKOLUWJIMAPHOW CUCTeE-
M€, WUrpamlleil BaXHEUIIYI0 pojib B OPOHXOJErOYHOM
TpakTe, a TakXe OCOOECHHOCTSM MYKOLMJIMAPHOTO KJIU-
peHca U o0pa30oBaHUsl TPaxeoOPOHXUAJTBHOIO CeKpeTa
y neteit. M310XeHbl JOCTMKEHUST B U3YYeHUU (DYHKIU-
OHAJIbHO-CTPYKTYPHBIX OCOOEHHOCTEN MYKOLMJIUAPHO-
ro KOMILUIEKCa B (PU3MOJOIMYECKUX U MATOJIOTMYECKUX
yciaoBusix. PaccMarpuBasi MYKOUMJIMAPHBIA  KJIMPEHC
KakK CJIOXXKHYI0 CHUCTEMY 3alllUThl OpraHu3Ma OT pa3Ho-
00pa3HbIX W MHOTOYMCIIEHHBIX II0 XapakTepy U Cuiie
BO3JIEMCTBUS TATOTEHOB, aBTOPHI JIOTUYHO aKLIEHTUPYIOT
BHMMaHHWE Ha TaKUe COCTABJSIIOLIME MYKOLMJIMAPHOTO
KJIMpPEHca, Kak CIu3b, peCHUUYKU, cypdakraHT. Bocripu-
SATUIO MaTepuasa ClocoOCTBYIOT XOPOIIO BbIMOJTHEHHbBIE
PUCYHKH, OCOOEHHO 3JIEKTPOHHbIE MUKpodoTorpacduu.
LleHHOCTh TOC/IEAHUX BeJMKa, IOCKOJbKY peajlbHast
BU3yaJIN3aIisl OPOHXUAIBHBIX CTPYKTYP U UX (PYHKITNO-
HUPOBAHUSI 3HAYUTEJIbHBIM 00pa30M pacuIupsieT Mpe-
CTaBJIEHUSI O CYIIIHOCTU 3a00JI€BaHUIl OPraHOB JbIXaHUSI
B IETCKOM BO3pacTe.

IMoapo6Ho u3naraloTcst CBeACHUS O Kalluie, ero Mexa-
HU3Max, kinaccudukanuu. Kak cuMnToMm, Kaiiesb Bceraa
MpUBJIEKAET BHUMaHUE KIMHUIMCTOB, TaK Kak OH MOXET
ObITb MPOSIBJIEHWEM OOJIBIIOrO KOJIMYeCTBa 3a00seBa-
HUN /UM NATOJOTUYECKUX COCTOSIHUi, He Bcerma o0-
YCJIOBJIEHHBIX MOPaXeHUEM OPOHXOJIETOYHON CUCTEMBI.

B 37001 cBsI3U TpynHO nepeoleHUTh nuddepeHnaiIbHO-
JIMarHOCTUYECKHE MEPOMPUSITHS, HalpaBleHHbIE Ha Be-
pudUKaINiO MPUYUH Kauuisd. OQHON U3 TAKMX TPUYUH
sIBJIsIeTCsl  TaOaKOKypeHUe, KOTOpOe paclpOCTpaHEHO
cpeny MOIPOCTKOB U IaxKe AeTeli 6osee MiIaIiero Bo3pa-
cra. Camo no cebe TabaKoKypeHre HeoOXOIMMO paccMa-
TPUBaTh KaK OAHY M3 aKTYaJIbHBIX MEINKO-COLIMATbHBIX
npobJjieM coBpeMeHHOro obuiectBa. K coxaneHuio, ero
posib B OpMUPOBaHUU OOJIE3HEN NETei, Mpexae BCero
OpraHOB JIbIXaHUSI, BCE €llle HENOCTATOYHO OCBEILAeTCsI
B MEPUOIUYECKOI MeyaTH.

