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NEKUNA

Mputbiko A.T., HeynaxwH E.B., bypkos W.B., lonosanes M1.C., TeHuep B.B.

WHTErPANbHbIW NOAXO0 K BEAEHWUIO OETEU

C KPAHUOCUHOCTO3AMMU

I'BY3 «Hay4Ho-npakTU4eckuin LeHTp cneLmanu3aMpoBaHHON MeAULMHCKON NOMOLLW AEeTAM

um. B.®. BoitHo-AceHeukoro [lenaptameHTa 3gpaBooxpaHeHus r. MocksbI»

Prityko A.G., Neudakhin E.V., Burkov E.V., Golovanev P.S., Tentser V.V.

INTEGRATED APPROACH TO CHILDREN

WITH CRANIOSYSTEINS

St.Luka’s Clinical Research Center for Children

(o
IIpupona naet omHoit yactu TO,
4TO OHa 3a0MpaeT y JAPYIoi YacTu.

Apucmomenw, 388—-322 0o H.5.

Pe3srome

CucTemMHBIN TOAXON K JIOOOMY MaTOJIOTHIECKOMY CO-
CTOSTHUIO TIO3BOJISIET BBIJENUTH B3aUMOCBSI3b pa3iInd-
HBIX OTKJIOHEHWH B OpraHax M CHCT€Max OpraHH3Ma,
OTIPENCTUTh BEAYIINE TPUTTEPHBIE (haKTOPBI, BIUSIO-
LIUE HA COCTOSTHUE 3[I0OPOBbS MalUeHTa. Takol Moaxon
[I03BOJISET JEUYHUTH HE 00JIE3Hb, 4 OOJILHOIO C €T0 HHIH-
BHIYaJIbHBIMA OCOOCHHOCTSIMH. Y JETEl ¢ KPaHHOCH-
HOCTO3aMH, ¢ HapyIIeHHEM dYMOPHOHAIILHOTO Pa3BUTHS
OTMEUaIOTCSl CTPYKTYpHBIE U (PYHKIIMOHAIBHBIE OTKIIO-
HEHUS B Pa3NMYHBIX OpPTaHaX W CHUCTeMaxX OpraHHu3Ma,
KOTOPBIE TIPOSIBIITIOTCS PA3IMYHBIMU J1€33JaIITUBHBIMH
paccTpoiicTBaMU M OKa3bIBAIOT KAYECTBEHHOE BIIUSTHUEC
Ha TEUYCHHE TMPEA- U MOCICONEPAIIMOHHOTO TIEPUOIOB,
4T0 TpeOyeT MPOBEICHHUS ONpPEIeIICHHBIX KOPPEISIIU-
OHHBIX MEPOIPUATUMN.

Knrouegwie cnosa: KPAHUOCUHOCMO3¥bl, ()emu, comeocmas
paseunius, adanmauuonﬂble peakyuu, maccud)ukauuﬂ

‘Nature provides one part with
something it takes from another part’

Aristotle, 388-322 B.C. E.

Abstract

The systemic approach to any pathological condition
helps to reveal an interrelation between various devia-
tions in the body’s organs and systems, determine the
leading trigger factors affecting the patient’s health. Us-
ing the approach we can treat not a disease but a patient
with his/her personal traits. Children with craniosyn-
ostoses and disturbances of embryogenic development
have structural and functional abnormalities in different
organs and systems manifested as various maladaptive
disturbances and produce a qualitative effect on the
course of pre- and postoperation periods. It requires
certain correlation activities.

Key words: craniosynostoses, children, development
homeostasis, adaptation reactions, classification

OpranusM — 1eIoCTHas CHCTeMa, CTPOSHHE KOTOPO
ompenensercs ee QyHkmsaMu. «Hukakoe m3MeHeHue
HE MOXET OOHApYKUThCS B OJHON YacTH OpraHu3ma
0e3 Toro, 4TO0OBI HE BHI3BAaTh COOTBETCTBYIOIIHE U3MEHE-
HUS BO BCeX OCTaNIbHBIX YacTax» (KroBee XK., 1769—1832).
CrnenoBarenbHO, TIPU OTKJIOHEHUSX B CTPOCHUH KaKO-
rO-TO OpraHa U CBSI3aHHOTO C 3THM €ro (h)yHKIIMOHAIBHO-
IO COCTOSHHS HEM30€)KHO BO3HHKAIOT KOMIICHCATOPHBIC
CIIBUTH B IPyTHX OpTraHax ¥ CUCTEMax OpraHu3ma.

OyHIaMEeHTaIbHOE CBOMCTBO BCEX OMOIOTHYECKUX
CHUCTEM — OTBEYaTh QJANTUBHOM peakiuell Ha MOoBpe-
JKITAI0IIee BO3/ICHCTBUE C LICNIBIO BBIMOIHEHHS TCHETH-
YECKOM MPOrpaMMbl OHTOI€HETUYECKOTO pa3BuTHs. Mop-
(onormyeckue 1 PUINOIOTUIECKIE KOPPEILILUT MEXKITY
OpraHaMH ¥ CHCTEMaMH OpraHHM3Ma JIeTepPMHUHUPOBAHBI
(hakTopaMu SMOPHUOHAIEHOTO W OHTOT'CHETHYECKOTO
(hopmooOpazoBanus. [IpenaranbHoe AEHCTBHE MOBpe-
KIAIOIMNX (PAKTOPOB OTIOCPETOBAHO CHCTEMHBIMH PeaK-
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INTEGRATED APPROACH TO CHILDREN WITH CRANIOSYSTEINS

LIUSAMH pa3BHUBarolierocs opranusma [1]. Crabunmzanms
AMOPHOHAIBHOTO Pa3BUTHSI OCYIIECTBISETCS MOpPQO-
TEHETHYECKOI CHUCTEMOM, 00eCIeUnBalOIIEe TOMEOCTa3
pazButus. B epron sSMOpHOHAIBFHOTO Pa3BUTHS OCHOBO-
TI0JIAraoIIYI0 POJIb UTPAIOT TEHETUYECKHU 3aIpOrpaMMH-
POBaHHEIEC aIAITUBHBIE PEAKIIMH TOMEOCTa3a Pa3BUTHSL.
OCHOBHBIMH JIETEPMHUHAHTAMHU PHCKA Pa3BUTHS 3a0071e-
BaHUH y YeJIoBeKa SBIISIIOTCS TeHBI U (PaKTOPBI OKpYykKalo-
e cpeapl. OCOOCHHO BBICOKHE PUCKH HApYIICHHS 00e-
CTIEUEHUsI KU3HEIEATEIbHOCTH OpraHi3Ma XapaKTepHbI
JUISL PAHHETO OHTOTEeHEe3a. DTOT MEpHO]] aCCOIMUPOBAH
¢ (OpMHUPOBaHUEM PETYISTOPHBIX MEXaHM3MOB Ha BCEX
HEePapXUUYECKUX YPOBHAX (KIETOYHOM, TKAHEBOM, CH-
ctemHOM). Ilom melicTBHEM TOBpEXIAIONTNX (DAKTOPOB
B 3TOT IIEPHO]] BO3HUKAIOT HApYIIEHHs] 3aKOHOMEPHOCTEH
(hopMHpOBaHNUS PETYITATOPHBIX MEXaHI3MOB, YTO MOXET
NIPUBECTU K PacCCTPOMCTBY aallTUBHBIX PEAKLUMN, K Pa3-
BUTHIO Y TIOTOMCTBA MOP(OIOTHYECKHUX U (DYHKIIMOHAITb-
HBIX OTKJIOHEHUH [2].

Ha ocHoBanuu aHanu3a JaHHBIX HCCIEIOBaHUSA
MIPEHATATBHOTO ¥ TIOCTHATAIFHOTO Pa3BUTHUS OPTaHU3-
Ma IpH JACHCTBHU Ha HETO MOBPEKIAIOIINX (HaKTOPOB
B IIpEHATAILHBINA TIepuo Obla chOpMYIHPOBaHA TEO-
pust «eranpHOro porpammupoBanus [3]. CornacHo
9TOH TEOpUH MOBpEXAatolee AeHCTBUE HEOIaronpHsIT-
HBIX ()aKTOPOB B NPEHATAIBHBIN MEPHOA MOXKET OBITH
CBSI3aHO C JBYMS] MEXaHM3MaMHU: C IPSAMBIM TE€PATOTeH-
HBIM BO3JIEHCTBHEM W C HAPYIICHHEM aJ[alTallHOHHBIX
MexaHu3MoB. Crefyer OTMETHThb, YTO aJaNnTHBHBIC
peaknuu B Havalle Pa3BUTHS, KaK MPaBUIIO, THIIEPAK-
TUBHBI, TaK KaK OHU 0a3upyrOTCA Ha MPHUHITUIIE «OTepe-
KAIOLIETO OTPaKEHUS», TO €CTh NpHcocoOieHus K Oy-
IyIUM, elle He HACTYMUBIINM cOoOBITHIM. [Ipu aToM
«aganTauus K BHEITHEH cpelie HepeaKo IpruodpeTaeTcs
[IEHOW 3HAYUTENbHBIX MOP(OIOTHYECKUAX U (PYHKIINO-
HaJBHBIX C/IBUIOB, YXOISIIMX B 00JAacTh HO30JIOTHI»
[4]. Hapymienne aganTaninmOHHBIX MEXaHU3MOB MOMKET
MIPOSIBIIATHCS B BHJIE PEMOETHMPOBAHNS TKAHEBOTO Pa3-
BUTUS, HEHPOUMMYHO3HIOKPUHHBIX U3MEHEHUH, CTOM-
KHUX MOBPEXKJIECHUN T€HHOW SKCIPECCHUH.

JIx000i1 arenTt, crocoOHbIH XOTh B KAKOW-TO CTEIIEHH
HapyIIUTh TEUYCHHE AMOPHUOHAIBHOTO PAa3BHUTHS, ITOUYTH
BCEI/Ia BbI3bIBAECT U3MEHEHHS HEUPOICHHOM pEaKTUBHO-
CTH y OyIyILero noToMcTBa. JTO CyKACHUE TOTUePKHBa-
€T BBIPAKEHHYIO YyBCTBUTEIBHOCTH HEPBHOM CHCTEMBI
K [TOBPEXKIAIOLIMM IIPEHATAIIbHBIM BO3JeHCTBUAM. Mop-
(honmormyeckoil OCHOBOW HapyIIeHUsT HEUPOTEHHOW pe-
AKTUBHOCTH SIBJISCTCS 3aJIepiKKka MOP(OreHETHIECKOTO
npefida HelipoHoB [5]. CrenoBarenbHO, BRIPAKEHHOCTh
U3MEHEHUI PEaKTHUBHOCTU HEPBHOW CUCTEMBI y MTOTOM-

CTBa 3aBUCHT HE CTOJILKO OT OCOOEHHOCTEW MOBpEkKaa-
foImx (HakTOpPOB, CKOJIBKO OT MHTEHCHBHOCTH PEeaKIHi
romeocrtasa pa3Butus. C mo3unnu MHQGOPMaMOHHBIX
TIPEICTABIICHU KOMIUTEKC PEaKIHid, 00eCIeUnBaAIOIIIX
TOMEOCTa3 pa3BUTHA, PACCMATPUBACTCA KaK CaMOpery-
JUpPYIOLas CUCTEMa, KOHTPOJIUPYIOLIAs CTaHOBJICHHE
PEaKTUBHOCTH OYIyIIero opraHu3Ma. Mexmay OTIeib-
HBIMH COCTABIIAIOIIMMH PAa3BUBAIOLIETOCS OpraHU3Ma
CYIIECTBYIOT MHIYKIIMOHHBIE B3aMMOOTHOIIEHHS («KO-
aJIalTUBHBIE» TI0 TEPMHUHOJIOTHH CHCTEMOJIOTHH), KOTO-
pBle 00eCIEeUNBAIOT €T0 CTPYKTYPHOE U (PYHKIIOHAIh-
HOE eZIMHCTBO. [IpUMEHUTENBEHO K CTAaHOBJICHUIO O0IIEH
HEPBHOMMMYHOSHAOKPUHHON PEryasIud KoaJanTaius
pasBUTHSA €€ TOACHCTEM (PHIOKPUHHON, MMMYHHOM
Y HEpBHOW) O3HAUaeT, YTO KaKAbII 3Tal CTaHOBJIEHHUS
PEryISATOPHBIX CBOWCTB KAXKIOW U3 HUX «IOACTpauBa-
eTcs» 1ol chopMHUPOBaHHBIE CBOMCTBA TIEPEUNCIICHHBIX
noicucTeM. M3 3THX Tpex COCTaBISIONINX 001l HepB-
HOMMMYHORHIOKPUHHOH PEryssiiuy OyIyiero OpraHms-
Ma TepBOM HayMHAeT (PyHKIIMOHWPOBATH dHOKPHUHHAS
cucreMa. B CBsI3M ¢ 3TUM IIpeHATaIbHOE MOBPEXKIALOIIEE
BO3JICHCTBUE B AMOPHOHATIBHOM MEPUO/IE CIIOCOOCTBYET
MOBBIIICHUIO THUIIOTAIaMO-THIO(N3apHO-HAIIIOYCTHH-
KOBOM M CHUMIIATOaIPEHAIOBOM TOPMOHAJILHOW aKTHB-
HOCTH [6], 94TO COIPOBOXKIACTCS CHIDKSHHEM MPOITHQe-
pPaTUBHOM aKTUBHOCTHU KIJIETOK, BHYTPEHHUX OPIaHOB,
ux Oosee paHHel IUPPEPEeHIUPOBKOH, a TaKKe MPo-
rpaMMHUpPOBaHHEM ITUC(YHKIIUN SHIOTENNST KPOBEHOC-
HBIX cocynoB. JlanmbHelIee CTaHOBICHUE adalTUBHBIX
peakuuil xapakTepu3yeTcsi HeAOPa3BUTHEM OHTOT€HETH-
yeckd 0oJiee MO3THUX O OTHOIIEHUIO K SHIOKPHUHHO-
MYy — IMMYHHOTO ¥ HEPBHOTO KOMIIOHEHTOB PETYJISILIUU,
YTO COIPOBOXKAAETCS HApYIIEHUEM CTAaHOBJICHHS PEaK-
TUBHOCTH TIoCleaHux [7].

N3menenune sxcipeccun reHoB — (pyHIaMEeHTaNbHBINA
MEXaHHU3M BIIMSIHUS TOBPEXKIAONMNX (akTOPOB B Tpe-
HaTaJIbHOM Nepuoje. Bo3nelicTBre Ha SKCIpeccuto re-
HOB OCYIIECTBIISIETCS IBYMS Iy TsAMHE: 1) mocpencTBoM
HapYyIICHUS] TPAHCKPHUIIITUOHHBIX (PAKTOPOB, MTPOMOTO-
POB U CYIIPECCOPOB T€HOB, 2) C IOMOIIBIO SITUTEHETH-
yeckoii monudukanuu JTHK. Hapymenue skcnipeccun
TEeHOB MOXET OBITh KaK NMPUYMHOW, TaK W CIEICTBHEM
peMoieTMpOBaHus TKaHEH, a TaK)Ke U3MEHEHUH CO CTO-
POHBI SHAOKPUHHOH cucTeMbl [6]. OOpamaioT Ha cedst
BHUMAaHUE JAHHBIE JTUTEPATYPBl O TOM, YTO BaXKHYIO
poib B mpomeccax (EeTalbHOTO MPOrpaMMHUPOBAHHS
UTPAIOT HEKOTOPBIE AMUHOKUCIIOTBI, KOTOPBIE, SIBJISISICH
CTPYKTYPHBIMH KOMITOHEHTaMHU OEJIKOB U TOPMOHOB,
MPUHUMAIOT YYacTHE B PEryJSLUU SKCIPECCUU T€HOB,
B dochopmmpoBanuu 0enkoB. Tak, TIMIMH CIIOCO0-
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CTBYeT YMEHBLICHUIO Pa3BUTHUSL OXXUPEHUS, MPOBOC-
MMaJTUTENBHBIX PEAKIHi, THIePTEeH3UH. L-KapHUTHH,
KOTOpBI CHUHTE3UPYETCS W3 JIM3MHA U METUOHUHA,
yIydiraeT MeTaboJIn3M TITFOKO3bI, TIOBHIIIAET YYBCTBH-
TEBHOCTh K HHCYJIHHY, CTUMYJIUPYET 0Opa3oBaHHE
sHepruu. BaxHoe MecTto B mpolieccax (eTaabHOTro
MIPOTPaMMHUPOBAHUS OTBOAUTCS BUTAMHHAM TPYIIITHI
B u donuepoii kucnore. [locnenusiss BIuseT Ha 3KC-
MIPECCHIO TEHOB MTyTEM PETYISALINN UX METHITUPOBAHHS.

Kpanuo-¢panuansubie Manbdopmaruu B 90% ciy-
4aeB — 3TO HE HW30JIMPOBAHHBIE MOPOKH pPa3BUTHA,
a YacTHBIE MPOSIBIICHUA IIEJIOTO KOMITJIEKCA COYeTaH-
HOHM BHYTPUYTPOOHOH MAaTOJOTHH, aCCOIMUPOBAHHON
co 2—-4-m xabepHBIMH KapMaHaMH. B CBs3u ¢ 3TUM
y JIeTei ¢ KpaHuo-(haruaibHoi Maib(opMaliiel 4acto
OoTMeuaeTcs coueTanHas BpoxkaeHHas natoiorusa [THC,
MMMYHHOH U CepJIeuHO-COCYIUCTOM cucteMm [9].

[To nannem BO3, oxoino 7% &KUBOPOXKICHHBIX AETEH
AMEIOT BPOXKICHHBIC MTOPOKU M YPOICTBA YEPEITHO-JIH-
ueBoi oonmactu. OHM 3aHMMAIOT 3-€ MECTO CpPedH Bcex
BUJIOB BPOXKJICHHBIX aHOMaliui. PacmpocTpaHeHHOCTD
KpaHHOCHUHOCTO30B cocTapiser 1:2000-1:4000 [10].
B Poccuu xaxnpiii rog poxaaercsa ot 3500 go 5000 ne-
Teil ¢ TakoW MaToJIOTHeH, JIeueHHe U peaduIUTaIHs KO-
TOPBIX MPHOOPETAET XapaKTep CIOKHOU KOMILIEKCHOM
MEINKO-COIMAIEHON TPOOIEMBI I Bpadeil pa3HbIX
crieranbHOCTE. B 3THONMOTHY BPOXKIEHHBIX TOPOKOB
Pa3BHUTHS YEPEIHO-IIUIEBON 00IaCTH BEAYIIYIO POJIb
WIPalOT BHELIHECPEIOBbIC U TCHETUYCCKUE (DAKTOPHI.
[lo JaHHBIM KIMHUKO-T€HEAIOTUIECKUAX UCCIISIOBAHHIA,
y 85% neteit ykazaHHbBIE TIOPOKH OBLTH CITOPATUICCKH-
MH, Yy 15% — cemeitabpivMu. Cemelinble nopoku B 18%
CITydJaeB SIBJITIOTCS MOHOTE€HHBIMH, B 7,5% — XpOMOCOM-
HbIMH, B 12% — ¢ HEyCTaHOBIEHHBIM THUIIOM HACJIEIOBA-
HUL, B 62,5% — mynsTudakropransasivu [ 11]. MynsTu-
(hakTopramBHBIA XapakTep 3a00JCBaHUS CKIIAIBIBACTCS
W3 CyMMapHOTO (aJINTHBHOTO) NIEHCTBUS HECKOJIBKUX
TeHHBIX MyTalll{ TPH YCIOBUH BO3JEHCTBUS HeOaro-
NpUSATHBIX (aKTOpOB BHEIIHEH cpenp! [12, 13].

OnHAM U3 TIOPOKOB UEPEITHO-JIUIICBON AeOopMaITim
SIBISIETCS] KPAaHMOCHUHOCTO3, KOTOPBII COMPSIKEH C M3Me-
HEHUSIMH ¥ HApYIICHUSIMU B IPYTUX OpraHax U CUCTEMax
opraam3Ma. Hammame mOmMONMHATENRHBIX (BEHOTHUITHYC-
CKHX W MOP(OJIOTHYECKUX H3MCHEHUH CBHIICTEIIBCTBY-
eT O HaJIMIUW CHHIpOoMa. B HacTosIee BpeMsi onmcaHo
6onee 70 cuHaPOMAIBEHBIX (OPM KPaHHOCHHOCTO30B.

YuuteiBass pa3HOOOpa3HBI XapakTep KpaHUOCH-
HOCTO30B, MOXXHO OKHJIaTh Pa3HBIN UCXOJ] UX OTIEPATHB-
HOTO JieueHus1. Y aeTeil ¢ XpOMOCOMHBIMU aHOMAJIUSIMH,
KaK MPaBHUJI0, OTMEYAIOTCs Te(heKTHl MUMMYHHUTETA U pe-

reHepanuy, YT0 MOXKET MIPUBOAUTD K Pa3BUTHIO PaHHUX
1 TIO3[JHUX OCJIOKHEHHHA. Y JieTeil ¢ MOHOTEHHBIMH (hop-
MaMH MOpOKa BO3MOKEH €r0 PeLUINB, TaK KaK JelCTBUE
MYTaHTHOTO I'€Ha IIPOOJDKAETCA U TIOCIIE ONIEPaTHBHOTO
JICYCHHUS, YTO COIPOBOMKAACTCS HAPYIICHUEM JabHEl-
uiero pa3suTus Tkaner. Kpome toro, npu BeieHUu aeten
C KPaHHOCHHOCTO3aMH HEOOXOJIMMO YUHUTBIBATh M COYe-
TaHHBIE U3MEHEHHSI CO CTOPOHBI BHYTPEHHHX OpPIraHOB.
V3MeHeHHs OCIEIHUX IIPY HECHHIPOMAJIbHBIX (hopMax
KPaHHOCHHOCTO30B MOTYT OBITH CIEACTBHEM pa3HOOpa3-
HBIX TEpaTOreHHbIX BO3ICHCTBUH BO BHYTPHYTPOOHOM
MEPHOJIC ¥ TPOSIBISTHCS CTPYKTYPHO-(DYHKIIHOHAIBHBI-
MU W/WiH (TOJBbKO) (QYHKIMOHAIBHBIMH HAPYLICHUSIMH,
00yCJIOBJICHHBIMH B OCHOBHOM DPAacCCTPOWCTBOM IIPO-
neccoB peryasiuuu. Mcxoas u3 BbIIEyKa3aHHOTO, MPO-
rpamMMa BelIeHUs eTel ¢ KpaHHOCHHOCTO3aMH JOJDKHA
BKJIIOYaTh OLIEHKY W COMAaTHUYECKOTo craryca peOeHKa
KaK Ha (DYHKIMOHAJILHOM, TaK U Ha MOP(OIOrnyeckoM
ypOBHE. DTO TMO3BOJHUT HE TOJIBKO MPaBUIBHO cop-
MYJIUPOBATh AWArHO3, HO M ONpPENCNIUTh KOHLEIIIHIO
IpeoNepanoHHOM OATOTOBKH, 00BEM ONEPATHBHOIO
JIeYeHHs 1 OCOOCHHOCTH BEIICHUS IeTeH B Iocieonepa-
LIMOHHOM HEPHOJE.

Hean ucciienoBanus: ynydlieHUe KadyecTBa Jua-
THOCTHKH U PE3y/IbTaTOB JIEUEHUS] KPAaHHOCHHOCTO30B
y AeTell ¢ yu4eTOM OLICHKM I'€HETHYECKHX U CoMaThye-
CKHX aCIEeKTOB, YCOBEPILICHCTBOBAHUE KIIaCCH(UKALINH.

MarepuaJjbl 1 METOAbI

K nmanHOMy mccneqoBaHUIO MBI MOAXOIWUIIU C IO-
3UIMN WHTETPATLHON METUITMHEI, C TTO3UIIMA TSOPUHU
COUYETAHHBIX AMOpUONaTHii (HAJTUYUE BHJIUMOTO IIO-
pOKa pa3BUTHS, KaK MPABHIIO, COUYETAETCS C MOPOKA-
MU Pa3BUTHsI BHYTPEHHUX OPTraHOB U LENBIX CHUCTEM
OpraHu3Ma), a TakXe C TMO3WINH TeOopuu «deranb-
HOTO TMPOTPaMMUPOBAHUM» (HATUYHUE OTCPOUCHHBIX
3a00JIeBaHUl OpraHu3Ma IMPH MPEHATaIbHOM €ro Io-
BpexxaeHun). 1lpu 3ToM yIUTHIBaJIOCh MHTETPAIBHOE
B3aUMOJICUCTBUE U MPOIECCOB MOBPEKICHUS CUCTEM
OpraHn3Ma, U TIPOIIECCOB aJanTaluy Mpu 00eceYeHn N
KU3HENISATEILHOCTH OpraHu3Ma.

I[Mog wammm uHabmomenuem B HIIL crernuanu-
3UPOBAHHOW MEAUITMHCKOW momommu aeTsMm I3 T
MockBbl Haxonuiaoch 55 nmeredt ¢ paznuuHbIMU (Bop-
MaMM KpPaHMOCHHOCTO30B B BO3pacTe OT 6 MecAleB
o 15 nmet. Bece metu ocMmarpuBaiuch YepeIHO-JIHIIC-
BBIM XUPYPIOM, IEAUATPOM, HEBPOJIOTOM U T€HETUKOM,
KOTOPBIEC OTPEICIISITH HEOOXOMUMBIH MTepeueHb HHCTPY-
MEHTAIBHBIX U JIA0OPATOPHBIX METOMIOB UCCIICAOBAHMSL.
Kax mpasuio, mporpamma oOciaenoBadus HabIomae-
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MBIX JI€Tell BKIIIOYaJla: PEHTI€HOJIOTHYECKOE HCCIe0-
BaHHUE uyepena, NPOBEACHUE KOMIIBIOTEPHONW TOMOIpa-
(¢uu TOIOBHOTO MO3ra M uepemna, HelipocoHorpaduio
(y ManeHpKUX neTel TpH OTKPBITOM OOJBIIOM pPOI-
HUYKE), pEHTTCHOJIIOTHYECKOE HCCIICIOBAHNE OPTaHOB
rpynnoit xietku, IKI, sxokapauorpaduro (Oxo-KI'),
kapnuounnTtepsanorpaduto (KUT'), Y3U BHyTpeHHHX
OpraHoOB, OLICHKY aJalTOCIOCOOHOCTH, YPOBHS Pe3H-
CTEHTHOCTH U PE3EPBHBIX BO3MOXXHOCTEH OpraHu3Ma
o JI. X. T'apkaBu ¢ coaBr. [ 14], KIMHUYECKUI U OUOXH-
MHUYECKUH aHaJIM3bl KPOBH, UCCIIEIOBAHUE HMMYHHOT'O
craryca, 0aKTepHOJIOTHIECKOE UCCIIEIOBAHUE TIOCEBOB
C KOXKH, U3 MOJOCTH pTa M KUIIEYHUKA, [IUTOTCHETH-
YECKO€ MCCIIEOBaHUE 110 PEKOMEHIALUSAM I'€HETUKOB.

Cpenu HabOmromaembix neredt y 17 (31%) nuarHo-
CTHPOBAHbI HACJEACTBEHHbIE CUHAPOMBL Yy 6 — CHH-
apoM Armeprta, y 5 — Kpy3ona, y 3 — TpuroHounedanuu
Omnwutna, y 2 — Coarpe-Hotszena, y 1 — Ildaiiddepa.
[To maHHBIM TUTOTEHETUYECKOTO UCCIIEIOBAHUS, Y O
HOro pebeHka ¢ Tpuronouedantuei ObUIa ycTaHOBICHA
xpoMmocomHas aboeparus 46 XX, del 11q (23,3-24,2) —
nenenys AmuHHOTO Tieda 11 xpomocomsl. Y 38 (69%)
JeTel onpenesIiNch Criopaguyeckue (HECHHAPOMAIIb-
HbIE) (GOPMBI KPAHUOCHHOCTO30B.

Pe3ynbTarhl Hcc/ie0BaHUS H HX 00CYyXKIeHHe

HeBponmornueckuii gepunur y pereir c kpa-
HHOCHHOCTO3aMH OOHapyxeH B 47 (85%) cmyda-
sax: B 30 (80%) — y mereil ¢ HeCHHIPOMAaJIbHBIMHU
u B 17 (20%) —y nereit ¢ cuHApOMaEHBIME (HOPMaMH.
HeBponoruueckast kapTuHa y JeTed ¢ CHHAPOMAIILHBI-
MU U HECHHIPOMAJBbHBIMH (pOopMaMH HE OTIMYAJIACh.
3TO CBSI3aHO C TEM, YTO HEBPOJIOTHUECKUE HAPYILECHUS
OBUTM BTOPHYHBIMH, CBSI3aHHBIMHU C JeopManueii ye-
pena, caaBICHUEM TOJIOBHOI'O MO3ra, pacCTPOHCTBOM
remo- u JukBopoguHamuku. Y 20 (34,3%) nereii
C Pa3IUYHBIMH STHOJOTUYECKUMH (QOpMaMH OTMeya-
JIICh YMEPEHHO BBIPA)KEHHBIE CUMIITOMBI ITOBBIIICHUS
BHYTpPHYEPENHOro naBieHus, y 25 (45%) — muddys-
HbIe HEBPOJIOIMYECKUE MUKPOCHUMITOMBI PE3ULyallb-
HOTO Xapakrepa (MbIlIeYHasi AUCTOHUS, aCHMMETPHS
CYXOXXKWJIBHBIX PEQIIEKCOB, aTakCHs, HapylIEHHE KO-
OpIMHAILINY JABHXCHUH, B PSJIE CIy4acB — CXOASIIeecs
U pacxopsiieecs: Kocorasne, aHu30KOpHs, Ipexos-
AN BpOXKIAEHHBIA TOPU3OHTAJIBLHBIA HUCTAarM. MOX-
HO TIPEATNONOXKHUTh, YTO 30HBI MO3Ta, OTBETCTBEHHEIE
3a IBWrareibHblEe (YHKIHMH, OTCTAlOT B CBOEM pas-
BuTHH (HeBpoJormueckuii nepunut, mo A.I. [Iputs-
ko [9]) 3a cyer HapylIEeHHsS OHTOTEHE3a B IO3IHEM
[IPEHATAJIbHOM IIepuoje. DNMWICNTUUECKUH CHUHIPOM

HaOmomazca y 3 gereil: y 2 — ¢ HECHHAPOMAIbHBIMU
dhopMaMH, y OTHOTO — C CHHAPOMOM ATepTa.
CocTosslHHE UMMYHHOH CHCTEMBI HCCIEA0BAHO
y 52 nereil B Bo3zpacte ot 1 roga o 15 net. Ilpu ompe-
JICJICHUY YPOBHS UMMYHOIJIOOYTMHOB ObLT YCTaHOBJICH
UX BBIpaXEHHBIN aucOananc, KoTopelid y 36,5% nereit
MPOSIBIISIICS. TUNIOIIOOYIHMHEMHEH A, MpHueM darie
npu cUHApoMasibHOU dopme (47,0%), ueM 1pu HecHH-
npomanbHO# (28,5%). CHmkenne ypoBHa IgG orme-
yanoch y 14,3% nereii ¢ HecuHapoMalibHOU (HOpMOI,
y 11,6%perelt — ¢ cuHAPOMANIbHON. YMEHbIICHUE KOH-
nentparuu IgM obnapyxeHo y 1 pebeHka ¢ CHHIPO-
MoM Kpy3zona. CHMXeHHe YPOBHS HMMYHOIIIOOYIHHOB
KkimaccoB A m G yka3wsIBaeT Ha HEIOCTATOYHOCTE IPO-
TUBOMH(EKLIMOHHOW 3alllUTHI, CBA3aHHYIO B MEPBYIO
o4uepens C HEMOJHOIEHHOCTHIO BPOXKIEHHOTO UMMY-
Huteta [15]. B mons3y 3TOro MONOXKEHUS CBUACTEIb-
CTBYIOT JIaHHBIE O BBICOKOM YacToTe ciydaeB (10 55%)
HapylieHni QyHKIMOHAIBHON aKTUBHOCTH JTMM(OHI-
HBIX KIIETOK Mepu(epruueckoil KpOBY, BHIPAIKAIOIIUXCS
B CHIDKECHHOU TIPOIM(EPaTHBHON aKTHBHOCTH, CTHMY-
mupoBaHHO# 1, 5, 10 n 20 mxr ®I'A. bonee yem y nono-
BHUHEI JICTEH OTMeYanach TeHACHIUA K cHrkeHnio CI13,
CH4 u C/I8 momymsiuii. HecMoTpst Ha TOCTAaTOYHO BBI-
COKHH ypOBeHb (DarOLUTHPYIOIINX KIETOK, Y 3TUX Jie-
Teil ompeneNsuIiCh MPU3HAKA He3aBEPIIEHHOTO (haroiu-
TO3a. YCTAaHOBJICHHBIN XapaKTep U3MEHEHUIN COCTOSHUSA
WMMYHHOH CHCTEMBI MOXKET 00YCIIOBHTE 3HAYUTENHHYIO
YacTOTY BOCHAJIUTENBHBIX ITOCIEONEPAIIMOHHBIX OC-
JIO)KHEHUH C BHICOKUM PHCKOM PAaCXOXKICHUS IITBOB.
IIpu uccienoBaHuu CepAEYHO-COCYUCTON CHUCTE-
MBI y 4 (13 55) nereil AMarHOCTUPOBAHBI BPOXKICHHBIC
nmopoku: y 2 (11,8%) — ¢ curapomManbHEIME (hopma-
Mu uy 2 (5,2%) — ¢ HecunapoManabHbIMU. OOparaer
Ha ce0s BHUMaHue BhICOKas yactorta (67,7%) obHapy-
KEHUS y HAOIIOMaeMbIX JIeTel MPU3HAKOB TUCIIIA3UN
COETMHUTENbHOU TKAHU, KOTOPBIE, KaK MPaBUIIO, IPOSIB-
JISUTACH TUTIEPMOOMIIBHOCTBHIO CYCTaBOB, TTOBBIIIEHHOM
PaCTSHKMMOCTBIO KOXH, BBICOKMM HEOOM WM MaJIbIMH
anomanusamu passutus cepana (MAPC). Tlocnennne
Yalie PerucTPUPOBAUCH IPU CHHAPOMAaIBHON (opme
(68%), uem npu HecuHApoManbHOU (53%). Y MHOTHX
JIeTe ompenesauch (yHKIIMOHAIBHBIC HAPYIICHUS
TeMOJANHAMUKU B BUJI€ YMEHBILICHUS Pa3MepoB KO-
HEYHO-UACTOINIECKOTO THaMETpa JIEBOTO KeTyTouKa
cepana (37%), nuamerpa aesoro npencepaus (14%),
yaapHoro (43%) u munyTHOro 06seMoB (57%) kpoBu,
CHIDKEHUS CKOPOCTH LIUPKYJISIPHOTO COKPAIIEHNS MUO-
kapna (24%), yMEHBIIEHUS! Macchl MHOKapaa JIEBOTO
xemynouka (31%). Ilpu cuHIpOMaNBHBIX U HECHHAPO-
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MaJbHBIX (hOpMax 3TH MOKA3aTeNH JOCTOBEPHO HE OT-
JTUYAIIUCh.

HocToBepHoe cHUXeHHE WHAEKCa 3(PdeKTHBHOCTH
paboTHI cepala, SIBIAIOMETOCS HHTErPAITBHBIM ITOKa3a-
TeJIeM PeakKIuy anmapara KpoBooOpalieHus Ha Harpy3-
KY, TIPU TaHHOW MaTOJIOTUX CBUICTEIHCTBOBAIO O HU3-
KOM TOJICPAHTHOCTH JeTel K (hU3NYECCKON HArpysKe.

[Ipu orieHKe BEreTaTHBHOIO FOMEOCTa3a ¢ MOMOILBIO
KapAHUOWHTEpBaIorpaduu B OONBIINHCTBE CIydaeB OT-
Medajach CUMITATUKOTOHUS: Y 36,5% naereit ¢ HECHH-
OpoManbHONH (GOpMOH KPaHHOCHHOCTO3a, y 64,6% —
¢ cuHApoMaIbHOU. BaroTonus onpenensiiacek y 15,9%
JeTell ¢ HecuHApoMalbHOH Gopmoi, y 11,7% — ¢ cun-
IpOMaNTbHOW. DTH JaHHBIE CBHUACTEIHCTBYIOT O TOM,
YTO y OONBUIMHCTBA AETEH C KPaHHOCHHOCTO3aMH OT-
MeJaeTcsl BEICOKasi aKTUBHOCTh CHMITaTOAAPEHAIOBOM
cucTeMbl. Baroronus, ycraHOBJIEHHAs Y OTHOCUTEIHHO
HEeOOJBIIOTO KOIMYEeCTBa JAeTeH, CKopee BCero, CBI3aHa
C HAJIMYUEM y HUX BHYTPHUYEPEITHOW THIICPTEH3UU.

Jis XapaKTepuCTUKH aAanTallHiOHHO-KOMIICHCATOP-
HBIX peakIii y HabIromaeMbIX 1eTeld MBI HCITOJIb30Ba-
JIM TIOKA3aTeNI KapAHOMHTEPBAIOTpaQHU ¢ UX OLCHKON
no meronuke E.B. Heynaxuna [16], koTopast mo3Bossier
onpenenaTh (pa3pl HANPSHKEHHOHN aganTanuu, OTHOCH-
TEJIHHOW KOMIIGHCAIIMHM U JIeKoMIieHcanuu (Tabdn. 1).
Hns da3er Hanpsokenaor amantanun (PHA) xapak-
TepHO yBenndyeHue nokasareiaed AMO (Mmapkepa cuMm-
MaTHIeCKON akTUBHOCTH) B AX (Mapkepa mapacumIra-
TUYECKON aKTUBHOCTH) IIPHU COXPaHEHUH HOPMAIBHOTO
nokazarens MH (nHaekca HampsKeHUs — WUHTETPalib-
HOTO TIOKa3aTessl MCXOJHOTO BETETAaTHBHOTO TOHYCA).
®daza orHocutensHoM kommeHcanuu (®OK) xapakre-
pu3yeTcs yBenmdeHueM Tokasareiass AMO npu Hemo-
CTaTOYHOM YBEJIMUEHUH Mokazatens AX, 4To cOnpoBo-
*)naercs m3mMeHerrneMm MH. ®a3za nexkomnercarum (1)
onMyaeTcs yBenuyeHneM nokazarens AMO, ymeHsblIe-
HueM AX ¥ BbIpa)XeHHBIM M3MeHeHneM MH.

Crofikast M BRIpOKCHHAS Y OTHUX NETEH CHUMIIATH-
KOTOHHS, B 3 pa3a yallle BCTpedaroliascs, 4YeM Baro-
TOHWSI, TIO3BOJISIET AyMaTh O CTPECCOBOM XapakTepe
M3MEHEHHMI B OpraHu3Me, CONPOBOXKIAIOIINXCS pac-
CTPOMCTBOM OOMEHHBIX MPOLECCOB (C YCHUICHHUEM
JIUTIAIHOTO), MMMYHHOTO CTaryca, JHIAOKPHUHHOM,
cepleyHo-coCcyaucTol U apyrux cucreMm. Crpecco-
BBII XapaKTep W3MEHECHHWH B OpraHm3Me, ¢daza EeKOM-
MEeHCAllN a/lanTallMOHHO-KOMIIEHCATOPHBIX peakLlui
BCTPEYAIOTCs JOCTOBEPHO Yallle MPH CHHIPOMAIBLHOU
dhopme, yeM mipu HecuHApPOMaNbHOU. ClieqoBaTeIbHO,
HapylIeHUe CTaOMILHOCTH TEHETHYECKOTO armapara
MOXKET OBITH TPUITEPOM XpOHHUYECKOTo cTpecca. Cie-

JyeT MOMYEPKHYTh, YTO BBIIEICHUE YKa3aHHBIX (a3
mo3BoJisieT Oonee AudPEepeHITMPOBAHHO TTOIXOAUTH
K BEJICHUIO HAOIIONAEeMBIX JCTCH.

[Ipu omenke oOMMX HecrenuPUISCKUX amanTaIu-
OHHBIX peakiuii mo metoxy JI. X. ['apkaBu ¢ coasrt. [14],
YYHUTHIBAIOIIEMY KOJTUYECTBO JTUM(OIUTOB B JICHKOIH-
TapHOH (opMylie y TSl pa3HbIX BO3PACTHBIX IPYIII
(Tabm. 2), Tak:ke 0TMEYAIOCh MPEO0IaaHue CTPECCO-
BOH (HanOoJsIee HeOMAaronpHUATHON) PEaKITiy OpraHu3Ma
y JieTeit ¢ CHHAPOMaTbHON POPMOI KPaHHOCHUHOCTO3A.