Bropass rmnaBa mocBsilleHa KIMHMKO-TIATOTEHETHU-
YECKUM OCOOEHHOCTSIM ~MYKOLIWJIMAPHOW  AUCHYHK-
LIMM ¥ 00pa30BaHUI0 MOKPOTHI Yy IeTedl C pasinuHbIMU
KaK OCTPbIMU, TAK XPOHUYECKUMU 3a00JI€BAaHUSIMU OpTra-
HOB jAbIxaHusi. Ecin octpble pecriupaTopHble MHMEKIIU-
OHHbIEe 3200JIeBaHUSI U XPOHUYECKUN OPOHXUT, U3BECT-
Hble MeauaTpaM, B LEJIOM OINpPEAESIOT pallMOHAIbHbBIN
BBIOOp MENMKAMEHTO3HOM Tepanuu, BKIoYass MyKOJIU-
TUKU, TO BPOXIEHHbIE U HACJIEACTBEHHO-O0YCIOBICH-
Hble 00JIe3HU OPOHXOJETOYHOUM CUCTEMbl MPAKTUUYECKU
BCerna BbI3bIBAIOT TPYAHOCTU JIEYEOHOTO XapakTepa.
WMeHHO TIpY MepBUYHOMN LIMJTMAPHOM TUCKUHE3NU (CHH-
npom KaprareHepa u ap.) HapylieHUss MyKOUUIMAPHOTO
KJIMpEeHca JOCTUTaloT CBOE HauboJbllIeil BhIpaXKeHHO-
CTU. YCTaHOBJIEHWE T€HOB, MyTallMM KOTOPbIX aCCOLIMU-
pPOBaHbI C MEPBUYHON LMUIUAPHON AUCKUHE3UENH, UMEET
HUCKJIIOYMTEJIbHOE HAayYHO-TTPAKTUYECKOe 3HAYeHue, Mo-
CKOJIbKY TIpeNoNpenessieT pa3paboTKy MPUHIUITUAIBHO
HOBBIX JIEYEOHBIX OJXOI0B, B YACTHOCTU TapreTHOM (11e-
JIeBOIt) Teparnuu.

LenTpanbHoli r1aBoit MoHorpaduu sIBAsSETCSl Tpe-
Thsl, B KOTOPOH M3JI0KEHbI U AaHAIU3UPYIOTCS C KIUHU-
KO-(hapMaKoJOTUUEeCKUX MO3ULMIA  MYKOJTUTUYECKUE
JIeKapCTBEHHbIE CPEACTBA. ApCeHaJl WX MOCTOSIHHO
YBEJIMYUBAETCS, UTO B CBOIO OUYepeb HEPEIKO 00YCI0B-
JIUBAET HEOOXOAMMOCTb BbIOOpa TeX WJIM UHBIX Mperna-
patoB. UHTepec npeacTaBisieT OpUrMHajibHasl Kjlaccu-
(pUKasg MyKOJTUTHYECKUX U OTXapKUBAIOIINX CPEACTB,
KOTOpasi YUYUTHIBAET CYLIECTBYIOLIME B HACTOSILIEE Bpe-
Ml npenapatbl. BmecTte ¢ TeM nosiBjieHue HOBBIX TeHe-
paluit JeKapcTBEHHBIX CPEJCTB, HAIO0 MoJaratb, BHECET
JIOTIOJTHEHUsI U, BEPOSITHO, COBEPILIEHCTBOBAHUE 3TOM
knaccudukauuu. IlogpoOHO, ¢ ykazaHueMm (apMako-
JIOTUYECKOro JEeHCTBUSI paccMaTpUBAIOTCS MYKOJIUTH-
YecKre, MyKOPEeryJIupylolue npenaparbl, OTXapK1uBaro-
1K1e cpencTBa, KOMOMHUPOBAHHbIE U AP. 3aCTyXKUBAIOT
BHUMAHMUSI MEXaHM3Mbl TepareBTUYECKOTO IeWCTBUS
JIEKapCTBEHHbIX PACTEHUIi, MCMOJIb3yeMbIX MPU Kalllie
y neTeit. SIBASISICH OOHMM W3 KapAWHAJIBHBIX CUMIITO-
MOB OpOHXOJIETOUYHBbIX 3a00JieBaHUit, KallleJb TpeOyeT
paloHajabHOro U nud@epeHUMPOBaHHOTO  BbIOOpaA
MperapaToB, KOTOpPbIe MOKHBI ObITh 3(P(PEKTUBHBIMU
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1 6e3omacHbBIMU B IeTCKOM Bo3pacTte. [loguepkuBaeT-
Csl IEPCIEKTUBHOCTb MPUMEHEHUSI KOMOMHUPOBAHHBIX
JIEKapCTBEHHBbIX CPENCTB, KOTOPbIE CIIOCOOHBI BO3IEN-
CTBOBAaTb OJHOBPEMEHHO Ha Pa3jIMYHblE MEXaHU3MBbI
BOCHAJICHUS M KalUld y AeTell ¢ 3a00JIeBaHUSIMM Opra-
HOB JbIXaHU4.