Hopwmo#i it B3pOCIbIX SBISIFOTCS aanTalliOHHbIE
(a"THCTpECCOPHBIC) PEaAKIIMH TPESHUPOBKH, CITOKOMHON
Y MOBBIIICHHON akTUBaMu. [l netelt peakius TpeHu-
POBKH He sBisieTcst HopMmoi [14]. Tlo Hamemy MHEHHIO,
9Ty PEaKIMI0O MOKHO PacCMaTpHUBaTh B KaueCTBE MapKe-
pa HanpsHKEHHOH aIanTaIiii C BRBICOKIM PHCKOM «CPBIBA
aJlanTann» U pa3BUTHS peakiuu crpecca. K «cpeaneit
HOpME» Y JIeTei OTHOCUTCS peaKInsl CIOKOMHOM aKTHBa-
LIMH, K UI€AJIbHOW — peaKiysl MOBBIIIEHHON aKTUBAIUU
[14]. Kak BugHO 13 TaOMuUIIE! 3, y JeTel ¢ KpaHHOCTEHO-
3aMH peaKInH MOBBIIICHHON aKTHBAITIA HE OTMEYAIIHCH.
Peakuus criokoitHo# akTuBanuu ycranosieHa y 20,9%
JeTel ¢ HeCHHAPOMAIIbHBIMU (POpMaMH U TONBKO Y 5,8%
JIeTel ¢ CHHIPOMAIbHBIMH. DTH TaHHBIC CBUCTEILCTBY-
IOT O HEJIOCTAaTOYHOCTH OOIIel Pe3UCTEHTHOCTH Opra-
HHU3Ma, 0 HU3KOM YPOBHE 3[I0POBBS Y JIETEil ¢ KpaHHOCH-
HOCTO3aMH, 0COOEHHO — C CHHIPOMAIILHBIMU (DOpMaMHu.

Ha ocHOBaHWM MaHHBIX TUTEPaTypHl U COOCTBEH-
HBIX MaTepHUaJIOB, OPUCHTHUPYSICh Ha KJACCHU(UKALIUN
Fairman—Horrax [17], M. Cohen [18], A.B. Jlomaruna
[19], MHOTOUHICTIEHHBIE KITACCU(UKAIINH JPYTUX aBTO-
POB, MBI, COXpaHsisi MOP(HOJIOTHUCSCKYI) TEPMHUHOJIIO-
THIO, OTPaXAIOUIyI0 XapakTep nedopmanmu depemna,
cTamuu 1 (a3pl KPaHHOCHHOCTO30B, YCOBEPIIEHCTBO-
BaJI KJIACCHU(PUKAIUIO, B KOTOPOH PaCIIUPIIN TPE-
CTaBJICHUS 00 3THOJOTHYECKUX (akTopax (Tadm. 3).

3akiiroueHue

TakuMm 00pa3omM, IpHU KPAaHUOCHHOCTO3aX, Pa3BUTHE
KOTOPBIX CBSI3aHO C HapyllEHHEM 3MOpuoreHesa, oT-
MeEUaeTcsl COYeTaHHas MaTOJIOTHS Pa3IMYHBIX OPTaHOB
U CHCTEM OpPIraHM3Ma, MPOSBIAIONIA’ACS CTPYKTYpHBIMU
u/un (ToNbKO) (YHKIIMOHATBHBIMH H3MEHEHHSIMH.
VY4uThIBasi, 4TO B MPOLIECCE IMOPHUOHAIBEHOTO PAa3BUTHS
BO3HMKAIOILINE CTPYKTYPHbIE U (DyHKIHOHAJIBHBIE H3-
MEHEHHUSI SBIISIOTCS CJIEACTBUEM AJANTUBHBIX peaKknui
roMeocTasza pa3BUTHS, IPU BEACHUM JeTei C 1000
XUPYPTAYECKOM MaTOJIOTHEN, CBSI3aHHOU C MOBpEXe-
HUEM OpraHu3Ma B SMOPHOHAIBHOM IEPHOAE, B TOM
yyclle AETed C KPaHMOCHMHOCTO3aMH, HEO0OXOIUMO
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Tabnuua 1. AnanTaLoHHO-KOMNEHCATOPHbIE PEaKLMM Y ETEN C KDaHOCUHOCTO3aMM

anantauonno- | Hecwsapouanuisie o
KOMMNEeHCaTOPHbIX peakuun
®HA 11 (28,9%)
®OK 9 (23,7%)
on 18 (47,4%)

Bcero
n=55 (100%)

CuHapomanbHble hopMbl
n=17 (100%)

2 (11,8%)
2 (11,8%)
13 (76,4%)

13 (23,6%)
11 (20,0%)
31 (56,4%)

Tabnuua 2. Hecrelyduyeckiue ananTalyoHHbie peakLun y neTei ¢ kpaHiocuoctosamm (no J1.X. Mapkasw ¢ coasr., 1996)

Tun Hecneuundmnyeckon

aganTauMoOHHOM peakLuun n=38 (100%)

Peakums ctpecca 5(13,1%)
Peakums TpeHpoBkn 25 (66,0%)
Peakuuns cnokonHom akTuesaumum 8 (20,9%)
Peakuus noBbILLEHHOW akTUBaL MK 0
Peakuunsa nepeaktusaumm 0

HecunapomanbHbie hopMbi

CuHppomanbHbie hopmbli Bcero
n=17 (100%) n=55 (100%)
10 (58,8%) 15 (27,3%)
5 (29,4%) 30 (54,5%)
1(5,8%) 9 (16,2%)
0 0
1(5,8%) 1(1,8%)

Tabnuua 3. Paboyas knaceudukaLms KpaHHOCHHOCTO30B

ATuonoruyeckne akTopbl

XapakTep Aecdopmauum ceoaa Yepena

Cragum KPpaHMOCUHOCTO3a

C HeyCTaHOBJI€HHbIM TUNMOM

2. XpoMOCOMHbIe — Typpubpaxuuedanus

Il. HenonHble cMHapomanbHble 3. CnoxHble
Ill. HecnHapomarnbHbie — Okcuuedanus
— Akpouedanus

|. CuHapomarnbHble 1. MNMpocTbie (MopaxeH OAWH LIOB UMW YacTb NapHOTO LWBa) KpaHnocuHocTtos

1. MOHOreHHble — — Mnarnouedanns KpaHunocteHos

C ayTOCOMHO-AOMUHAHTHbLIM — TpuroHouedanus — KomneHcrpoBaHHbIf
TUNOM HacrneaoBaHus — — Ckadpouedanus — [JeKoMneHCMpOBaHHbIN
C ayTOCOMHO-PELIECCUBHBIM TUMOM

HacrenoBaHus — 2. KoM61HUpoBaHHbIe

(nopaxkeHb! 2 WwBa v NapHbIN WOB LENKOM C 06enx CTOPOH)
HacnegoBaHus — Bpaxuuedanus (nobHas, 3aTblnovHas)

- OﬁlHOBpeMeHHOG co4vyeTaHne HeCKOJTbKMX NPOCTbIX CMHOCTO30B

(nopaxeHbl 3 1 6ornee WBOB, NAHCUHOCTO3)

YUYUTBIBATh XapakTep aJanTallMOHHO-KOMIIEHCATOP-
HBIX pEaKLMil, XapakTep CTPYKTYypHBIX WU3MEHEHUN,
HCMOJb30BaTh IpenapaThl, YMEHBIIAIOMINUE MHOCIE-
CTBHSI HAPYIICHUH «(EeTalbHOTO MPOTrPaMUPOBAHHSD.
Oco0eHHOCTH CTPYKTYPHO-(D)YHKIMOHAIBHBIX H3MEHE-
HUM y JieTell ¢ KPaHHOCUHOCTO3aMHU CBUJIETEIHCTBYIOT
0 COCTOSIHUU XPOHHUYECKOTO CTpecca.

JIuteparypa

HHTerpaapHbIi MoaAXo K MMOHUMAHHUIO MPOOIEeMbI
KPaHHOCHHOCTO30B y JIeTell JaeT BO3MOXKHOCTh INIy-
0OOKO OIIEHUTHh COCTOsSIHHE peOeHKa, pa3padoTars KOH-
MU0 MPEAONEPANIMOHHOMN MOATOTOBKH, OTIPEACIIUTh
00BEM W METOIbI XUPYPTHUYECCKOW KOPPEKIUHU, H30e-
’KaTh BO3MOXKHBIX OCJIOKHEHHUH B TIOCIIEONEPATHOHHOM
nepuoie.
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INFLUENZA IN CHILDREN:
DIAGNOSTICS AND TREATMENT

St.Luka’s Clinical Research Center for Children, Moscow

Pesrome

B Hacrosimieit ctarbe 00001IeH MUPOBOW M OT€IECTBEH-
HBIM OITBIT JUAardHoCTUKHU, KIMHHYCCKHUX CHMIITOMOB
W JICYCHHS TPHIIA U APYTUX OCTPBIX PECHUPATOPHBIX
3a0oneBanuii. [IpeacraBiaeHbl OCHOBHBIE JIEKAPCTBEH-
HBIE IIpenaparsl, IPUMEHSIOUINECS Yy AeTel B 3aBUCH-
MOCTH OT BO3pacTa.

Kniouesvie cnosa: oemu, epunn, ocmpwvie pecnupamop-
nole ungexyuu (OPH), npenapamor om epunna

Abstract

The article describes the world and domestic experience
in diagnosis, clinical symptoms and treatment of flu and
other acute respiratory diseases. The main drugs used in
children irrespective of their age are presented.

Key words: children, influenza, acute respiratory infec-
tions (ARI), flu agents

Onno u3 Beqymux mect cpenu Bcex OPBU npu-
HAJJIEKUT TPHUIIITY, KOTOPBHIH IO CBOEH pacmpocTpa-
HEHHOCTH OTHOCHUTCSI K COLIMaJIbHO 3HAYMMBIM 3200-
JICBAaHUSIM.

B Poccun, HECMOTpS Ha TOT (PaKT, UTO €KETOTHO
peructpupyercsi okono 27,3-41,2 miuH ciydaeB pe-
CIIUPATOPHONW WH(EKINH, OINpPEACIICHHE 3THIEMHO-
JIOTUYCCKUX TpPaHHUIl T'puUlIa 3aTpyaJHCHO B CBiA3U
C HEJOCTAaTOYHO IIOJIHBIM OXBaTOM HACEJIECHHS HKC-
MIpecc-METOAAMH TUATHOCTHKH, TaK KaK MHOTHE JIFOIH
mpu Jerkux gopmax BooOIe He oOpamaroTcs K Bpa-
gaM.

ITo nanneiM MucTHTYTA Aemorpadum, 3a0ocBac-
MOCTh OCTPBIMH WH(QEKIUIMH BEPXHHUX JIBIXaTEIbHBIX
myTeil OBICTPO CHMXKadach ¢ cepeauHbl 1980 romos
(24528 cnyuaeB Ha 100 ThIC. Hacenenus) (puc. 1).
C 1997 roma TeHAEHIUS CHWXEHHS CMEHWIACH TI0-
BoiienreM, U k 2000 rogy ypoBeHb MEpBUYHON 3a-
00NIeBaeMOCTH OCTPHIMA HWH(MEKIHUIMH JbIXaTelb-
HbIX mmyTed moansuicsa (20156 nwa 100 ToIC.). 3areM,
¢ 2001 mo 2008 rom, oTMeuancs NEPUOA OTHOCHUTEINb-
HO# cTabuim3aiuy, mocie koroporo ¢ 2009 roma otMme-

«QUANTUM SATIS»

yascsi ObICTPHIN pocT, U Kk 2014 rogy — nepuoguyecKue
cHazbl CMEHSIOTCS MOOBEMAMHU OCTPBIX PECTIHPaTOp-
HBIX 3a00JieBaHMi. AOCOIOTHOE YHCIIO 3a00JIeBaHU
OCTPBIMH MH(EKIUSIMH BEPXHUX ABIXaTCIbHBIX ITy-
teit B 2014 romy cocraBmio 28,2 MAJUITMOHA CIydaes,
gyt0 Ha 7,4% wmensiie, ueM B 2013 roxy.

Tennenuns 3a001€Ba€MOCTH T'PUIIOM TaKXKE CO-
npoBoXaanach konebanusimu. B 2014 romy 3aperu-
CTPHUPOBAaHO HaWMEHbILEE YHCIIO 3a00JEBaHUN TPHUII-
ITOM 3a Bce Bpemsi HaOmoneHus (12,8 ThIcSd demoBex,
wim 9 Ha 100 ThIC.). HanbomnkIee unciao 3a00IeBIINX
rpurmoM B 2004 1 2010 romy OBIIIO 3apeTruCTPUPOBAHO
B (peBpase-Mapre.

B smuncesone 20162017 nupkynupoBanu pazHo-
BUJHOCTH BUpYCa:

— rpurnna A/Kamudopuus/7/2009 (HIN1) pdm09;

— rpunma B/bpuc6en/60/2008;

— rpunna A/T'onkonr/4801/2014 (H3N2).

CornacHO 3asBJICHHUIO IJIABHOTO MPEICTAaBUTEI
«Hanum6mo» B 2017-2018 rogy mramMMmbl BUPYCOB
nepegaHsl POCCUHCKUM CIIeLUaIucTaM JUisl paboThI
U CO3JaHUs IPOTHBOTPUIIIIO3HBIX BaKIHH.
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_Ha 1000 vemogex _ _ _ _ _ _ _ _ _ _ _ _ _ _ _ _ _
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MHCTI/ITyT nemorpammm HaLlVIOHaJ‘IbHOI’O nuccneaoBaTesnbckoro yH1BepcuTeTa
«Bbicwast Lwkona akoHoMukuy Ne637-638, 6-19 anpens 2015

Puc. 1. 3aGonesaemocTb HaceneHa PO ocTpbiMi HHdEKLMAMM
BEPXHUX AblXaTeNbHbIX MyTel 1 rpunnom, cryyaes 3abonesanus

C BMEPBbIE YCTaHOBNEHHbIM AnarHo3om Ha 100 ThiCAY YenoBek nocTo-
SIHHoro Hacenewws, 1970,1975, 1980, 1985, 1990-2014 rogs!

BakuuHbl JOIKHBI COAEPKATh IITAMMBI:
A/Mwuunran/45/2015 (HIN1);
A/Tonxonr/4801/2014 (H3N2);
B/bpuc6en/60/2008;

B/TIxyxet/3073/2013.

Ha npakTuke, kak OKa3bIBalOT UCCIEIOBAHNUSA, €XKe-
TOJIHO IIPOMCXOIUT CMEHA JINAEPOB-BUPYCOB.

B 2015 roay nepuoa snugemun OPBU u rpumnmna
npuiencs Ha ssuBapb—MapT. [1o JaHHBIM COOCTBEHHOTO
HCCIeI0BaHus, POBEAEHHOTO COBMECTHO ¢ «HCTH-
TyToM Bupyconoruu um. .M. VBanosckoro» (PI'BY
«OHUIIBM um. H. ®. N'amanen») Munznpasa Poccun
n nonukauHuKoi OAO T'a3npoM Ha OCHOBaHUM MYJb-
tutiekcHor [TP-muaraocTuku, OBITO 3aperuCTPUPO-
BaHO, 4TO B cTpykrype OPBU y nerteit B . Mockse
npeo0iagaiy aAeHOBUPYCHI, TAPArPHUIII U TPUIII, Ipe-
MMYIIECTBEHHO THUIT A.

B wuccnegoBanun, nposepeHHoM B 2016 romy
o m3ydenuto stuonoruu OPU (cpemn rocmuramn3u-
poBanHbIXx O00nbHBIX B MJI'KB ¢ 0OGCTpyKTHBHBIMU
COCTOSIHHSIMH ), TipeoOmanan PC-Bupyc, puHOBHpYC,
ajicHo- 1 OokaBupyc (puc. 3).

I'punm (J10, J11 — mo MKbB-10) — octpoe BbIcOKO-
KOHTarno3Hoe 3a00JIeBaHNe PECIUPATOPHOTO TPAKTa,
3THOJIOTUYECKH CBSI3aHHOE C BHpPYCaMH TPEX pPOIOB
(Influenzavirus A, B, C) cemeiictBa Orthomyxoviridae
[1, 2]. Bo36ynutens — PHK-renomuslit BupycC.

Yactunel Bupyca rpunna mieioMopQHbI, OTHAKO
HauOosee pacrnpocTpaHeHa cdepuveckas KOHPUTY-
pauus. CHapyXM 4acTHLBI MOKPHITHl JTUMUIHON MeM-
OpaHoi, chopMHupOBaHHOW M3 MEMOpaHBI 3apakCHHOH

M hCv; 1,7 Eal hRv; 2,08
I hMpv; 0,8 EIhRS; 3,6
[ hBv; 0,6 Hotp; 20,5
FlivAuB; 11,9

[ Adv; 44,9

3 Piv; 13,7

1 Puro 21% [ Meta- 1%
CIPC 47% I rpunn 2%
[ Boka 12% 0%

[£3 Kopowa 3% Tpunn B 0%
%] AneHo 12%

M Naparpunn 2%

Puc. 3. Stvonorua OP y rocnuTanuaupoBanHbix GoMbHbix ¢ 06-
CTPYKTUBHBIMM CUHEPOMaMK (n=224)

KJIeTkH. MemOpaHa maTroreHa CcoAep>KUT OeIKOBBIE
kaHaib! (M2), HeoOXoaMMEBIEe IS paCIIaKOBKH BHpYycCa
BHYTPHU KJIETKH. BHyTpeHHHE KOMIIOHEHTHI BUPYCHON
YacTHIBI (HYKJICOKAICH]I) C MEMOPaHHON 000JI0YKON
1 TIOBEPXHOCTHBIMH OelTKaMH CBS3BIBacT Oeiaok M.
K crpykrypHbiM Oenkam oTHocsTcsi NP-Oenok (cBs-
3aH HermocpeacTBeHHO ¢ 8 Monekyiaamu PHK-renoma),
o6enku PB1, PB2 u PA (HeoOxogmmsl 1j1si KOMMPOBa-
HUS TEHETUYECKOro MaTepuana Bupyca). [lomumo arto-
TO, BUPYC TPHUIIIa CHHTE3UPYET ABa OeiKa, OTBEYaro-
MX 3a MHruOupoBanue nntepdeponon (6emox NS1)
M 3a TPAHCIOPT T€HETHYECKOTO MaTepualia BUpyca
U3 sapa B nuToruiazmy (6emox NS2).

PesepByapom U HCTOYHHKOM MH(EKUWHU SIBISETCS
YEJIOBEK C SBHBIMU U CTEPTHIMU (opMaMHu OOJIC3HU.
s Bupyca rpummna A NpUPOJHBEIM pe3epByapoM SB-
nstotest nrunkl. [IpeomoneBas MexxBuIOBBIE Oaphephl,
BUPYCHI I'PUIIA MPOHUKAIOT B MOMYJSAIUN HOBBIX IO-
TEHIMATBHBIX XO035€B, IOBOJIBHO JUTUTEIHHO LUPKY-
JIUpYsl U CTAHOBSICb NMPUYMHOW OMACHBIX SMHUAEMHUM,
naHaeMuit u snu3zootuit [1]. Bupycsl rpunma A B 3a-
BACHMOCTH OT aHTHUTE€HHBIX CBOWCTB TIIMKOTPOTEHIOB
HapyXHOU 000y0oukn — remarroruanHa (H) u Helipa-
muHUAa36! (N) — paznensrores Ha montunsl. C yaeToM
AHTUTEHHBIX Pa3InYUH TOBEPXHOCTHBIX TIIMKOMIPOTEH-
HOB BUpYC TpHUMNa A mojapasaenseTcs Ha MOATHIIBI —
pazmmgaroT 15 BumoB remarrmoruamHOB (H1-HI15)
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u 9 noarumnoB Herpamuangas (N1-N9). Jlroboe u3me-
HEHHME aHTUTCHHOM CTPYKTYPbI IOBEPXHOCTHBIX IJIMKO-
MPOTENHOB MOXKET BBI3BATh SMUAECMHUIO WITH MAHIEMHIO
[3]. U3meHunBOCTb Tpumiia A TPOSBISETCA B BUIE
AHTHT'CHHOTO «Japeida» (yacTHyHOE OOHOBJICHHE aH-
TUTCHHBIX IETEPMUHAHT) TeMarniiOTHHUHA WK HeHpa-
MUHUAA3bI B TIPEesiaX OHOTO MOJATHIIA, YTO COMPOBO-
KIaeTCsl TMOSIBICHUEM HOBBIX IITAMMOB BUpyca JH00
aHTHTeHHOTO «mudTa» (MoTHOE 3aMmerieHue (Gpar-
MEHTa FeHOMa, KOIMPYIOLIETO TOJIBKO TeMarmIIOTHHUH
WM HepaMUuHHUa3y). DTH U3MEHEHUs! IPUBOIAT K IO-
SIBIIEHUIO HOBBIX MOATHUIIOB BUpyca rpunma A [4]. He-
KOTOpbIe pa3HOBUAHOCTH Bupyca rpunmna A (H5 u H7)
BBI3bIBAIOT 3a00JI€BaHME MCKJIIOYUTENIBHO Y NTHII,
cBuHel. Hanbomnpuryto omacHOCTh HpPEACTaBISIOT BH-
PYCBI, IPEeoI0TIeBIINE MEKBUIOBOM Oapbep, — NTHUYUI
rpurn — A (H5N1) [3]. B 1977 rogy ogHOBpeMEHHO
nupkynuposBanu rpunn A (HIN1 — manmemudeckwnii
BapmaHT), a Take A (H3N2). B 2009 rony nmena me-
cro snuaemus rpunna rpunn A (HIN1 — nannemuye-
ckuii BapuaHT). MHbeKIus mepenaBanack OT YeI0BEKa
K 4eJIOBEKY, OIHAKO Ha3BaHa ObLIa, C MOAAYU CPENCTB
MaccoBOM HH(GOpPMalUH, «CBUHBIM TPHUIIIOMY, XOTS
cBuHbM He Oomenu. B xonre 2009 roga, mo maHHBIM
BO3, nmepebonenu cBhille MOJYMHJUIMOHA YEIOBEK
¥ TIOYTH 7 THIC. morubnu. 3aboseBaHue OBLIO 3aperu-
cTpupoBaHo B 208 cTpaHax M TEppUTOPHUAX. DNHJE-
MUH Tpullna Obljla MPUCBOCHA 6-1 CTENEHb MaHIEMU-
geckoit yrpo3sl BO3. B mocieqnue roasl, o JaHHBIM
®I'bY Hay4Ho-HMccaenoBaTenbcKoro HHCTUTYTA TPHII-
ma u OPBU, B Poccuiickori Deneparuu OyaeT mup-
kyauposarh rpunn A (HIN1) 09 u rpunnm A (H3N2)
[5]. B 2014-2015 romy moMwHHMpOBaa BUPYC TPHIIIA,
HO yxe HoBoro aperd-Bapuanta A (H3N2). Jlannbrii
BapUaHT PUIIIA CTAT HPUYUHOM SUAEMHUH, B TOM YHC-
Jie ¥ y BaKIIMHUPOBAHHBIX, a TAKXKe JIETAIbHBIX HCXO-
JIOB, TTOCKOJIbKY BaKIMHAJIbHBIEC IITAMMBI HE COBIaa-
JM ¢ TEM INTaMMOM, KOTOPBIHA IIMPKYJINPOBAJ BO BCEX
cTpaHax. B Hactosmee BpeMs no pexomennanuun BO3
B MHUpPE NPOBOIUTCS MOHUTOPUHT LIHUPKY/ISILUU BUPYCOB
TpUINIA NTHI U U3YYCHUS] UX PHUCKA ISl SMUACMUH
moael, Tak kak B 2014-2015 roxy BbIsSIBIEHBI 3 oyara
rpurma ntaur] AHSN1 u rpunma A (H7N9) B Kutae [6].

Bupyc rpunna B Takxe siBIseTcs aHTPOIO300HO3-
HOW WH(EKITMEeH: BIepBBIC OBLT BBIICICH OT OOBIK-
HOBEeHHBIX TroneHed [7]. PesepByapom rpunma C,
BEPOSITHO, SIBIISIIOTCA CBHHBH, KOTOPBIE MIEPEHOCAT UH-
ek 6ecCHMITOMHO, a Takke cobaku. s Bupy-
coB B u C xapakrepHa crabuinbHas aHTUT€HHAsI CTPYK-

Typa.

[TocTuH(GEKUMOHHBI HMMMYHUTET HpPHU TpHIIE
A coxpansieTcs B TeueHue 1-3 jeT, pu rpumme B —
B TedeHue 3—6 JerT.
IlaTorene3 rpumnna o0ycIOBIEH LUTOAECTPYKTHB-
HBIM JIEUCTBUEM BHpYCa Ha KJIETKH LUIMHIPHYECKOTO
MEpLATEeNFHOTO 3MUTENNS U OOKaTOBUIHBIE KIIETKH,
3aTeM MPOUCXOTUT MOPAXKECHHUE YHIOTEITHAIBHBIX Kile-
TOK, MOBBILIEHUE MPOHUIIAEMOCTH COCYAOB, Hapylle-
HHE MHUKpPOLUPKYIAIUH. OCHOBHBIE BOCHAJIUTEIbHbIE
MPOLECCHl MPOUCXOIAT B Tpaxee u OpoHxax. B mer-
KHX BO3MOXXHBI HapylLIeHHS B cHUcTeMe CypdakTaHTa
u ux crnajenue. [Ipu mogaBneHun mporecca MMUMHHA-
[IUH NaTOT€HHBIX MUPOOPTaHU3MOB TIOBBIIIAETCS BEPO-
SITHOCTH Pa3BUTHS OaKTepHATHHBIX OCIOXHEHUH [1].
NHKyOaMoHHBINA TepHo]] MTPOIOIKAETCS B CPEAHEM
oT 2 10 7 CYTOK, XOTSI MOXKET YKOPAauuBaThCs 10 HE-
CKOJIBKMX YacoB.
Kaaccupukanus rpunna no MKb X:
— J 10 I'punm, BEI3BaHHBIA HICHTHQUIIMPOBAHHBIM
BUPYCOM TpHIIIA

— J 10.0 I'punn ¢ MHEeBMOHMEHN, BUpPYC Tpurma
UACHTUPHULIUPOBAH

— J 10.1 I'punn ¢ agpyruMu pecoupaTOpHbIMU MPO-
SIBTICHUSIMH, BUPYC TPUIIINA WACHTHQHIIMPOBAH

— J 10.8 I'punm ¢ IpyruMH MpOSIBIEHUSMH, BUPYC
IpUIINa UACHTUPUIHUPOBaH

— J 11 I'punm, Bupyc HEe WACHTUPHULIUPOBAH

— J 11.0 Tpunn ¢ nHeBMOHUEH, BUPYC HE UACHTU-

¢unmpoBan

— J 11.1 I'punn ¢ gpyruMu pecnupaTopHBIMU IIPO-

SIBJICHUSIMH, BUPYC HE HICHTU(DHUIINPOBAH
— J 11.8 I'punn ¢ apyruMu MposIBIEHUSMH, BUPYC
He uACHTH()HUIIMPOBAH

HaubGonpmyro 3MuaeMHONIOTHYECKYIO OMacHOCTD
NPEACTABIISAIOT OOJBbHBIE TPUIIIIOM B pasrap 3adoseBa-
HUA — B niepBble 5 qHel. [yTh nepenaun — BO3AyIHO-Ka-
NeNBHBIN (B pa3roBope, NpH IUIade, Kalie, YAXaHuu).
OnHako ¥ B IeproJ] PEKOHBAJIECIIEHIINH BUPYC IPUIINA
MOXET MPOJOJKATh BBIJIENATHCS €Ie HEKOTOPOe BpeMs
(ot 20 mo 180 cyTok) [8]. beicTpoe pacmpocTpaneHue
TpUIIa MPOUCXOAUT U3-3a BHICOKOH BOCTIPUMMYUBOCTH
JIFOZIEH K TPHUIIITY, TECHOTO KOHTAKTa, BO3MOXXHOCTH ITy-
TEIIECTBUH B pa3HbIe CTPAHBI U KOHTHHEHTHI.

B THUNWYHBIX KIMHUYECKUX CIy4yasX OTMEYaeTcs:
pe3kuii mogbeM Temmeparypsl Tena — 38-39 °C, o3-
HOO, TOJIOBHAsI 00JIb, TOJIOBOKPYKEHHE, CIIA00CTh, 00N
B MbIIIIAX. J[pyriue KIMHUYECKHEe CUMITOMBI HE BCErAa
MOTYT MPUCYTCTBOBATh: CYXOCTh CIIM3MCTHIX, Kallelb
(BHauase cyxoii, 3aTeM BIa)KHBIH), Tuapes (IIpH penpo-
JOYKLIUHU BUpYyCa IPUIIA B CTEHKE KUIIEYHUKA).
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Tabnuua 1. Kputepun nabopatopHoro noaTeepxaeHua auarosa [10]

MpusHak

Kputepuu Cuna’

[oka3saTenbcTBO
y4yacTus B 3TUONOrMun
3aboneBaHusi BUPYCOB
rpunna (Bepudmukaumsa
AnarHosa)

OGHapyxeHve B MaTepuanax

13 HOCOFMOTKM LeNbHbIX BUPUOHOB
UM MX KOMMOHEHTOB (aHTUrEHOB,
Bupyccneumdunyeckon PHK)

C UCNOb30BaHNEM:

npn NOBTOPHOM mnccneaosaHun

4-KpaTHOrO yBENUYEHUs TUTPOB aHTUTEN K BUPYCY rpunna B CbIBOPOTKE KPOBU

BupycoBblaeneHus B

dnoopecuUmpyoLLETO CBEYEHMS
B ITIOMUHECLIEHTHOM MWKPOCKOMEe KOMMIeKca B
aHTUreH-aHTUTeno

[MonvmepasHon LienHon peakumm B pexmve
peanbHOro BpeMeHu

O6pa3oBaHne YETKOro OKpalLnBaHNs
B TECTOBOW 30HE CTpun-tTecta C
npyv UMMyHOXpomaTorpadgmyeckom MeToae

MpumedaHue: * — OueHKa cunbl PEKOMEHOALWN B COOTBETCTBUM C PENTUHIOBON CXEMOW.

OpHako KIMHUYECKUMU OCOOEHHOCTSAMHM TPHIIIA
A (HIN1) pdm0O9 Obumn ciemyromiue: Hadano 3abo-
JIEBaHUSI C HENPOAYKTUBHOTO MPUCTYNOOOPa3HOTO
Kalllls, IOpakKeHHEe HWKHHUX OTAEJIOB JbIXaTeIbHBIX
myTed (1o anbBeon), BeIcOKHM puck passutus OPIC,
BBICOKAsl YaCTOTA PAaHHHUX ITHEBMOHHUH, B TOM YHCIIE JIe-
CTPYKTHBHBIX, Pa3BUTHE JBIXaTEIbHON HETOCTAaTOYHO-
ctH, auapes [9]. OcnokHeHus Npu TPUIIE BO3HUKIN
y 10-15% B rpynmax pucka.

Haubonee wyacTeiMH OCIOKHEHUSIMH TIPH TPUIIIE
SIBJISIFOTCS] THEBMOHUM M BOCIIAJIMTENbHBIE 3a00JIeBa-
Hust JIOP-opranoB (raiMOpuTBI, OTUTHI, (POHTHTEHI,
aHTMHBI), HEPBHOH CHUCTEMBI (MEHMHTHT, MEHHUHIO9H-
1eanuT, MOJTMHEBPHUTHI), TEMOPPATHUECKUI CHHAPOM.

K ocobenHoctsiM TeyeHHs MHEBMOHUU IpPU TPUII-
me A (HIN1) pdm09 6s110 oOTHECEHO TTOpaKEeHUE pe-
CIHPATOPHOM CHCTEMBI 0e3 ydacTHsi OaKTepHalbHOU
¢nopel. Ilpu mepexome MOBPEXIEHUS B IO3IHIOIO
MPONYKTUBHYIO (hazy pa3BHBAJICS WHTECPCTUIINAITBHBIHN
¢hubpo3 nerkux [9]. Ha peHTreHOorpamMmmax mHeBMOHUHU
PETUCTPUPOBAIIUCH KaK O4aroBble, IOJIMCErMEHTAPHBIE,
JI0JIEBBIE, CIIMBHBIE.

JlaGopaTopHasi TMATHOCTHKA I'PHMNA
OcHOBHBIE METOBI TUATHOCTHKH TPHIIIA — BUPYCO-
CKOIIMYECKHUE, BUPYCOJIOTUIECKHE U CEPOJIOTHUECKHE.
U3 Tex MeTo0B, KOTOpBIE HCTOPUYECKU PHUMEHSUTHCD
UL TUArHOCTUKY STHOJIOTHY TPHITIIA, OBUTH CIISyIOIIHeE:
1. BeimeneHue BHPYCHBIX AHTHUTEHOB C TIOMOIIBIO
NDA (ummyHopepmeHnTHOTO aHanmm3a), U (um-
MYHOQTIOOPECIIEHTHOTO METO/IA);
2. OOHapyxeHHue creu()UIECKUX aHTUTEN B HapHBIX
ceiBopoTKax B PTTA.

16

[Inpokoe MprMEHEHNE HEKOTOPHIX METOAOB B PsiIC
CITy4aeB OTPaHWYEHO WX HEAOCTATKAMH M JUIS MIPAKTHKN
He MHOTHe noaxost. Hampumep, ceponoruueckuii MeETon
TpeOyeT 3a00pa KPOBH M TTIOBTOPHOTO MCCIICAOBAHMS Ue-
pe3 1-2 Henmenu 1t TOATBEPKACHUS HAPACTAHUS TUTPOB
anTuTen. Hekotopele MeTonps! — pu xopoteii crienuguy-
HOCTH — MaJI0 YyBCTBUTEIbHBI. JIIs1 BBIIETICHUS] CAMOTO
BUpYcCa IpHIIa npoBoauTcs 3apaxkenue 10—11-cyTounsix
KypPHHBIX SMOpPHOHOB, @ 3TO JIOBOJIBHO JOPOrOCTOSIIAS
U AJIMTENbHAS METOIMKA BBIJIENIEHUS BUpYCa.

VYuuteiBas pa3BUTHE TEXHHYECKOIO Iporpecca,
a TaKXe IOSBJICHHE 3HAYUTEIHHOTO KOJIMYECTBa HO-
BBIX PECIIMPATOPHBIX MAaTOr€HOB, JUISI UX AMArHOCTH-
KH PEKOMEHIYIOTCS OBICTpbIe TECTHI CIienu(puIecKon
MynbTUIuiekcHon quarnoctuku PHK Bo3Oymurens [11,
12]. Iommamepaznas nernHas peakius (I1LIP) orHocHT-
Ci K JKCHEPUMEHTAJIbHOMY METOAY MOJIEKYISIpHON
OMOJIOTHH, KOTOPBIN MO3BOJISET NOOUTHCSA 3HAUYNTEIb-
HOTO YBEJMYEHHUS MaJIbIX KOHILIEHTPAIMi OIpeeieH-
HBIX (parMeHTOB HykJIenHOBOH kucnotsl (JJHK/PHK)
B OMONIOTHYIeCKOM Marepuaie (mpobe).

IILP B pexume «peanbHOTO BpeMeHn» (Real-Time
PCR, TI1IP-PB) ucnons3yercst ajii OAHOBPEMEHHOM
aMIUIMQUKAMA U U3MEPEHHS] KOJMYECTBA HMCKOMOM
monekynbsl JHK. [ns nerekuun pesynsrato [P nc-
MOJB3yeTCs Yalle THOpUAN3aIIMOHHO-(PIYOPECICHTHBIH
Metox [13]. Marepuan A UCCIENOBAaHUS MIPU TPUII-
1€ — CMBIBBI M Ma3K{ U3 HOCOITIOTKH, Ma3KH-OTIEYATKH
U3 pOTO- U HOCOTJIOTKH M KPOBb.

Jleyenue rpunmna
st nedyeHus BUPYCHBIX MHGEKIUA UCTIONbB3YIOTCS
Ipenaparsl ¢ IPOTUBOBUPYCHBIM JIeHiCTBUEM, HMMYHO-
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MOJIYJISITOPBI, a TAKXKE MpPEnapaTsl ¢ ABOWHBIM JEHCTBU-
eM (TIPOTHBOBHPYCHBIM M HUMMYHOMOIYTHPYIOIINM).
ApceHan IpUMEHSEMBIX B HACTOSIEE BpeMs MpPOTH-
BOBHPYCHBIX CPEJCTB JUIS JICUCHHs TPHUIMINA Yy AETeH
orpannueH. Ha cerogHsiHui 1€Hb MPUMEHSIOIINECS
MIPOTHBOBUPYCHEIE TMpemnaparbl y IeTel mpeacTaBie-
HBl B CTaHJapTax, yTBEpXAEHHbIX Munsapasom PD
10 OKa3aHUIO TIOMOIIY JIETSIM C TPHUIIOM pa3HOH CTe-
mieHu Tsoxectr (Ne26697, Ne27796, Ne27681) [14-16],
3aperuCTPUPOBAHHBIX HA Tepputopun Poccuiickoi Pe-
Jepaluu.

[IpoTHBOBUpPYCHBIE XUMHUOTEPAIEBTUYECKHIE CPE-
CTBa MPEJCTaBICHBI TPEMS OCHOBHBIMH I'pYTNIIIaMU: MH-
ruOMTOPBI HEMPaMUHUIA3bI, OJI0KaTOpbl M, -KaHaIIOB,
WHruOUTOPHI NpoTteas. [Ipenaparsl 00:1a7a10T MPSIMBIM
MIPOTHBOBHUPYCHEIM 3(PQeKToM, HapyIIas pa3lTudHbIe
(a3l perMkatuBHOro mporecca. OJHAKO HE BCe
MIperaparkl, C y4eTOM aHaln3a UX MPUMEHEHHUS 3a T10-
CIIeTHUE JECSITHIETHS, TPOSBISIIOT aKTHUBHOCTH B OT-
HOLICHUH BUPYCOB rpuina. [Ipenaparsl — *HTHOUTOPHI
HeWpaMWHKIa3 — Ha3HA4YalTCcA He mo3jaHee 48 yacos
oT Hayana 3aboneBanus. [lo pe3ynpraTam aHanmsa mo-
cnenueit srunemun rpunmna (2009-2010) BeIcOKOaK-
TUBHBIMH OKa3aJHCh XUMHOIIpENnaparhl MpsMoro Jei-
CTBHA — O0CEJIBTAMUBUP U 3aHAMUBHUP (YCpEIHEHHBIH
[MOKa3aTellb YaCTOTHI MPEIOCTABICHUS — MO0 CTaHap-
taM — 0,5 1 0,1 COOTBETCTBEHHO).

Jersm crapiie rofa OCeNbTaMHUBHP Ha3HAYaeTCs
B J103¢ 2 MI/KT 2 pa3a B JicHb; JCTIM C Maccoil Teia
15-23 xr — 45 mr, netsm ¢ maccort 23—40 xr — 60 mr,
6ompmie 40 kr — 75 mr 2 pa3a B cyTku. OcenbraMuBHp
(Tamudro) mmst mpodUIAKTHKY TPUIIIA HE Ha3HAYAeT-
csl, TaK Kak B TOM CJIydae pacTeT yrpo3a pacipocTpa-
HEHUS PE3UCTEHTHBIX K HEMY IITaMMOB.

3aHaMuBUp Yy JeTed crapiie 5 JIeT NpUMEHSEeT-
cs mo 2 uHranauuu (5 Mr 2 pasa B CyTKH) B T€UEHHUE
5 nmHe# (TepameBTHYECKas 103a); Uil MPOQHUIAKTH-
KH TIpernapaTr MpUMEHSAETCS OJHOKPaTHO. 3aHAMHUBHP
HE MpHUMEHseTCs Y JIeTeil Miajamie 5 jeT, Tak Kak OH
MIPUMEHSIETCS TOJIBKO B MHTAIANUAX. Bo3MOXeH psin
HEeXeJaTeIbHBIX peakluuii THma OpoHxocma3Ma U OTe-
ka ropranu [18]. Oba mpenapara oka3bpIBalOT OIOKHU-
pyrolee NelicTBHE Ha KITIOYEBOH (epMEHT perlTUKaum
BUpycoB rpunna A u B — "elipamununasy. Jlanasie
mperaparbl He Tpou3BosaTcs B Poccun n moctarogHo
JIOPOTH TI0 CPABHEHUIO C JAPYTUMH MpenaparamMu OTe-
YECTBEHHOTO TIPOU3BOJICTBA.