YeTBepTasg m1aBa MOCBSIILIEHA, MOMUMO MeAMKa-
MEHTO3HOHN Tepanuu IPYruM JieYeOHbIM BO3IEUCTBUSIM
Ha MYKOLUMJIMAPHYIO CUCTEMY, TAKAM KaK: WHTaJSLMOH-
Hasl Tepanwusi, TajoTepanus, criejeorepanus, JedyeoHas
(buskynbTypa, KMHE3UTEpaIus, NOCTypalbHbIA ApeHaX,
BUOpaLMOHHBIA MaccaxX. COBMECTHOE MX HCIIOJIb30Ba-
HUE CJIEKAPCTBEHHbIMU CPEJACTBAMU MOBbIIIAET 3hdheK-
TUBHOCTb TEPATIEBTUYECKUX MEPOITPUSATHMN.

B 3aBepuiatonieit, nsaroit riaBe MoHorpaduu mnpesi-
CTaBJIeHbl CBeleHUsl O NupdepeHIIMPOBaHHONH MYyKOaK-
TUBHOM Te€panuu NMpy pa3InyHbIX 3a00J€BAHUSIX OPTAHOB
NbIXaHUsl. ABTOPbI 00OOIIAIOT COOCTBEHHbIE, a TaKXe
IPYTUX MCCIenoBaTeIe pe3yabTaTbl MHOTOJIETHUX Ha-
OJIIOICHUI 1 OTIBIT 110 NPUMEHEHUI0 KOMOMHUPOBAHHBIX
JIEKApCTBEHHbIX CPEJICTB B IETCKOM Bo3pacte. Bocmpusi-

PELIEH3US

TUIO MaTepuaja CiocoOCTBYIOT YIaYHO NTOCTPOEHHbIE Ta-
OJIM1IbI, @ TAKXKE CIIPABOUYHBIEC MPUJIOXKEeHUs. B mocieqHux
MPUBEEHbI 103bl, TyTU BBEIEHMS, (POPMBI BbITTyCKA, Ha-
MMEHOBaHMSI MpenapaToB. DTO CYIIECTBEHHBIM 00pa3oM
yJydiiaeT BOCHpUsATUE WHGOOPMALUM O T€X WJIU UHBIX
npernaparax, a TakxXe J1aeT BO3MOXHOCTb Bpauy OCyIeCT-
BUTb UX PALIMOHATBHBIA BBIOOD.

HecomMHEHHBIM TOCTOMHCTBOM MOHOTpaduu sIBIsI-
eTCsl HaJlMuue WulocTpauuil u Tabauu. bubaunorpadus
HacyuThiBaeT 294 MCTOYHMUKA, UTO MOXET OBITh UCIOJIb-
30BaHO YYalllUMUCS, HAYMHAIOIIMMU HAyYHbIMU PabOT-
HUKaMU, BpauamH.

Bbixon B cBeT MoHorpacduu, 6e3ycI0BHO, SIBJISIETCS
CBOEBpEeMEHHBIM. Tupax ee (6 THIC. 9K3.), Ha HaIIl B3TJIAI,
HEJIOCTaTOYEH, MOCKOJIbKY OHa MOJI)KHA ObITh HACTOJIb-
HOIl KHUTOM Bpaya-nenuaTpa, IyJbMOHOJIOTa, Bpaya 00-
el npaktuku. HamvcaHHasi XOopolyM JIMTepaTypHbIM
SI3bIKOM, MOHOTpadusi mpeacTaBisieT coOOil 3aMeTHOe
sIBJIEHUE B COBPEMEHHOM MeauaTpuu.

IMpod. A.M. 3anpydnoe (Mocksa)
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HEKPOJIOI

ITamaru npodeccopa Anekcanapa MBanosuua KiemO60BcKoro

24 wmapra Ha 87-M romy yuiea W3 KWU3HU JTOKTOP
MEIUIIMHCKUX Hayk, mnpodeccop, akazemuk PAEH
A. . Knem6oBckuii.

Aunekcannp UBanosuy poausics 2 uionst 1927 r. B Tom-
CKe, B ceMbe BOeHHocayxaiero. CBoil TpymnoBoW cTax
Hauan B Mockse; B 1942—1945 roasl paboTan ciiecapem-
cOOpIIMKOM Ha KOHBeliepe KPYMHOro aBMa3aBoja, BbI-
ITyCKAaBIIIETO 3HAMEHMTHIC MMTYPMOBUKU «VTHIOIIMH-2».
Betepan Benukoil oTeuyecTBEHHOIN BOWHBI, UMEN Tpa-
BUTEJIBCTBEHHBIC Harpansl. B 1956 . okoHuwmr 2-it Moc-
KOBCKUI MEAVMUMHCKUA UHCTUTYT, TOJYYWJ BpaueOHbII
JIUTLIOM C OTJINYUEM.