YmudenoBup (ApOumon) OTHOCHUTCS K TPOTHU-
BOBHUPYCHBIM IIpemnapaTraM, ACHCTBYIOIIMM Ha TPUIII
A u B ¢ ummyHOoMonynmupyrormuM dddexrom. Apou-

J0J1 IPOAEMOHCTPUPOBAT 3(P(PEKTUBHOCT B JICUCHUH
OCepeMEHHBIX, B TPYIIIIE 9acTO OOJICIOMNX ACTEH, B TOM
qyclie 10Ka3aHa ero aKTHBHOCTh B OTHOILLIEHUM peMaH-
TaJIUH- U OCEJILTaMUBUP-PE3UCTEHTHBIX IITAMMOB [ 19—
21]. Ilpu rpunme 6e3 OCIOXKHEHUN B3POCIBIM U ACTAM
crapmie 12 ner npenapar HazHagaroT 1o 200 mr 4 paza/
CYTKH; JETAM B Bo3pacTe oT 6 mo 12 met — mo 100 mr
4 paza/cyT (xaxnasle 6 4), or 3 mo 6 et — mo 50 mMr
4 paza/cyT (kaxasie 6 qacoB). Kypc nedeHus — 5 THEH.
IIpu pa3BUTHM OCNOXHEHUH (B TOM YHCIE THEBMO-
HUs1, OPOHXUT) JC€UCHUE HPOJOIIKAIOT (B 3aBUCUMOCTH
ot Bo3pacta — oT 200—100—50 Mr cOOTBETCTBEHHO —
OJHOKPATHO B HEJENIO) B TeUCHUE 4-X HENENb.

HWHraBupuH — mnpenapar OT€UECTBEHHOIO IIPOU3-
BOJICTBa, 00Ja1aeT KOMOMHUPOBAHHBIM ACHCTBUEM —
IPOTUBOBUPYCHBIM, NIPOTHBOBOCHANIUTENbHBIM. OKa-
36IBa€T NPOTHBOBUPYCHOE ACHCTBHE B OTHOLIEHUU
BupycoB rpumnma A (HINI1, H3N1, H5N1), tuna B,
a TaKk)Ke aJeHOBHPYCHOHN MHQEKINH, MaparpuIna, pe-
CIHUPaTOPHO-CUHTHLMANEHON nHpekuun. [Ipumenser-
cd y JeTe JUIb ¢ 7 JIeT.

HNurtepdeponnsr (INF) u ux uHAYKTOpHI NpHMe-
HSIOT IOBOJIBHO YacTO B IMEAMATPUUYECKON NpPaKTHKE
ns medeHus rpunmna u OPBU. Touka mpuioxeHUs
g INF — supycusie MPHK, koTopsie OnokupytoTcs
UMM, B PE3yJbTaTe MIOAABIAETCS CHHTE3 BUPYCHBIX Oell-
koB. [Ipenaparsl HHTEP(PEPOHOB MIMPOKO HUCTIONB3YIOT-
Cs1 y B3pOCJIBIX U A€Tell B pa3nuuHbIX (hOpMax — B BUIE
cBedeil, Mazel, nabeknuid. OTHAKO CIeAyeT TTOMHUTh,
YTO B psiie MHCTPYKUHMHA MO MPUMEHEHHIO HMMYHHBIX
MIperaparoB OMHMCAHbI TOOOYHBIE peaKkuny (TIOpaKeHHNe
LHC, rpanynonuToneHus, pBoTa, JUXOpagKa u ap.).

Bce npoTHBOBUpYCHBIE CBEYM OTHOCATCS K IIpera-
paramM TpynIbl HHTEPGEPOHOB U SBISIOTCS OTEYECTBEH-
HBIMU pa3paborkamu. [maBHOe neiicTByromiee Bere-
CTBO — PEKOMOWHAHTHBIN YeloBedecKuit nHTephepoH
a-2P. K nannoii rpynne otHocsaTcs cBeun Budepown,
I'endpepon, Kundepon. Ilpu pexraibHOM npuMeEHe-
HUM HHTEp(EpOH BCACHIBAETCA B KPOBb M OKAa3bIBAcT
Ha OPraHu3M CHCTEMHOE BO3JCHCTBHUE: IPOTHBOBHUPYC-
HO€ ¥ UMMYHOMOYJIHPYIOIIEe.

Budepon — cBeun, KpoMe peKOMOMHAHTHOTO WH-
tepdepona a-2p, comepkar ButamuH C W BUTaMHH
E, xoTopble SABISIOTCS CTa0MIN3aTOPaMH KJIETOYHBIX
MeMOpaH. HazHagaeTcst y Aerei ¢ pokIeHUs 10 CEMHU
net 150000 EJ] 2 pa3a B nenb B Teduenue 5—10 mueit;
crapiie cemu JeT u B3pociabiM — 500000 EJI.

I'endepon conepkut peKOMOMHAHTHBIN HHTEpQe-
POH 0-2 B KOMIUJIEKCE C TaypHHOM M OCH30KAaHHOM.
TaypuH akTUBU3HUPYET BOCCTAaHOBUTEJIbHBIE IIPOLIEC-
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CBl, 00JanaeT MeMOpaHCTAOMIM3UPYIOIIUM U HUMMY-
HOCTUMYJIUPYIOIIUM JieicTBUEM. beH30KkauH — MECTHO
aHecTe3upylollee cpeacTBo. s mereil cymecTBy-
eT reH(epoH-TAaHT B CYNIO3UTOPHUAX, COAEPKAIINX
125000 EJ (c poxnenus mo 7 ner) u 250 000E/]
(ctapure 7 neT M B3pOCIbIM) HHTEp(EpPOHa.

Kundepon conepxut peKkoMOMHAHTHBIN HHTEpde-
POH 0-2f U IMMYHOTJIOOYJIMHBI MJ1a3Mbl KPOBH YeNlOBE-
ka M, A, G. Otmugaercst OT IpyruX IMpemapaToB dTOU
TPYIIBl KOMITIEKCOM YeJIOBEYECKUX WMMYHOIIOO0YIH-
HOB, BXOJSIIIUX B COCTaB Mpemnapara, u 0oiee BEICOKOH
710301 MHTepdEepoHa, CoAepIKAIIeHCs B OJHOU CBEYe.
KundepoH conepxut roroBbie 4eIoBeYeCKue aHTUTENa
K OOJIBITIOMY KOJTMYECTBY BHPYCOB M OaKTEPHIid, a TAKKe
CEKPETOPHBIH MIMMYHOTTIOOYIUH A /7Sl 3aLUTHI CITU3H-
cThiX. Jletsm ot poxaenus 1o 1 roga — mo 500000 EJT
(1 cBeua) 1 pa3 B neHsb, ot 1 roga 1o 12 netr —mo 1 cBe-
ye J1Ba pasa B I€Hb, cTapiue 12 neT — no 3 cBeyH B JCHb.
Kypc nedenns — 5-7 nHeil.

YcpenHeHHBIH TOKa3aTellb YacTOThl MPEIoCTaBIIe-
HUS — 110 cta”aapTaMm — oT 0,5 10 0,3 COOTBETCTBEHHO.

Cpeny cMHTeTHYeCKMX HHAYKTOPOB HHTepdepo-
HA COIVIACHO CTaHJapTaM HCIOIB3YIOT BRICOKO- U HU3-
KOMOJIEKYJISIpHBIE TpenapaTsl — MeNTyMHUHa aKpHI0Ha-
nerar (L{ukmodepon), THIOpoH (AMHKCHH), Karored.

MukaodepoH UHAYLIHUPYET CUHTE3 «PAHHETO» HH-
TepdepoHa, HapyllaeT PEIUIMKAlKI0 BUPYCHBIX dYa-
ctui. [IpuMmensercs nepopanbHO W BHYTPUMBIIIETHO,
neTsM — ¢ 4 net u3 pacdera 6—10 MI/Kr mMaccel Tena,
3a 30 MuH 70 easl 1 pa3 B CyTKU.

AMHKCHH — HHIyIIpyeT 00pa3oBaHWE IO3IHETO
uHTepdepoHa — y nereil npumensiercst ¢ 7 net. Bol-
BOJIUTCS U3 OpTaHU3Ma MPAKTHIECKH B HEM3MEHEHHOM
Buje. [Ipenapar npuHUMAaIOT BHYTpbh mocie ensl. Jle-
TSIM Ha3HadaloT ¢ 7 JIeT IPU HEOCIOKHEHHBIX (hopMax
rpumnma B no3e 60 mr (1 Ta6.) 1 pas/cyt mocie eisl
Ha 1-#, 2-i u 4-i neHs oT Havana jedeHus. Kypcosas
nmo3a — 180 mr (3 Tabmetkn). [Ipu pa3BUTHH OCIIOKHE-
Huil rpunna u apyrux OPBU mpenapar mpuHMMaroT
mo 60 mr 1 pas/cyt Ha 1-i1, 2-#, 4-i1, 6-if 1eHb OT Ha-
yana nedeHus. Kypcosas mo3a — 240 mr.

Karomen — cMHTE3WpOBaH Ha OCHOBE HATPHUEBOM
COJIM KapOOKCHMETHIILIEIUTION03bI U HU3KOMOJIEKYJISIP-
HOTO MOJU(EHOIa TOCCUIIONA, BBIACICHHOTO U3 XJIOI-
YJaTHUKA, HHAYIUPYET 00pa30BaHue ITO3THETO HHTEpde-
pona. CoracHO MHCTPYKIIMK OH MOXKET IPUMEHSTHCS
y B3pOCIBIX M JIeTeil ¢ 3 JIeT, BBI3bIBACT B OPraHU3ME
YenoBeka 00pa3oBaHue MO3THETO HHTEpEepOoHa, SBIIs-
IOLIETO CMECHIO O- U B-MHTEp(HEPOHOB, KOTOphIEe 00IIa-
JIal0T BHICOKOM MPOTUBOBUPYCHON aKTUBHOCTHIO. Karo-

el BeI3bIBacT nponykuuo MH® npaktuueckn Bo Bcex
MOMYJISIIAAX KIIETOK, TPUHAMAIOIINX YYacTHE B IPOTH-
BOBHPYCHOM OTBET€ Opranusma: 1- u B-numdonurax,
Makpodarax, rpaHymonurax, pudpodnacrax, 3HI0TE-
TuanbHBIX KieTkax. [Ipu mpueme BHyTpph Karorena,
TUTp WHTep(EepoHa B CHIBOPOTKE KPOBH JIOCTHUTAET
MaKCHUMaJIbHBIX 3HaUeHUI depe3 48 yacos, a B KUIIIEY-
Huke npoaykuus MH® ormeuaercs yxe dyepes 4 gaca.
brina mokazaHa BBICOKas NMPOTHBOBHPYCHAs aKTHB-
HocTh Karomena, orcyrcTBue TokcuuHocTd. Ha Qone
Tepanuu HabIonanock (MO CpaBHEHUIO C TPYIIIOH
KOHTPOJISI) KyIUPOBaHHME KaTapaJbHBIX CHMIITOMOB,
Oosiee paHHEe CHIDKCHHE TEMIIEPaTypbl, YMEHBIICHHE
nHTOKCcHUKaruu [22]. Jlns nmedenus rpunmna 1 OPBU
JIETSIM B Bo3pacTe oT 3 10 6 jJeT Ha3HayaroT B MEpBbIC
nBa Hs 1o 1 TabnmeTke 2 pas3a B IeHb, B MOCIEAYIOIIIE
JIBa JIHA — 1O OJIHOM Tabmetke 1 pas B aeHb. Beero
Ha Kypc — 6 Tabnerok. /nmurenpHOCTH Kypca — 4 AHSL.
Jetsim B Bo3pacTe OT 6 JeT Ha3HAYaIOT B MEPBBIE JBa
nust o 1 tabnerke 3 pa3a B IeHb, B MOCIIEAYIOIIUE IBA
nmHs — 1o 1 TabnmeTke 2 pa3a B AeHb. Bcero Ha Kypc —
10 TabneTok, IMTEIBHOCTh Kypca — 4 JTHS.

HNHo3un npanodexe (I'ponpuHOCHH) — OTHOCUTCS
K IypuHaM, KOTOpbIe 00J1aAat0T BEIPAXKEHHBIM IPOTH-
BOBHUPYCHBIM M UMMYHOMOIYIHPYIOIIUM JE€HCTBHEM.
IIpu Bo3€iiCTBUM MHO3WMHA YTHETAETCA CEKPELsS MPO-
BOCHAJINTENFHBIX UTOKWHOB, B TOM YHUCIE (aKTopa
HEKpO3a OMyXOJIU-0 W MHTepIeliknHa- 1, mpoxymnupy-
€MBIX aKTUBHPOBAHHBIMH MOHOLIUTAMH U SITUTETUANb-
HBIMH KJIETKaMH. BHOMOCTYITHOCTE MHO3WHA BBICOKAs
(6omee 90%), a moTHASI PIMMUHAIIAS €70 METa0O0IH-
Ta — MOYEBOM KUCJIOTBI — U3 OpraHu3Ma IPOUCXOIUT
B TedyeHue 48 4YacoB, CJIEAOBATEIbHO, KyMYJSIUU
€ro B OpraHusMe He mpoucxoaut. IIpoTuBoBHpycHOE
JIeicTBUE 3aKirodaercss B HapyweHuun cunreza PHK
n JIHK coorBercTByronux BuUpycoB. ['ponpuHOCHH
AKTUBHO NMPHUMEHSIETCS KaK y B3pPOCIHBIX, TaK U y Jie-
teil npu rpurnme u apyrux OPBU. Ilommmo OPBHU,
JTAaHHBIN TpenapaTr NpUMEHseTcs y AeTell U B3pOCIbIX
MIpH TepIEeCBUPYCHBIX 3a00nmeBaHmsIX. PexomeHryemas
no3a getsiM 3—12 jyier: 50 MI/Kr Macchl Tejia B CyTKH,
paszneneHHas Ha 3—4 mpuema, B TeueHue 5—10 nuei
(Ipu HEOOXOMIMMOCTH CYTOUHYIO JIO3y Iperapara yBe-
muauBatot 10 100 mr/kr maccel Tena). [Ipomomxurens-
HOCTbh Kypca JedeHust oT 5 1o 10 nHeil B 3aBUCUMOCTU
OT 3THOJIOTHH, COUYETaHUs C IPyTUMHU BUpycamu [23].

[Ipenapars! anadepoH NeTCKui 1 3prodepoH cosza-
HBI [10 THHOBAIIMOHHOM MeTouke. OTeyeCcTBEHHBIH Mpe-
napat AHadepoHn aeTcKuil co3nad Ha ocHoBe apPuHHO
OYMIIEHHBIX AaHTUTEN K YEJIOBeYeCKOMY WHTep(hepoHy
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Tabnuua 2. Meuenne rpunna u OPU

YcpeaHeHHbIN noka3aTerb 4acToThbl Y R RN
BospacT n APETSUE UL B aNUAEMUYECKUI nepuon
S penaparbl
peten . - .
Mpwn nerkon Mpu cpeaHen Mpu TXENON
cTeneHu rpunna | crenelu rpunna | cgpopme rpunna l
BudepoH — ceeun
C poxaeHus | leHdepoH — ceeun 0,1 0,8 1 rpynna
KundpepoH — ceeumn Mpenapartbl
C NPOTUBOBUPYCHBIM
C 1 mecaua | AHacepoH 0,7 1,0 neincTereM
C 6 mecsiueB | AprochepoH
C 1ropa Ocensramusmp 0,5 0,7 I
YmudbeHoBmp
C 3 ner Karouen 02 05 on ozcggﬁggzw o
ViHosuH nparobekc C NPOTUBOBMPYCHBIM
OencTBnemM
MernymuHa
C 4 net aKpMIOHaLIETaTa 1,0 (MHTEpdepoHcoaepaLlme)
C 5 ner 3aHamuBup
C 7 net TunopoH 0,7 1,0

ramMa. [Ipenapar akTUBU3UPYET HPOTUBOBUPYCHBIH
MMMYHHUTET, TYMOPAJbHBI U KIETOYHBIN, MOBBIIIA-
€T MPOAYKIMIO aHTUTEIN, BKJIIOYasl CEKpPETOpHBIN IgA,
HOpMaJIu3yeT cooTHoleHue T-xennepoB u T-cympec-
copoB. Mo)keT Ha3Ha4aTbCA JIETSIM € Bo3pacTa 1 Me-
csl He Tonbko npu rpunne, OPBU, Ho u npu apyrux
uHpeknusax. [letssM paHHEro Bo3pacta peKOMEHIyeTCs
pacTBOpPsITH TaONETKy B HEOOJIBILIOM KOJINYECTBE BOJIBI.
Cxema mpuema: B IepBbIE 2 U Mpenapar MPUHUMAIOT
Kaxaple 30 MMH, 3aTe€M B TE€UEHHE NEPBBIX CYTOK OCY-
LIECTBIAIOT elle 3 IpueMa 4epe3 paBHbIC IPOMEXKYT-
k1 BpeMeHH. Co BTOPBIX CYTOK M jajiee NMPUHUMAIOT
no 1 Tab. 3 pa3a/cyT 40 HOIHOTO BBI3AOPOBICHUSI.
OprodepoH sl IeTeH HCIONB3YETCS B KaueCTBE
MIPOTUBOBHPYCHOTO M aHTUTHCTAMUHHOIO INpemnapara,
a TaKKe OH 00/1a7aeT HMMYHOMOAY/IMPYIOIIUM U IIPO-

Jluteparypa

THUBOBOCIIAJINTEIILHBIMU CBOMcTBaMH. JleiicTByIommmMu
BEIIIECTBAMU B HEM SIBISIIOTCSl aHTUTENA K HHTEP(EPOHY,
rucramuny, CD4. Ero ucrnons3yroT B JIEYEHUM TpUIIA
A u B. DOprodepon HazHagaeTCs ACTIM C 6 MECAICB,
npuHUMaTh Mo 1 TabneTke yepe3 momdaca, JNanblie
enie 3 WTyKH yepes 7 yacoB. B nmocnenyromnye AU pac-
caceiBaTh 10 1 Tabnetke 3 pasza B cyTku. Jersim mo 3 et
TaOJIETK! MOKHO PacTBOPSITH B | CTOJIOBOM JIOXKKE BOJIBI.

JleueHue MpPOTHBOBUPYCHBIMU IperapaTaMu, Ipe-
naparaMu MHTep(epoHa, UMMYHOMOAYIUPYIOLIMMH
B 3aBUCHMOCTH OT BO3pacTa B ILIEJIOM IIPEICTaBJICHO
u 00001eHo B Tabnuie 2.

Takum oOpa3om, BEIOOp MpenaparoB VISl JICUCHUS
TPHIINA 3aBUCHUT OT BO3PacCTa, TSHKECTH, HATUYUA IPY-
rUX BO30yauTenel, OCIOKHEHUH, COMYTCTBYIOLMX CO-
CTOSIHUM.
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Pe3rome

OnHUM U3 OCHOBHBIX METOJIOB AUATHOCTHKH STIHAICTICHU
SIBIISICTCS DIEKTpOodHLEdanorpaguuecKoe Uccaea0BaHue
(O9I). CoracHO HEKOTOPBIM UCCIIEIOBATEIBCKAM JIaH-
HBIM 3nIIenTH(GOPMHBIE n3MeHeHHs Ha DI BBISBIISIOT-
cs1y 25-56% mnanyenTtoB ¢ snuierncueil. B To ke Bpems
mpumepro 0,5% B3pocnsix u 2—4% neteid, He cTpajaro-
IMX JAaHHBIM HEIYTOM, UMEIOT SIMUIENTH(OPMHBIE U3~
menerHust Ha O0I. [Ipumepno y 30% narmmenTtos ¢ dap-
MAaKOJIOTUYECKH PE3UCTECHTHOM SMUJIENICUEN AuarHo3
YCTaHABJIMBAETCS OIIMOOYHO BCIIEACTBHE HETTPABUIILHOM
UHTEprpeTauuy AaHHBIX D01, B OONMBIIMHCTBE CIIy4acB
(r3HONOrnuecKuX MarrepHoB. B pesynsrare mamnpeHt oo-
pedeH Ha HeOOOCHOBAaHHBIE COLMAJIBHBIC OrPaHUYCHHS,
a TaKKe JUTUTEIBHBIA MTPUEM MPOTUBOCYIOPOKHBIX TPe-
naparoB. J[aHHas CTaThs MMOCBAIIEHA HEKOTOPHIM U3 (H-
3WOJIOTUYECKHAX TIaTTEPHOB, KOTOPHIE B pse CIyvacB
MOTYT OIITMOOYHO TPAKTOBATHCS B paMKax SMHIENTADOP-
MHOU U Ipyrodl MaTolIOrM4ecKod aKTUBHOCTHU, YTO MPH-
BOJIUT K HEMPABIJIHHOW TAKTHKE JICUCHHSI.

Knrouesnte cnosa: ¢usuonozuueckue nammeptut, 391,
b600pcmeosarue, com

Summary

One of the main methods of diagnosing epilepsy is
an electroencephalographic study (EEG). According
to some research data, epileptiform changes on the
EEG are detected in 25-56% of patients with epilep-
sy. At the same time, approximately 0.5% of adults
and 2-4% of children not suffering from this disease
have epileptiform changes on the EEG. Approximate-
ly 30% of patients with pharmacologically resistant
epilepsy were diagnosed incorrectly due to misinter-
pretation of EEG data, in most cases of physiological
patterns. As a result, the patient is doomed to unrea-
sonable social restrictions, as well as long-term use
of anticonvulsants. This article is devoted to some of
the physiological patterns that, in some cases, can be
mistakenly interpreted within the epileptiform and
other pathological activity, which leads to incorrect
treatment tactics.

Key words: physiological patterns, EEG, wakefulness, sleep

For citation: Ananyeva T.V., Karpin S.L., Aiva-
zyan S.0., Troitsky A.A. Rare phenomena in normal
and pathological EEG

B nmocnennue romsl anextposHiedanorpapuueckoe
uccnenosanue (991) nmeer Bce Oosee MMpPOKoe mpumMe-
HeHue. OJJHUM M3 OCHOBHBIX MMOKa3aHUU JUIS MPOBE/IC-
Hust OOI sBisieTcs NO03pEeHUE HAa HATMUKE SIUICTICUH.
CormoctaBiieane pe3yabTatoB OO B KIMHHYECKHX

«QUANTUM SATIS»

CHMIITOMOB BPAuyOM-HEBPOJIOTOM SIBISIETCS TIPEIIO-
CBUIKOH TSl TIPABUIILHON TAKTHUKH JICUCHHS MAIIUCHTA
(Tatum W.O., 2013; Gaspard N., Hirsch L.J., 2013).
ITo mamspM S.J.M. Smith (2005), W.O. Tatum
(2013), smmnentudopmHasie u3MeHeHHs Ha IO
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BBIABIAIOTCA Yy 25-56% mnamueHToB € SMHIIETICH-
eii. B To xe Bpemsa smtenTudOpMHAsT aKTHBHOCTH
onpenensercs y 0,5-3,5% B3pocusix (Gregory R.P.,
Oates T., Merry R.T.G., 1993; Zivin L., Ajmone
Marsan C., 1968) u y 2-4% nereii (S.J.M. Smith,
2005; Cavazutti G.B., Capella L., Nalin A., 1980),
He crpamaromux smuiencueit. Y 10-30% manueHTon
C BPOXKJICHHBIMU U NMPHUOOPETEHHBIMU CTPYKTYPHBIMU
M3MEHEHHUSIMH B TOJIOBHOM MO3T€, B TOM YHCJIE TIOCTe-
OTEPalIOHHBIMH, TAK)KE BBISIBIISIIOTCS MMIENTH(OPM-
Hble u3MeHeHus Ha D01 (Zivin L., Ajmone Marsan C.,
1968). B momoOHBIX cUTyaIusx 0COOEHHO BaXKHAs POJTh
OTBOAMTCS aJeKBaTHOMY aHaiau3y AaHHbIX OOI. He-
MIpaBWIIbHAST MHTEPIPETANNS HEKOTOPHIX (HYU3HOIOTH-
YECKHX NaTTepHOB BEACT K OMMOOYHOIN ITHarHOCTHKE
smmntericuu (Benbadis S.R., Tatum W.O., 2003), Bcren-
CTBHE HYEro MaIfeHTa KAYT Cepbe3HbIe MOCIEACTBUA,
B TOM 4HcIie HeOOOCHOBaHHbBIE COIMAIBHBIE OTPaHH-
yenus (Benbadis S.R., 2014), a taxxe mIATEIHHBINA
MPHUEM NPOTUBOCYAOPOKHBIX MPENAPaTOB.

ITo nmamepiM psga aBropoB (Benbadis S.R.,
Heriaud L., O’Neill E. et al., 2004), moutu y 30%
MalUeHTOB ¢ (apMaKOPE3UCTEHTHHIMH TMPHUCTYIIAMHU
JIMarHO3 SMUIICTICHHA YCTaHOBIICH OMIMOOYHO, MPHYEM
y OOJIBIIMHCTBA M3 HUX MPUYMHON JMArHOCTHYECKOU
OIMOKY SBUJIACh HETpaBWIbHAS MHTEpHpeTanus (hu-
suonorudeckux narrepHoB (Hernandes-Frau P.E.,
Benbadis S.R., 2011).

CornacHo nanubiM Mizrahi E.M. (1996), x cambiM
4acTO BCTPEYAOIINUMCS (PU3HOIIOTUIECKUM MATTePHAM
JETCKOTO BO3pAacCTa, KOTOPBIE PACIIEHUBAIOTCS KaK dH-
nenTu(OpMHBIE, OTHOCATCA: 3aIHIE MEAJICHHBIC BOJHEI
FOHBIX, JITMO/Ia-BOJIHBI, THITHATOTHYECKAsi TUTIEPCHH-
XPOHH3ALHNS, BEPTEKCHBIC MOTCHIIUAIIBI, MPEXOASIINC
MTO3UTHBHBIE OCTPHIE BOJIHBI B 3aTHUIOYHBIX OTBEICHH-
sIX BO CHE, ()POHTAIBHBIN PUTM aKTHBAIUH.

B nanHO¥ cTarthe MBI pacCCMOTPUM HEKOTOPBIE U3 (hH-
3MOJIOTHYECKUX MTAaTTEPHOB, KOTOPHIE, M0 HAIlleMy MHe-
HHIO, Yalle BCEro OMMO0YHO TPAKTYIOTCS B paMKax d1H-
nenTrOPMHON U JPYTO MATOIOrMYECKO aKTHBHOCTH,
YTO HPUBOAUT K HENPABUIILHOW TAKTHKE JICUCHUSI.

®usunonornyeckue I -narrepHpl
00IpCTBOBAHMSA, HMEIOII[HE CXOCTBO
¢ anuaenTuGopMHOi AKTUBHOCTHIO

JIamboa-eonust (puc. 1)

3a0CTpeHHbIE BOJNHBI, MPEUMYIIECTBEHHO TETa-IH-
ama3oHa, aMIUINTYAO0H B cpenHeM okoso 50 MKB, pe-
TUCTPUPYIOTCSl 4alle OMIaTepaibHO B 3aThIJIOYHBIX
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otAenax (MHOTAA C HE3HAYMTEIHHOHW acUMMETpHeil)
B OOAPCTBOBAHWHU MPH OTKPBITHIX IJa3ax, aCCOIIMHPO-
BaHBI C CAaKKaAMYECKIMHU IBM>KEHUAMH m1a3. Kak mpa-
BHJIO, TIOSIBIISIIOTCS HA 2-M TOAY JKHM3HH, MaKCHUMAllb-
HO mpexacraBieHsl (1o 80%) y nereit B Bo3pacte
ot 3 g0 12 net. Ilpu 3HAYUTENBHON MEXMNOIYIIAPHOU
ACMMETPUHU MOXKHO 3aIlOZI03PUTH MATOJIOTHIO Ha CTO-
POHE MOAABIEHHS aMIUIUTY/bI. JIsIMO1a-BOTHBI OOBIYHO
COYETAIOTCA C MPEXOISIINMHU TTO3UTUBHBIMUA OCTPBIMHU
BOJIHAMH B 3aTBUIOYHBIX OTBeneHUAX Bo cHe (POSTs).

3aonue meonennvie onnbl HbIX (Posterior slow
waves of youth), cuHOHUM — (OKUURUMATbHbBLE
0e1bma-6oHbl noopocmkos» (puc. 2.1 u 2.2)
BhIcOKOaMITIUTY/IHBIC TETA-, ICITETa-BOJTHBI HAKIIAIbI-
BAIOTCS Ha ab(ha-pUTM, YaCTO HATOMHHAIOT KOMILIEKCHI
ocTpasi — MEJICHHAS BOJIHA. BIIOKUPYIOTCS TIPU OTKpBI-
BaHWH I1a3, YCHJIMBAIOTCS HA (POHE THUIECPBEHTUIISIINU.
Haubonee wacto BcTpewarorcsi B Bo3pacte 8—14 ner,
MPAKTUYECKU OTCYTCTBYIOT B Bo3pacTe crapiie 21 rona.

CyoKknunuueckue pummuiHbsle
IneKkmpozpaguueckue papaovl 63pocibix
(Subclinical rhythmic electrographic discharge of
adults (SREDA) (puc. 3.1 u 3.2)

BunarepanbHble, peako acUMMETpPUYHBIE, PHUT-
MUYHBIC 3a0CTPCHHBIC TETA-BOJHBI B TEMCHHBIX U 3a-
JTHE-BHICOUHBIX OTJIENIaX C PacIpOCTpaHEHHEM Ha IeH-
TpallbHBIE OTHENbl. BeTpewaioTress B O0IpCTBOBAHUH,
uHorga B apeMore 1 REM-cHe y marueHToB 0OBIYHO
crapmre 40-50 ner.

Bpewv-pumm (pumm «nponomay, Breach

rhythm) (puc. 4)

Peructpupyercs B oOmact KOCTHOTO JedexTa
B JIFOOOM BoO3pacTe, 1000 JoKanu3aum, B 00ApCTBO-
BaHWHU U BO CHE.

@uznosornyeckne I -narrepHsl cHa,
HMeILIHe CXOACTBO ¢ 3nuienTugopMHoit
AKTHBHOCTBIO

Ilpexooaujue nosumuensie ocmpule 60J1HbL

6 3ambulioYHbIX omeedeHusnx 6o cHe (Positive

Occipital Sharp Transients Sleep (POSTS) (puc. 5)

Peructpupyerca Bo 2-i1, pexxe B 3-if cTaauu cHa
y 50-80% B3pocnbix u nerei crapuie 3 jyeT. IIpak-
TUYECKHU BCET/a OmiaTepantbHO CHHXPOHHO, HO MOTYT
OBITH U acuMMeTpu4HbI (MeHee 50% 1o ammuTyIe —
BapHaHT HOPMBEI).
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Puc. 1. duaronormyeckvie naTTepHs! 6oapCTBOBAHMS. (SREDA)
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Puc. 3.2, CyGknuHideckie puTMUYHbIE anekTporpadueckme

Puc. 2.1, duaronorvyeckue naTTepHsl 60APCTBOBAHMS. paspsgp! (Subclinical rhythmic electrographic discharge of adults

3anHne MeaneHHbIe BOMHbI HOHbIX (SREDA)

(Posterior slow waves of youth)

:_Illl-bu L
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Puc. 4. Bpews-putm (putm «nponomay, Breach rhythm) B GogpcTao-
Puc. 2.2, duavonoruyeckve narTepHbl GoAPCTBOBAHNS. BaHUM

3apH1e MefneHHbIe BOMHbI 0HbIX

(Posterior slow waves of youth)

Tunnazozuueckasn cunepcuHxXpoHu3ayus
(Hypnogogic hypersynchrony (puc.7)
Amunuunvie sepmekcHvle nomenyuannt (puc. 6) Bcerpewaercss B apemMore W TpU TPOOYKICHUU
Perucrpupytorcss Tonpko B 1-2-if craauum non- W3 IyOOKOro CHa B BHJE OHMIIaTepaibHO-CHUHXPOHHBIX
REM-cHa, ¢ aMIUTUTYIHBIM MpeobiaaHueM B J100-  BOJH JeNbTa-, TeTa-auanazona (3—5I'r), yacto ¢ BKITIO-

HO-BEPTEKCHBIX OTBEJIEHUSX. YEHHEM OCTPOBOJIHOBOTO KOMIIOHEHTA. Perncrpupyer-
E— ]
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Puc. 7. duanonorvyeckue naTTepHsl CHa. MNHarorvyeckas rvinep-
CiHXpoHu3aLms (Hypnogogic hypersynchrony)
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Puc. 8. duavonoruyeckve natTepHbl cHa. GaHToMHble cnaitki (6 I
CraiK-BonHOBbIE BCMbILLKK; 6-Hz spike and slow wave)
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Puc. 9. duavonornyeckue naTTepHsl cHa. 6- v 14-noanTuBHbIE crait-
ki (14- and 6-Hz positive bursts)
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Puc. 10. duaronorudeckve narTepHsl cHa. ManeHbkue ocTpble
cnavikv (Small sharp spikes (SSS)

cs ¢ 2-3-MmecsiuHOTO Bo3pacTta. B 9-11 net peructpu-
pyercs smmb y 10% nerel, ucuesaet k 12—13 ropam.
I/IHOI‘)Ia MOKET COBIIaaTh C HESIMHUIICIITUYCCKUM MHO-
KJIOHYCOM CHA, 4TO B PAJE CIy4aeB MOXKET BBI3bIBATDH
3aTPyAHEHHS B UHTEPIIPETALIH.
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Danmomnunte cnaiitku (6 I'y cnaiik-6o1noevle

ecnvuuku; 6-Hz spike and slow wave) (puc. §)

Peructpupyrorcst Bo Bpemsi pacciabieHHoro 0oap-
CTBOBaHHMS Y JPEMOTHI U UCUE3AI0T BO BTOPOH CTaIUH
cHa. MoryT BecTpeyarbes y HOAPOCTKOB, HO 4Yallle pe-
THCTPUPYIOTCS Y B3POCIIBIX B BUJIC KOPOTKHX BCIIBIIICK
CIAalfKOB HU3KOW aMIUTHTY/IBI, 9acTOTON 5—7 'l (dame
okono 6 I'm). Ha3wiBaroTcs «(haHTOMHBIEY» M3-32 TOTO,
YTO HH3Kas aMILUIMTYJa ClaiiKa KOHTPACTHPYET C I10-
CJICAYIOIIMM MEJICHHO-BOJTHOBBIM KOMITOHEHTOM U 00-
Jiee IMUPOKUM PACTPOCTPAHECHUEM MEIJICHHOW BOIHBI.
Peructpupyrorcs npeuMyIIeCTBEHHO OujaTepalib-
HO-CHHXPOHHO.

6- u 14-no3umuensie cnaiiku (14- and 6-Hz

positive bursts) (puc. 9)

Kopotkwue (1o 1-1,5 cexyH[) BCOBIMIKA apKooOpas-
HBIX BOJH YacToToh 5—17 I'm (vame 6 u 14), amrum-
Tynoil 1o 75 MkB, MakcMMalbHO BBIPaKEHBI B 3a-
JIHEe-BUCOYHO-TEMEHHBIX OTHeNax. Peructpupyrorcs
B IPEMOTE, IIOBEPXHOCTHOM CHE M MCUYE3aI0T B TITy0O0-
KUX CTaJIUsIX.

Husxkoamnaumyouste ocmpolte cnaiiku (Small

sharp spikes (SSS) (puc. 10)

Taxoke BcTpedaroTcs B JUTepaType Kak 0oOpoKa-
yecmeenHvle cnopaoudeckue chatiku 6o cue (BSSS)
W 000pOKaAuecmeeHHble INULeNMUpOpMHble MPaH3U-
mul crha (BETS). DT0 HU3KOAMILIUTYIHBIE OJJUHOYHBIC,
yale yHWIaTepajdbHbIe CIIalKH, MaKCHMaJIbHO BBIpa-
’KEHbl B BUCOUHBIX OT/eNax. Bcrpewatorest B gpemore,
Hayaje MOBepXHOCTHOro cHa y 20-25% B3pocioro
HaceJIeHUsl, MPEeUMyIleCTBeHHO B Bo3pacTte 30—40 ser.
He Bctpeuatorcs y aereit mnanme 10 jer.

Wicket-nomenuuanvt (Wicket waves, Wicket

spikes) (puc. 11)

Monoda3asie apkooOpa3HbIC BOJHBI YaCTOTOM
6—11 T'u, ammautygoi 60-200 MkB, 1IHUTENTbHOCTHIO
0,5-1 cek., OmnaTepanbHO WM YHUJIATEPATHEHO B BH-
COUYHBIX OTBEJCHUSX, HaIlle CJIeBa. PerucTpupyrorcs
npumepHo y 1% B3pocinsix crapmie 30 jet, npeumy-
mecTBeHHO B 1-2-i cramusx non-REM-cHa, pemko
B REM-cHe.

3amotnounste cnaiiku ciensix (Occipital spikes
of blindness, uenonoooonwie cnaiiku — Needle-
like Spikes of blindness) (puc. 12)
Peructpupyrorcst B 3aTBUIOYHBIX U TEMEHHBIX
peruoHax ¢ paHHETO MJIaJIEHYECTBa y IAIeHTOB

«QUANTUM SATIS»
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Puc. 12. 3atbinoyble craiku crensix (Occipital spikes of blindness,
urnonogobHbie cnaitku — Needle-like Spikes of blindness)

C BpOXKAEHHOW amOnuonueii. MoryT perucTprupoBarbes
KaK M30JMPOBAaHHO, TaK M OmiaTepaqbHO CHHXPOHHO.
Penyuupytrorcsi B mogpocTkoBoM Bo3pacte. He oTHO-
CATCA K SMUIIENTU(GOPMHON aKTUBHOCTU. TeM He MeHee
Yalle BCTPEYAroTCA y MalUEHTOB ¢ YMCTBEHHOM OTCTa-
JIOCTBIO U DIWIETICHEN.

®usunosiornyeckue I3 -narrepHbl, HMeOLIUE
CXO/ICTBO C MATOJOTHYeCKON AKTHBHOCTHIO

B 00APCTBOBAHUM M/WIN BO CHe (PMTMUYHbIE
NaTTEPHBbI)

Pummuunvle eucounvie mema-6¢cnvluiKu

6 opemome (Rhythmic Temporal Theta Bursts of

Drowsiness (RTTD), unu Rhythmic Midtemporal

Discharges (RMTD), ncuxomomopnutit eapuanm,)

(puc. 13)

3aocTpeHHble PUTMHYHBIE TE€Ta-BOJHBI (4acTOTON
5-6,5 I'n) perucTpupyroTCsi B BUCOYHBIX OTHENaX Ou-
JaTepaJibHO WIM YHWIATEPAJIbHO, C BapbUPYIOLIEH
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Puc. 13. PutmidHble BUCOUHbIE TeTa-BCMbiLLKY B apemore (Rhythmic
Temporal Theta Bursts of Drowsiness (RTTD), uim Rhythmic
Midtemporal Discharges (RMTD), ncuxoMOTOpHbIit BapuaHT)

Fpl-Lag | | g S

Fezian M;MWW

Frisp A I- " W e gt

FILBD ot e s e | ,..'..H.h_ ——

L e T s A e ! ey

FéLap A b

T VSN SRR RIS RIS SR RE S AP RN Puc. 16. dpokTansHbiil puM akTvawwm (Frontal Arousal Rhythm

CE IR eeVEVE FIWERY WYV EY E IV IR R VRIS R VEVECW R IVY VR VYREVIETE VS

Cadap WﬁanHuawa; P, X ] A

ThLse  f L . _y—k.. B TN R

TS-Lag At At o A

Pd.Lap WAL e

TELiD st ™ v - e i i S b e B e

Ot .. v o ey g:: ¢ ;

O2Lap Wwwmwww o R E :-:: B y NG ,E

Puc. 14. CpeauHbii Teta-putm (Midline theta rhythms, putm Lo :
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Fpa-ad’
patel ]

narepanuzauueii. Berpeuaercs y 0,5-2% B3pocibix —u 2
("amre y moapoCTKOB W MOJIOIBIX) B COCTOSIHUU pac- @2‘ R S I
CJTablieHHOTO OOPCTBOBAHUS WM B paHHeM non-REM '::; S . o e v
1 REM-ce. s A Vol B

Cpeounnwtiit mema-pumm (Midline theta
rhythms, pumm Iuzanexa) (puc. 14)
BcenbIiky  pUTMUYHBIX BOJIH TETa-IHara3oHa

Puc. 17. Putm pyxasuup! (Mitten Pattern)

(5-7 TI'm) mourenbHOCTRIO 3—20 CeKyHH, HalOMHHA- Ilunooobpazusvie eonuvl (Sawtooth waves)
IOIAE MIO-PUTM, C MAaKCUMAaJIbHBIM aMILTUTYIHBIM (puc. 15)
npeoOiiajaHueM B LEHTpajbHO-BepTekcHOU (Cz), 3a0cTpeHHbIE BOJIHBI JebTa-Iuana3oHa, UMeroT Ou-

pexxe nobHo-BepTekcHol (Fz) obnactu. Peructpupy- narepaibHBIA XapakTep ¢ aMIUTATYIHBIM MaKCUMYMOM
eTcs B 0OAPCTBOBAHUU M IPEMOTE y JeTeH U MOJIOABIX B BEPTEKCHBIX OTBEICHUAX, PETHCTPHUPYIOTCS B a3y

B3pOCIIbIX. REM-cHa.
T
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RARE PHENOMENONS IN NORMAL AND PATHOLOGICAL EEG

Tabnuua 1. Ceoptad Tabnuuia no YacTote BCTPEHAEMOCTH U BO3PACTHLIX acTiekTax Hauonee «anunenTudopMHbIX» hM3UONOTUHECKUX NATTEPHOB