C 1958 . HayuHas nestenbHOCTh A. . Kiiem6oBcKo-
ro CBsI3aHa ¢ U3y4eHUeM MpobieM oblleit  YacTHOM na-
TOJIOTUM METOJAMU KJIMHUYECKON MOPGhOIOTUM.

C 1969 1. on cotpynHuk MockoBckoro HUHM nenu-
aTtpuu u netckoit xupypruu MunsnpaBa PCOCP, raoe
B 1971 . ObL1 OPraHU30BaH OTHE] KJIMHUYECKOW MaTo-
Mopdosiorun, kotopbiM A. M. Kiem6oBckuii pykoBo-
nuit 1o 1998 1. 1 mo3aHee cTajl ero KOHCYJIbTaHTOM.

IMpodeccop A. . KitemGoBckuii OblT  aBTOPUTET-
HBIM YYEHBIM, KOTODPBI pa3pabaThiBasl BaXKHBIE IPO-
0JieMbl TATOJOTUM C UCTIOJIb30BAHWEM COBPEMEHHBIX
MeTonoB Mopdosiornueckoro aHanusa. Brepsbie cpe-
1 OTEYECTBEHHBIX MATOJIOTOAHATOMOB OH TMPUMEHMUJ
9JIEKTPOHHYI0 MUKPOCKOTINIO ISl OMIPENEeHUST CTPYK-
TYPHBIX MI3MEHEHUI apTepuii, TeYeHU U TIOUYEK.

A. . KneMOoBckuUil SIBASIETCS OAHUM U3 OCHOBOIIO-
JIOKHUKOB HOBOTO HampaBjeHUs B MeUaTpUM — KJIU-
HUKO-MOP(OJIOTUYECKUX  MCCIEeNOBaHUI  OoJe3Hel
JIETCKOTO BO3pacTa, CBSI3aHHBIX C BPOXIEHHBIMU U Ha-
CJIEICTBEHHBIMU JleheKTaMU OpPraHoOB U TKaHEU Ha pas-
JIMYHBIX YPOBHSIX CTPYKTYpHOU opraHuzaimu. Um ocy-
IIECTBJEHO JeTaJibHOE W3yYeHUE OUONTATOB IMEYEeHU
MPU XPOHUYECKUX TernaTuTax W LUppo3ax, OUOITATOB
MoYyeK TMpu riaomMepyioHedpuTax y aeteil, OUONTATOB
OpOHXOB MpPU LIMJIMAPHOU JAUCKUHE3UU, UCCIea0Ba-
JIUCh DJIEMEHThl OPOHXOJIETOYHBIX CETMEHTOB B HOpME,
MpU BOCTIAJIEHUM M pake (KaHAWJATCKash AUccepTalus
1962 r.). B 60-x rogax XX Beka A. M. KiteM6oBCcKuii BHeC
3HAYUTEbHBI BKJaJ B U3y4YEHUE MEXaHU3MOB pas-
BUTHUsSI aTEpPOCKJIEpO3a, U MOJYYEHHbIE UM PE3YJIbTaThl
MOCYXKWUJM OCHOBOI B NTOMCKE HOBBIX MPENaparoB sl
NpeaynpexaeHust pecteHo3a cocynoB. Ero pokropckas
nucceprauusi 1979 roma BHecna GosbIION BKIaa B Ta-
TOJIOTUYECKHUE OCHOBBI JEeTCKOW Hedposoruu. B 90-x
rojJjax MUHYBILIEro CTOJIETUSI COBMECTHO C MeauaTpamu
ObUIM OPraHU30BaHbl KIMHUKO-MOP(OJIOrHYecKue Kuc-
C/eIOBaHMS MaJlOM3YUYEHHOU TIpymIibl 3a0oJieBaHUIA,
BO3HUKAIOIIUX TIPY MATOJIOTUU MUTOXOHIPHA.

ITpodeccopa A. 1. KiieMG0OBCKOTO OT/IMYanu SIpKUit
HUCCIIENOBATENCKUI U MeIAarornyecKrili TajlaHT, IHUPO-
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KWe HayJYHBbIe WHTEPECHI, BHICOKAS IPYIUILIMS TIPU M3-
YYEHHWU PA3TMIHBIX Pa3IeIOB ITaTOJIOTUH B ITEIUATPHH,
MMOUTMHHAS WHTEJUTUTEHTHOCTh W 3aMevaTeIbHbIC Y-
IIeBHBIC KauecTRa.