HasBaHue

J1ambaa-BonHbI
3agHne meaneHHble BOMHbI IOHbIX (Posterior slow waves of youth)

Bpelb-putm (puTm «nponomay, Breach rhythm)

[Mpexogsime No3nTUBHBLIE OCTPbIE BOMHbI B 3aTbINIOYHbLIX OTBeAEeHUsIX BO cHe (Positive
Occipital Sharp Transients Sleep (POSTS)

ATUNUYHbIE BEPTEKCHbIE NOTeHUMarnb

vnHarornyeckas runepcuHxpoHmsaums (Hypnogogic hypersynchrony)
daHTOMHBIE cnawku (6 'y cnank-BoNHOBbIE BCMbILKK, 6-Hz spike and slow wave)
6- 1 14- no3uTnBHbIE cnankm (14- and 6-Hz positive bursts)

ManeHbkue octpble cnaviku (Small sharp spikes (SSS)

Wicket-noteHumansl (Wicket waves, Wicket spikes)

3atbinoyHble cnaiku cnenbix (Occipital spikes of blindness, nrnonogo6Hele cnanku —
Needle-like Spikes of blindness)

(PUTMUYHBbIE NAaTTEepPHbI)

PuTmmnyHbIE BUCOYHBIE TeTa-BenbilwkM B gpemoTe (Rhythmic Temporal Theta Bursts of
Drowsiness (RTTD), nnu Rhythmic Midtemporal Discharges (RMTD), nCXOMOTOPHbI¥
BapuaHT)

CpepauvHHbin TeTa-putMm (Midline theta rhythms, putm LinraHeka)
Munoo6pasHble BonHbl (Sawtooth waves)
®poHTanbHbIM puTM akTneauum (Frontal Arousal Rhythm (FAR)

Cy6knunHnyeckre puTMUYHbIE anekTporpadmyeckue paspsabl B3pocnbix (Subclinical
rhythmic electrographic discharge of adults (SREDA))

Putm pykaBuupl (Mitten Pattern)

®dusnonornyeckue 3AM-naTrepHbl, HAaNOMUHawoLWwme anunenTudopMHbIe pa3psigabl BO CHe

®usmnonornyeckue AM-naTTepHbI, HANOMUHaKOLWMe aNUNenTUdOPMHbIe pa3psabl B 604pCTBOBaHUN

Bospact %
>1roa 50-80%
2-14 net
JTro6on
1-35 net 50-80%
>1roa
2 mec. — 13 net 10-90%
> 14 net 0,5-2%
3-20 net 2,5%
> 10 net 1,4-24%
> 30 net 1%
__ 750,
Ho 13 net 50-75% .
¢ ambnivonuen

13-30 net

[eTtn, monoable
JTro6on

2-12 net

> 40 net

®dusmonornyeckue IAM-naTrepHbl, HANOMUHaKOLME NAaTONOrM4YeCKY0 akTUBHOCTb B 60ApCcTBOBaHMM M/Mnun Bo CHe

0,5-2%

@ponmanvhotit pumm akmueayuu (Frontal

Arousal Rhythm (FAR) (puc.16)

Benpiniku BosH yactotoit 7-20 'L, JIUTEIbHOCThIO
or 1-3 1o 13-20 cekyH[, perucTpUpyIOTCS B JIOOHBIX
oTnenax BO BpeMs MpoOykIeHus y merei 2—12 mer,
yaiie B Bo3pacte 2—4 JeT.

Pumm pyxasuuywst (Mitten Pattern) (puc. 17)
Peructpupyercs BO cHe, Jydile MpeaCTaBICH
B 3-if ctagun non-REM-cua. CocTonuTt u3 3a0CTpeH-

HBIX BOJIH, N0 (OpME HAIMOMHHAIOIIHX BapEXKKY.
SBnsiercss BapWaHTOM BEPTEKCHOTO IMOTEHI[MAIa
nnu K-komiekca.

B 3akumiouenne o63o0pa npencrasinsieM «CBOIHYIO
TaONHITy MO0 YacTOTE€ BCTPEYAEMOCTH M BO3PACTHBIX
acmeKTax Hambosiee CXOXKHX C AMIIECHTH(QOPMHBIMU
(hM3UONOTUYECKUX MATTEPHOB», OCHOBAHHYIO HA aHa-
nu3e auteparypsl (Tadim. 1).
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Pesome

B pamkax nepuHaragbHON HEHPOXUPYPrUH MPOBOAATCS
Ne4e0HO-ANarHOCTHIECKUE MEPOTIPHATHS NP MaToJo-
rrm UTHC mioma 1 HOBOPOXKIEHHOTO peOeHKa, KOTOphIe
pasneneHsl Ha dTanbl: (peTanbHas HEHpOXUPYpPrHs, WH-
TpaHaTaJIbHbIEe HEMPOXUPYprHYecKre mocoousi, Herpo-
XUPYPrUUECKOe «COIPOBOXKICHUE» HOBOPOXKIEHHOTO,
HEHpOXUpypruidecKkre ornepanyuy B CrenuaIn3upOBaH-
HOM cTanuoHape. deranabHas HEUPOXUPYPrusi BKIHOYAET
Koppeknuto spina bifida, rugpouedanuu, apaxHouaab-
HBIX KHCTBI TOJIOBHOTO MO3ra Iutofa. VIHTpaHaTaibHbIH
dTall BKIIOYAET YPE3POAHUYKOBBIE IIYHKIIUH KEITyo04-
KOB MJIM KUCT MO3ra. CONPOBOXKACHIE HOBOPOXKICHHBIX
B POIMJIBHBIX IOMAaX U IEPUHATAIIBHBIX LIEHTPAX HaIpas-
JICHO Ha MPOBE/ICHNE HEOTIIOKHBIX M IIaHOBBIX HEHpO-
XUPYPrUueCKUX MaHUIYJSLOUHA C LENbI0 MOATOTOBKH
K OCHOBHOMY O3TaIlry JICHCHUA. B CIICHHUaJIN3UPOBAHHOM
cranmonape HIILl Helipoxupyprudeckue BMeIIaTeNb-
CTBa HAIIPaBJICHbl Ha BOCCTAHOBJICHHUE (PU3MOJIOrHUE-
CKHX IapaMeTPOB WK (PYHKLHH Ha OCHOBE IPUMEHEHHS
MaJIOMHBA3UBHBIX U COEPEraroIux TEXHOJIOTUil.
[lepunatanbHass HEHPOXUPYPTHsl SBISETCS MEPCIEK-
TUBHBIM HalpaBICHUEM HEHPOXMPYpPIuH M oOmana-
€T OOJIBIIMM IMOTCHIIMAJIOM JaJIbHEHUINIEr0 pa3BUTHS
3a cYeT BHEAPCHHS MHHOBALIMOHHBIX TEXHOJOTHH.

Knwuesvie cnoea: nepunamanvuas Heupoxupypeus,
hemanvuas netipoxupypeust, euopoyegpanus, yepano-
yenmes, 9HOOCKONUS

«QUANTUM SATIS»

Abstract

Therapeutic and diagnostic procedures were carried out
in the pathology of the CNS of the fetus and newborn
baby within the scope of perinatal surgery. They con-
sist of the following stages: fetal neurosurgery, intra-
natal neurosurgical aids, neurosurgical care of a new-
born, and neurosurgical interventions at a specialized
in-patient facility.

Fetal neurosurgery includes correction of spina bifida,
hydrocephalus and arachnodial cerebral fetal cysts. The
intranatal stage includes transfontanellar punctures of
cerebral ventricles or cysts. Monitoring of newborns
at maternal homes and perinatal centers is aimed at
the urgent and planned neurosurgical manipulations to
prepare for the basic treatment stage. At the specialized
in-patient facility of the Research Center, the neurosur-
gical interventions are aimed at the restoration of phys-
iological parameters or functions based on minimally
invasive and saving technologies.

Perinatal neurosurgery is a perspective branch of neu-
rosurgery. It has a great potential of subsequent devel-
opment at the expense of introduction of innovative
technologies.

Key words: perinatal neurosurgery, fetal neurosurgery,
hydrocephalus, cephalocentesis, endoscopy
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NEPUHATANBbHASA HEUPOXUPYPTUSA — HAMPABJNIEHUE OEATENIbHOCTHU

rey3 «HMuy Cnel. MEAQ. NTOMOLWW OETAM A3M»

[lepunaranbHass HEHPOXUPYPTHUS — 3TO pa3iel Heil-
POXUPYPIruy, 3aHUMAIOIIMICS MMAaTOJIOTHEN LEHTPaJIb-
HOW HEPBHOM CHUCTEMBI IIOJIAa U HOBOPOXICHHOTO
pebenka. Crienudurka pasaena mpenonpeaeicHa Bo3-
PacTHBIMH aHATOMO-()H3UOJIOTHYESCKUMU OCOOEHHO-
CTSIMH, OCHOBHBIMHU W3 KOTOPBIX SBIISFOTCS:

— OBICTpOE YBENWYEHUE MACChl MO3Ta: BO BTOPOH
MOJIOBUHE OEPEMEHHOCTH Macca MO3ra Iuiojaa
yBenuuuBaeTcs B 10 pas, mocturas mpu poxie-
Huu 380 rpamMMmoB, a K KOHIly | ronma >KU3HHM —
1000 rpaMMoOB;

— BBICOKOE COIECpPKAHUE KUIKOCTH B TKAHU MO3Ta:
y mwiofa B 34 HeAenu KUIKOCTh cocTaBisieT 90—
91%, y HOBOpOXKIAeHHOTO — 88—89%, B 6 Mec. —
80%, B 2 roga — 72%;

— He3aBepIIEHHBIHN MpoIecc MUETMHU3AINHN MO3Ta;

— HaJIMYKME TePMUHAIBHOIO MaTPUKCA;

— HE3peNOCTh ayTOPETYISIIIHA MO3TOBOTO KPOBOO-
OpareHus;

— JIBUTATEJIbHBIC 30HBI U KOPKOBBIE aHAIU3aTOPBI
B cTagu¥l ()YHKIIMOHAIEHOTO CTaHOBIICHUS;

— OTHOCHTEJIBHO OOJBINNN 00beM JIMKBOPHBIX TPO-
CTPaHCTB;

— OTCYTCTBHUE ITaXHMOHOBBIX TPaHYJISAIINN;

— CIIMHHOM MO3T 3aKkaHuuBaeTcs HUxe L-2 mo3BoH-
Ka;

— BBICOKAasl IUIACTUYHOCTH Yeperna: MOJABMKHOCTH
KOCTeHW depema oOecrneumBaeTcs HX (GUOPo3-
HBIMHM COCAMHCHUSIMHU (CHHIIECMO3bI) Ha CBOJC
U XpAIIEBBIMU (CHHXOHAPO3bI) — HA OCHOBAaHHUU
yepena; KOCTH CBOJA 4Yepera TOHKUE, THOKHE,
HE coJlepKar Ty04aToro Cios;

— OBICTpOE yBENMYECHNE Pa3MEPOB depera: OKPyxK-
HOCTH TOJIOBBI yBEJIMUMBAETCA Ha 12 cM Ha mep-
BOM TOIly XH3HHU, HA BTOPOM — Ha 2 cM, Jlajee
mo 0,5 cm/rox g0 10 meT; 00beEM MO3TOBOIO OT-
JieNia yepena K 6 Mecsam yIBauBaeTcs, a K 2 ro-
nIaMm — ytpauBaetcs [1, 2].

JleueOHO-TMAaTHOCTHYECKUE MEPOTIPUSATHUS TIEpUHA-
TaJBHOTO MEePHOAa XapaKTePU3YIOTCS MEXIUCIIUATIIH-
HapHBIM TOJXOZ0M U pa3/eiicHbl Ha dTallbl:

— (¢eTanbHas HEHPOXUPYPTHUS;

— WHTpaHaTaJIbHbIE HEHPOXUPYPrUYECKUE I10CO-
Ous;

HEHPOXHPYPTHIECKOE «COMPOBOXKIECHNE» HOBO-
POXIEHHOTO;

— HEUpOXHUPYpPrudecKue orepaTHBHbIE BMEIIATEIh-
CTBa B CIICIIUATTU3UPOBAHHOM CTaIFIOHAPE.

B anTeHaranbHOM Neprojie JUAarHOCTHKA MATOIOTHA
ITHC moma ocHOBaHA Ha YIBTPa3BYKOBBIX HCCIIEIO-

30

BaHUsX, nomonHeHHBIX MPT 1utona unm detockonueit
10 TToKa3aHwsIM. BeneHne 6epeMeHHOCTH | CIToco0 po-
JIopa3pelieHus] YTOUHICTCS MPeHATaIbHBIM KOHCUIINY-
MOM C y4eTOM OCOOEHHOCTEH aKyIIepCKOTo CTaTyca:
CPOK OEpeMEHHOCTH, MOJOKEHHE TUIOJA W IJIallCHTEHI,
KOJIMYECTBO MII0NI0B, BapuaHT naronoruu [{HC nnona
(-oB), opueHTAaITUs POAUTENCH Ha IPOICHHE OepeMeH-
HOCTH. BaXHBIM 3BEHOM JTUArHOCTUKH SIBJISICTCS BBI-
JIeJICHUE CydaeB, TPEOYIOMMX HEHPOXUPYPTHIECCKOU
MOMOIIIA aHTEe- WM MOCTHATAIBHO, CPEIU KOTOPBIX —
runpornedanus, apaxHoU1aJIbHbIE KACTHI, BHYTPHKEITY-
JIOYKOBBIC KPOBOU3JIHUSIHHUS, YEPEITHO-MO3TOBBIC TPBIXKH,
spina bifida, aneBpu3ma BeHsb! [ aneHa, KpaHUOCHHOCTO-
3B, OIyXOJH MO3Tra, Kpanuonard. He meHee BakKHBIM
SIBIIICTCS OTIPECIICHUE TATOJNIOTUH, HE MOJICKAIUX
HEUPOXUPYPTUUECKUM BMelIaTeabcTBaM. Cpeau HHUX:
THIIO- U areHe3usi MO30JIMCTOTO Teja, arcHe3usl Mex-
JKEITy0YKOBON TIEPErOpOJIKH, ONTO-XHa3MalbHasl JTUC-
TUIA3Us], TUTIOTEHE3 sl YePBS MO3KEUKa, JTHUCIHIIEDaITus,
MaXUTUPUS, MAKPOTUPHUS, MUKPOTUPUS, TTOTHUMHUKPO-
TUpHA, YICTHpHS, Mu3dHIEeanns, MUKporedarus,
nopaHIedanus, Makpouedanus, aH3HIedanus, arene-
sHIIehavsl, HIOHPHIIehaus, dK3dHIehans, TOAH-
nedanus, apuHsHIEDATH.

B nacrosiee Bpems eranpHON HEHpOXUpypruye-
CKOH KoppeKImuu momiexar spina bifida, ruaporneda-
JIUSI, apaXHOMIATBHBIC KUCTHI TOJIOBHOTO MO3Ta IUIojA.
[Iporpeccuporanue perampHOM rUApPOIIChATHH TPHBO-
JIUT K CHWKCHUIO MepQy3un MO3ra, JIereHepaluy Hell-
POHOB, HapyIIEHUIO B CHHAICaX, JIEMUCITUHU3AIHNH
HEPBHBIX BOJIOKOH U TH03y. CTPYKTYpHBIE H3MEHE-
HUSl B PaHHEH CTaJluu OOpaTHUMbI Onarogaps BHICOKOW
IIACTUIHOCTH (OPMHUPYIOMICHCS] HEPBHOW CHCTEMEL.
OpHako B MO3IHUX CpPOKax OEpEMEHHOCTH MPOIECCHI
IIM03a Y JEMHUEITMHHU3AIMA MO3Ta IUI0/Ia MOTYT CTaTh
HeoOpatumbiMu [3, 4, 5]. C nenp0 uX MpenoTBpa-
IICHUS MPEAJIOKEHB MaHUITYISAIUH TedaoneHTes3a
Y BEHTPHUKYJIOAMHHOTHYECKOTO ITYHTHPOBAHMS.

VY OepemenHnoit 34 net c¢ ruapouedanueil miona
HaM¥ BBITIOJHEH IedaiornenTe3 Ha 26—27-i Hemene
npu Y3U-naBurauuu. YmaneHo 80 Mi1 jKenITOro IMpo-
3pavyHOTO JIMKBOPA O] TOBHIIICHHBIM JIaBICHHUEM,
B pe3y/bTare 4ero >KeIyJ0YKH CYIIECTBEHHO YMEHb-
IIWIACh, OKPYKHOCTH Yepena IUIo/la COKPaTUIIacCh
Ha 2 cM. B KIMHWYECKOM aHaJIM3€ JIMKBOpPA: OEIOK —
1,8 r/m, uTo3 — 6/3, rmroko3a — 1,24 mmoiw/n. B 31—
32 Henenu mpoueaypa BbllIoNHEHA MOBTOpHO. Ilocie
yaanerus 80 MIT JIMKBOpa OKPYKHOCTH Uepera IUiona
cokparunach Ha 2 cMm. PomopaspenieHue kecapeBbIM
ceuenueM B 34-35 memens. Pomuiics pebeHOK BecoM
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2620 1, qmHOM 46 cM U oleHKol 1o Anrap 5/7 6an-
noB. HeBponoruueckuii craryc: OKpy>KHOCTb T'OJIOBBI
36 cm, ruapouedanbHbIi CHHAPOM € TIEPCUCTUPYIOLIEH
CHUMIITOMAaTHUKON BHYTPUYEPENTHON THIIEPTEH3UH, yMe-
peHHO BbIpakeHHas cumnTomarvka yraerenus LHTHC, DAL VCCEHEHIS CTHHO-MO3-
HEYCTOWYMBOCTH Oe3ycloBHBIX peduiexcoB. Heiipoco- F0BOVE FPbIKY MORCHUYHOTO
Horpaduueckoe 1 MPT-uccrenoBanust BBISIBIIIN pac- OTena N03BOHOYHMKA
IIMpeHrne OOKOBBIX JKEJIYAOYKOB CyMMAapHO 10 88 MM;

Puc. 1. HosopoxaeHHblih
10Cne BHYTPUYTPOGHO One-

Puc. 2. 3npockonnyeckue onepatium npu ruapoLiechanim. A — aHpockonmyeckas lll-BeHTpukymo-
LycTepHocToMIs. b — MemBpaHHas OkKkIio3ins BoJonpoBoaa Moara. B — cocTostHue nocrie nnacTikm
BOZONPOBOAa Moara. I — criaeyHas OKKIIoans KpaHUOLLEPBMKabHONO Nepexoaa. [l - nnacTuka
KpaHuoLepBuKkanbHoro nepexona. E — TpaHcopHIMKCHBIA ocTyn K 111 xenynouky. X — komneHcauus
ruopouedanuu
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Puc. 3. AanHOVILIal'IbeIe KCTbl TONOBHOIO mMo3ra 1 pe-
3ynbrathbl IEYEHUA. A-kucTa MemnonywapHon Lenu.
g b- pesynterar KUCTOLUCTEPHOCTOMUN

Puc. 4. Nagax xenyao4KkoB Mosra Mpy THOHOM BEHTPHKyTUTE. A -
0TrIoViKa CrycTkoB. b — ApoGneHue 1 3BakyaLysi CrycTko. B — acrivpavust
MMKPOCTYCTKOB
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OKKJIIO3MIO BOJIONPOBOZA MO3T'a; Ae(DEKT MEXOKETyn0Y-
KOBOH NEperopojiku. BrInogHeHO onepaTUBHOE BMEIIa-
TENBCTBO B 00beMe: dHA0cKonmyeckas [1I-BeHTpukymo-
UCTepHOCTOMHS, Tiepdopanrs KOHEYHOH MIIACTHHKH,
JIBYCTOPOHHSIS IJIEKCYCKOAT YIS, TPAHC(HOPHUKCHAS
IJJACTHKA ¥ CTEHTHUPOBAaHHE BOJOMIPOBOJA BEHTPHKY-
JIAPHBIM KaTeTepoM IyHTa, uMImiantanus BII-mryn-
Ta C HMCIOJIB30BAHMEM IPOrPaMMHPYEMOIO KiaraHa.
Ormrepariis IpoAOKUTEIBHOCTRIO 65 MUHYT TPOIILIa
0e3 ocioxkHeHHd. Ha TpoTsKeHHH MOCIEAYIOMUX
1,5 ner orMedeHa MOJOXKUTENbHAS JUHAMHKA TICHXO-
MOTOPHOTO Pa3BUTHS pedeHKa MPH OTCYTCTBUM OC-
JIO)KHEHUH, OOYCJIOBJIEHHBIX HaMWYMeM U (YHKIHEH
ITyHTUPYIOIMIEH crucTeMmbl. TakuM oOpa3oM, B HamIeh
MpaKkTHKe IedanonenTe3 npu (eTanbHON THIpole-
(hammu CIocoOCTBOBANI CHIDKCHHIO CTEIIEHW MaKpo-
KpaHUH, MIPOJIOHTAIlUU OEPEMEHHOCTH U YCIEIIHOMY
OIIepaTUBHOMY JICUYCHHIO B HEOHATATLHOM repuoze [6].