Cyuyactuem A.W. KneM6oBcKOro omny01MKOBaHO
6oJsiee 300 HayyHBIX pabOT, OH aBTOP UJIU coaBTOp 14 MO-
Horpaduii, psina yueOHbIX TOCOOU A, HAYYHBIX OpoLIIOp,
u300petTeHuii. Anekcanap MBaHoB1UY ObLT pyKOBOAUTE-
JiIeM ¥ KOHCYJBTaHTOM 13 KaHAMIATCKUX W JOKTOPCKUX
IUCCepTanii, ObUT aKTUBHBIM OPTaHU3aTOPOM B ITPO-
BEJICHUM MHOTHX TaTOJIOTOAHATOMUYECKUX U KIMHIYE-
CKUX HAyYHO-TIPAKTUICCKMX KOHGMEPeHIIMI 1 ceMUHa-
POB B pa3IMYHBIX TOpPOJaX CTPaHbI, MHOTHE TOIBI OBLI
IJIABHBIM JIETCKUM TlaTojioroaHaTOMOM MuH3apaBa PO.

CotpyaHuku HayuHo-uccnenoBaresbckoro KiuHU-
yeckoro uHcturyra neauarpuu PHUMY um H. U. TTu-
poroga (panee Mockosckuit HUW neaquarpum u nerckoit
XUpyprum), wieHol Poccuiickoro oGuiectBa rnaroyioroa-
HaTOMOB, KOJUIETH IO TBOpYecKOMY OObEIMHEHUIO NET-
CKUX He(pPOJIOTOB BBHIPAXAIOT TIyOOKHME W MCKpPeHHUE
c000JIe3HOBAHUS POJHBIM U OJIU3KUM AsiekcaHapa Usa-
HoBuya KitemboBckoro. IlaMsTh o HeM, Kak mpekpac-
HOM YeJIOBEeKe M YICHOM, BHECIIIMM BBIIAIOIIUNCS BKIIa
B pa3BuTHe MHCTUTYTa, HABCETIA OCTAHETCS Y BCEX, KTO
€ro 3HaJl.

Pedaxkyuonnas koaneeus acyprana «Poccuiickuii
8eCMHUK NePUHAMOA02UY U NeOUamPUU» NPUCoeOUHsemcs
K 9mum co001e3H08AHUIM

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEANATPUN, 2, 2014
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REMINERALIZING ORAL CARE SYSTEMS

YMHble 3y6Hble nacTbl!

BKYC K NPUKAIOUYEHUAM!
KoMuKc-u2pa K Kaxkgol ynakosKe

AB3 PaBHOY(DHEKTUBHLIX NOGX093 K NPOMUAIKTUKE Kapueca y geTel*

3y6Hble nacTbl 6e3 dTopa anA paeten 3-7 ner

Copepxat komnnekc Mineralin® kids, MexaH13m 3alwmTbl KOTOPOro
npeaycmMaTpuBaeT MHTEHCUBHYIO MUHepanv3auuio TKaHeln 3y6oB,
N KaK CnefjCcTBrEe — MOBbILLEHNEe YyCTONYMBOCTM K Kapuecy.* Bbicokas
KOHLEeHTpauua kcunuta (12%) B coctaBe nacTbl obecrneuymBaeT

3aLLUUTY OT KaprecoreHHbIX 6aKTePUiA. 3y6rbie nactsl RO.CS. kids «DpykToBbiii
pOXOK» 11 «bapbaprc»

LABORATORIES

3y6Hble NacTbl C aKTUBHbIMU ¢pTOpUAAMM ANs Aeten 4-7 net

Copepkat komnnekc Amifluor ® ¢ aKTUBHbIM KOMMOHEHTOM —
aMVHODTOPMAOM, KOTOPbI  MPEnATCTBYeT BbIXOAY  KaibLua
n docdopa 13 smanu 3y60B. 3alMTy OT KapmecoreHHbIx bakTepuin
obecneurBaloT BbICOKME KOHLeHTpauun keunuta (10%).

3ybHbie nactsl RO.CS. kids «/IuMoH, anenbcuH, BaHmby, «ManuHa v KnybHuKa, «babn ram»

*CHWKeHVIe PUCKa Kapyieca Ha 30-50%, NoATBEPXAEHO ANUTENbHBIM (- Fofja) SMMAEMMONOMMUYECKIM UCCIIE[0BAHNEM.
Bnaropapa HU3KoabpasnsHOM Gopmyne He TPaBMMPYIOT TkaHu 3ybos (RDA=45). He copepxat naypuncynbdata HaTpua

WWW.Irocs.ru

Tosap cepTdrumposaH: Ha npasax peknambl