BeHTpUKyTOaMHHOTHYECKOE  IIYHTHPOBAHUE
npu QeranpHO ruapouedanuu npusBaHo obecrie-
YUTH MTOCTOSHHBIN OTTOK JIMKBOpPA M3 PacUIMpPEHHBIX
JKEJIYIOYKOB TOJJOBHOTO MO3Ta IUIOAAa B aMHHOTHYE-
ckuil Mewok. Onepanust 3aKI04aeTcsl B MyHKIIUOHHON
MMIUIAHTAlUM CUJIMKOHOBOTO KaTeTepa MEeXIy Kemy-
JIOYKaMU MO3ra IUIOAa U aMHUOTUYECKOH IMOJIOCTBIO.
B macrosmee Bpemsi MeTOJ] HE HaIIelN MUPOKOTO MPH-
MEHEHHUS [0 MPUYKHE OONBIIOTO YHCia OCIOKHEHUH
U IPUMEHSIETCS JIUIIb B OTJEIbHBIX KIMHUKAX [7].

B nurepatype onmcana oneparys 3H/10CKOITUYECKON
III-BenTpukynonucrepuoctomuu (ETV) mpu derans-
HOW Tuaporiedaind U ONBIT €€ MPUMEHEHHS B O
HOM ciyyae [7]. D¢ ¢dexkTUBHOCTh NTaHHOH Omepaiuu
eIle MPEJICTOUT U3YIHTh.

Kucthl rooBHOro Mo3ra miaojia, B 4aCTHOCTH apax-
HOUWIAJIbHBIE KUCTHl MEKITONYIIApHOW JIOKATU3aIlHH,
MOTYT OBITH MPONMYHKTHPOBaHBI aHTEHATAILHO 110 Me-
TOAWKE, aHAJIOTHYHOH 1e(anoueHTesy.

OeranpHas koppeknus Spina Bifida namenena
Ha YIIy4lleHHE BHYTPUYTPOOHOTO pa3BUTHS MO3Tra,
yIIyqIlIeHne MOTOPHON (DyHKIIMM HIDKHHX KOHEYHO-
cTeil, mpenorBpaileHue pa3Butus aHomanuu Chiari 11
U CHIDKEHHUE BepoATHOCTHh BlI-myHTHpOBaHUS ruapo-
nedamnu. B Hamel mpakTHKe y KEHIIWHBI 35 JeT
IIpU BTOPOl OEpEeMEHHOCTH B Cpoke 15 Henenb BBISB-
neHa Spina Bifida mosicHugHOTO OT/IETa TO3BOHOYHNKA
wiona, anomanus Chiari II, cummerpuuHoe pacimpe-
HUE OOKOBBIX KeTy09KoB. Onepariysi BHyTpUYTPOOHO-
IO MCCEYEHHUs CIIMHHO-MO3TOBOM I'PBLKHU MOSCHUYHOU
00JIaCTH C TUIACTHUKOM TPBDKEBBIX BOPOT IMPOBEACHA
B cpoke 23-24 Hemenu W MpomuIa 0e3 OCIOKHCHHM.

«QUANTUM SATIS»

B cpoxe 26 Henenb 0TMEUEHO YIOBIETBOPUTEIBHOE CO-
CTOSTHHE JIOKYCa OIEPalii ¥ ITOJI0KUTEITbHBIE N3MEHE-
HUS CO CTOPOHBI MO3Ta B BUIC CTA0MIIN3AI[UH Pa3MEpPOB
JKETYI0YKOB, POKCHUMAIEHOTO CMEIIEHUS MHHAIHH
MO3KEUKa U «00pa30BaHUSI» OONBIION 3aTHIIIOYHOMN
UCTepHBI. B manmpHeimeM OepeMeHHOCTh MpoTeKala
0e3 OCIIOKHEHHH U 3aBEePIIIACH KECAPEBhIM CEUCHHEM
Ha 39-i1 Henene. Bec pebenka 3220 1, poct — 52 cmM,
oreHka o Anrap — 8/9 6amioB. B HeBponormaeckom
cTaryce — OKPYKHOCTH TOJIOBHI B TpEAeiaX HOPMBI,
OONBIION PONHUYOK HE HANPSDKEH, HIKHUW BSUTBIN
naparnapes, HapylleHHe (QYHKIMH Ta30BBIX OPraHOB
1o THUITy HeAep)KaHUs MOYM M Kaja. Status localis —
MTOCIICOTIEPAITHOHHBIA PYOEI] B TOSCHUIHOW 00JIacTH
B YIOBJIETBOPUTEIHHOM COCTOSTHUU (pHcC. 1).

MPT-uccnenoBanvie B 1-e CyTku XH3HU peOeHKa
BBISIBUJIO YMEPECHHYIO BEHTPHKYJIOMETaJIni0, 0OJIbIlas
3aTBUIOYHAS IIHUCTEPHA OMPEIENSIeTCS, YIOBICTBOPH-
TEIbHOE COCTOSIHHUE CIIMHHOTO MO3Ta M IMO3BOHOYHOTO
KaHaia B obmactu oneparuu. [IporpeccupoBanus Tu-
Iporedanu B MOCIeAyomeM He oTMedeHo. Peabumm-
TallMOHHAas Teparus MPOBOAMIIACE C MEPBOTO MecsIa
JKU3HHU.

ITomMuTO OTKPHITEIX omepanuii mpu Spina Bifida,
BHEJIPEHBI U CUUTAIOTCS MEPCHEKTUBHBIMU 3HAOCKO-
MUYECKHE BMEIIATENbCTBA, B TOM YHCJE C MCIIONH30-
BaHUEM POOOTOTEXHUKH [8].

HNaTpanaTanbHblid dTall OpernoJiaraeT BHITTOJTHEHUE
YPE3POJHUYKOBOTO IMYHKIHMOHHOTO JPEHUPOBAHUS
JKEITYJIOUYKOB MM KUCT MO3Ta C LEIbI0 COKPAICHUS
OKPYXKHOCTH Yeperia W CHIDKEHHUS pHUCKa TpaBMaTH3a-
UK pebeHKa B Mpolecce PoIoB.

HeoHnaranbHblil IEpUOJT XapaKTepUu3yeTcs JITUTEb-
HBIM O€CCUMITOMHBIM TEUCHUEM IMATOJIOTUN HJIH TPe-
oOmamaHrieM Hecrenn(pUIECKUX OOIEMO3TOBBIX CHM-
MITOMOB, a 00lllee COCTOSIHUE HEPEIKO YCyryomsercs
COITYTCTBYIOIIMMU 3200JICBAHUSIMH.

Heiipoxupypruueckoe coOnpoBOXKIEHHUE HOBOPOXK-
JICHHBIX B POIWIBHBIX JIOMax W IIEpPUHATAIbHBIX
[EHTpaxX MpeIoiaraeT yrouHeHne TUarHo3a M Mmpo-
BEIICHHUE JICUCOHBIX MaHUIMYJSAIUN. OCHOBHBEIM JHa-
raoctrnueckuM MetonoMm sBasgercs HCI. Muorma on
Moxet ObITh gonosiieH KT wim MPT B 3acucumoctu
OT MOKAa3aHMi ¥ OCHAIEHUS KIMHUKUA. O0beM Helpo-
XUPYPTUYECKON MOMOIIM OMPEAEISETCS BhISIBICHHOM
NaroJoruel u coctossHueM pederka. [IpoBoaumelie Ma-
HUITYJSIIAA MOTYT UMETh BpeMeHHbIH dpdexT (BeH-
TPUKYJISIPHBIC MYHKIUH, HAPY>KHbBIH BEHTPUKYIISIPHBIH
JIpeHaX, cyOraineanbHbIM ApEeHaX U JAp.) WIH SBIS-
I0TCSI paguKadbHBIMHU (ITYHKIIMOHHAS dBaKyalns Ke-
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Puc. 5. SHpockonudeckast kpaHuoToMus.. A — SHIOCKONMYECKoe 060pYLOBaHME ANs KpAHUOTOMUK. B — SHROCKOMMYECKOE M30BPaXEHHE SKTOMMYECKOTO
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¢danoremarombl; BIl-ryaTHpOBaHME TUApOIEhATHH
WJIH TPBDKECeueHHe MPU MO3TOBBIX Tpbikax). HekoTo-
pBle OeMcTBUS ABISIOTCS HMOATOTOBUTENIBHBIMU K I10-
CJIEAYIOIIEMY ONEPATUBHOMY JICUEHUIO B CHICLIMAIU3H-
POBaHHOM CTalHOHape.

Heiipoxupyprudaeckue omneparuBHbIE BMEIIATEIb-
CTBa B CIIELMAIM3UPOBAHHOM CTallMOHApE HaIlpaBie-
Hbl Ha BOCCTaHOBJICHHE (PU3MOJIOIMUYECKHUX Ilapame-

34

TPOB WK GYHKIMH HA OCHOBE ATHOMATOTeHETUIECKUX
METOMOB JIEYEHUSI C IPUMEHEHUEM MaJOWHBA3UBHBIX
1 cOeperarImnx TEXHOJIOTHH.

[Tpu BpoXKAECHHOW W MPUOOPETEHHOH THIponeda-
JIMH 9HAO0CKOIINYECKHE ONEPAIH IPOBOIATCS C LENBIO
YCTPAHEHMS OKKIIIO3UH JIMKBOPOIPOBOIAIINX ITYyTEH
Y IPO(UITAKTUKU UX TIOBTOPHOTO Pa3BUTHSA, HOPMUPO-
BaHUs JOIOJHUTEIIBHBIX UHTPATEKaJIbHBIX OOXOJHBIX
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IyTel OTTOKa JIMKBOPA, HOPMaJU3allii BHYyTPUYEPETI-
HOTO JaBJIeHWs M caHanuu JTUKBOpa. COBEPIIEHCTBO-
BaHHWE METOJIMKH TO3BOJIUIO PACIIMPUThH MOKA3aHUS
U TIOBBICUTH 3(P(GEKTUBHOCTD JICUCHHsI THIpOIeanu
Y HOBOPOXKJICHHBIX JIETEH, BKJIIOYAs HETOHOIIECHHBIX
[9]. Ha puc. 2 npeacTtaBieHbl HEKOTOPHIE BapHUaHThI
HEUPOIHIOCKOMTMYECKUX OIEpalluid.

[Ipu HEOOXOTUMOCTH IKCTPAKPAHUAIHLHOTO OTBEIC-
HUS INKBOPA DHIOCKOMTMYECKasl YCTAHOBKA BEHTPHUKY-
JIIPHOTO KareTepa IIyHTUPYIOIIeH CHUCTEMBI MO X0y
JIMKBOPONPOBOAAIINX MyTeH o00OecredynBaeT paBHO-
MEpHOE JPEHUPOBAHUE BCEX OT/EIOB JKEIYIOUKOBOM
CUCTEMBbI OJTHOBPEMEHHO C Cy0apaxHOAHAILHBIMU MPO-
CTpaHCTBaMHu. B nanbHe#IIeM 3TO CyIlIECTBEHHO CHHU-
JKACT PUCK PA3BUTHUS OCIOKHCHUH IITyHTA.

DHIOCKONMYECKHE OTNEPALNH SIBISIOTCS TAKKe Me-
TO/IOM BBIOOPA IPU apaxHOUAATBHBIX KHCTaX TOJIOBHO-
ro MO3ra y HOBOPOXKICHHBIX aeredl. DddexTuBHOCTH
KHCTOBEHTPUKYJIOCTOMHI M KUCTOLUMCTEPHOCTOMUM
npubnmxaercs k 100%. Ha puc. 3 npencrasien pe-
3yJIbTaT KUCTOCTOMUU.

IlepcrieKTUBHBIM METOJIOM SIBISICTCSI TIPOBEICHHE
SHJOCKOTTMYECKOTO JIaBa)Ka >KENyJOYKOBOUW CHCTe-
MBI MO3Ta MPH TaKUX MATOJIOTHYECKUX COCTOSIHHSIX,
KaK THOWHBIA BEHTPUKYIUT U BHYTPHIKEIYIOYKOBOC
kpoBom3nusiHue. lIpomemypa mo3Bossser 3P¢heKTHB-
HO YJAJHUTh MaTOJOTUYECKOE COJAEPKUMOE M3 JKEIy-
JIOYKOBOW CHCTEMEBI, CAaHUPOBATh JIMKBOP, YCTPAaHUTH
WM TPEAOTBPATUTH Pa300IIeHNe KeTyI04KOB MO3ra,
BOCCTaHOBHUTH JIMKBOPOIMpPKYIsiuio. Ha puc. 4 npen-
CTaBJIEHBI ITAITBI JTABAXKA YKEIYTOYKOB MO3Ta IIPU THOM-
HOM BEHTPHUKYJIUTE.

Pacmieruienre my>kek u/Mi TeJ TMTO3BOHKOB — Spina
Bifida — siBisieTcst oHOM M3 Hanbosee crielupuIecKux
MaTOJIOTH HEOHATaJIbHOTO mepuona. Yame BcTpeda-
I0TCS MEHWHTOMMEJIO- ¥ MEHHHTOpaaUKyJoLeie, Tpe-

JIuteparypa

Oyroliye MpOBEICHUS ONEPATHBHOTO BMEIIATEILCTBA
B TIEPBBIE YaChl KU3HU peOCHKA B CBA3M C JIMKBOpeeH
WK yrpo3od ee pa3BuTusA. Omeparys 3aKiIrouaeTcs
B HCCEYCHNH TPHDKEBOTO MEIITKa, YCTPAaHEHNH (PUKCAITHN
Y PENO3UIINH KOPEIIKOB M CIMHHOTO MO3Ta, TO3TaKHOU
TJIACTUKE TPBDKEBBIX BOPOT MATKUMH TKaHsAMH. Orie-
panyy IpOBOASTCSA MPU AIEKTPOMUOTPAPUIECKOM MO-
HUTOPUHTE C NPUMEHEHHEM MHKPOHHCTPYMEHTAPHS
W YBEIMYUTENFHOW ONTHKA. bombimme pasmepsl TphI-
JKEBOTO MEIIKa U OOIIUpHBIE NePEeKThl KOXKU TPEOYIOT
MpeBapUTEIHHON UMILTAHTAIMH TIOAKOXKHBIX JCIIaH/Ie-
POB JJIs YBETHMUEHHS TUTOIAN KOXKHBIX JIOCKYTOB.

UYepenHO-MO3rOBbIE TPBIKHU MOIJIEKAT UCCEUECHUIO
C TOCJIENYIONIEH MOATAXKHOM IUIACTUKOM TPBHIKEBBIX
BopoT. KocTHble nedexTsl uepemna pazmepamu Oojee
2x2 CM 3aKpbIBAIOTCS KOCTHBIMH ayTOTPaHCILIaHTaTa-
MU WIH METAJUIOKOHCTpyKuuaMHu. [lpu nepennux de-
PEITHO-MO3TOBBIX TPBDKAaX M AehOopMaIHsIX JIUIEBOTO
CKeJIeTa JOTOJHUTEIHHO MPOBOIUTCS IUTACTHYECKas
KPaHHOPEKOHCTPYKLHSA JIOOHO-TTIA3HUYHOTO KOMITJIEKCA.

CHHOCTO3BI KOCTEW CBOZIa Yeperna HOBOPOKIEHHOTO
B OOJIBIIMHCTBE CIy4aeB IMOIIEKAT YHAO0CKOITHYECKOH
KpaHuoToMHuH. MeToArKa MaJoTpaBMaTUYHA M HaIlle-
JIeHa Ha MaKCHUMAaJbHYI0 peaju3alHio MOTEeHIHana
«IJTACTUYHOTO» Yepera HOBOPOKAECHHOTO B YCIOBHAX
OBICTpOTO YBEeIMICHHS 00beMa Mo3ra. Ha puc. 5 mpen-
CTaBJIEH BapHaHT JHAOCKONHUYECKOH KpPaHHOTOMHUU
MIPH KPAaHUOCTEHO3E.

B Gonee crapiiem Bo3pacTe IPUMEHSIOTCSI B OCHOB-
HOM METOJbI OTKPBITOH KPaHUOPEKOHCTPYKITUH, B TOM
YHUCIIE C MCIIOIb30BAaHIEM MMITJIAHTOB.

Takum o0Opa3oMm, NepuHaTallbHass HEHPOXUPYpPTHUs
SBIIIETCS] TIEPCTIEKTHBHBIM HAlpaBJIeHUEM HEHpOXH-
pypruu u obianaet OOJBIINM MOTEHIAJIOM JallbHel-
IIeTO0 Pa3BUTHUS 32 CYET BHEIPEHHUS WHHOBAIIMOHHBIX
TEXHOJIOTUH.
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Pesrome

C xa)XAbIM TOZIOM YBEJIMUMBAETCS YUCIIO IETEH, POXKIECH-
HBIX C IIOpOKaMu pa3Butus. He siBisiercst uckimoueHu-
€M W BpOXKJCHHAs pacileliiHa BepXHeH ryObl u Heba
(BPBI'uH). CymectByeT Kareropusi MalieHTOB, KOTOPBIM
BBISBILSIIOT paclieNuHy HeOa B Ooree mo3aHeM BO3pacTe.
910 nertn co CPH. CnoXHOCTh TMArHOCTHKHU 3aKJIFOYa-
eTcsl B TOM, YTO NPH JAaHHOM BHUJIE PaCUIEIWHBI HET BHU-
JUMOTO aHATOMHUYECKOTro Je(eKra, ModToMy B POIIOME
nanmeHTy co CPH He ycraHaBmMBaeTcsl JaHHBIM IUArHO3.
Heabto Hamelr paboThl siBuUnack orienka JIOP-opra-
HOB y manueHToB co CPH u BBIOOp TakTUKM JedeHusl.
Hamu 6b110 06cnenoano 7 nereit co CPH B Bo3pacte
ot 4 10 7 net (5 MaTBIMKOB M 2 IEBOYKH).

B xome Hamieit paGoTbl MBI BBISBHJIM, 4TO Oolee
yeM y 50% mnanuentoB co CPH mmenacs maronmorus
CO CTOPOHBI CPEAHETO yXa (JUChYHKIUS CIyXOBOH TPY-
Obl, PKCCYIAaTHBHBIN CPEIHUI OTHT), a TAKXKe HapyIICHIE
peun. [uneprpodus morounort munaanuusl [I-I11 cre-
neHu BeIABIsIack B 71,5% ciydae. HesameHnumoi
B nmuarHoctrke CPH sBnsiercst 3HIOCKOMUS HOCOIVIOTKH
1 TadaHOCKOMHS, TIPH KOTOPBIX OTYETIIMBO BHIHO pac-
XOKJICHUE MBIIII MSATKOTO HeOa 10 CpeHel JTMHUM.
Bcem naumenTam ¢ runeprpoduei moTouHOW MUHAA-
suHb! 1] cTenenn n 6GJI0KOM IJIOTOYHBIX YCTHEB CIIYXO-
BOH TPYOBI MBI BBHITIOJHSIIN APLHATBHYIO aJCHOTOMHIO,
YTO MO3BONMIIO M30€KaTh pa3BUTHsI HEOHO-TIIOTOYHOM
HEAO0CTaTOYHOCTH. [IeTsM ¢ maTonoruei cpegHero yxa
py Hea(GEKTUBHOCTH KOHCEPBAaTHBHOIO JICYEHNUS BbI-
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Abstract

A number of children with congenital birth defects is
increasing every year. A congenital cleft upper lip and
palate is not an exception. In some patients, the cleft
palate can be found at later age. These are children with
a hidden cleft palate (HCP). The diagnosis is complex
as there is no visible anatomic defect in this type of a
cleft palate. So, the disease cannot be diagnosed at the
maternity home.

The purpose of our work was to evaluate ENT organs
in patients with HCP and select a treatment option. We
examined 7 children with HCP aged 4 to 7 years old
(5 boys and 2 girls).

It was found out that over 50% of patients with HCP
had middle year (auditory tube dysfunction and exu-
dative otitis media) pathology and speech disturbance.
II-1II degree nasopharyngeal tonsil hypertrophy was
found in 71.5% of cases. Nasopharyngeal endoscopy
and diaphanoscopy are essential in HCP diagnosis when
separation of the soft palate muscles along the median
line is obvious.

Partial adenoidectomy was performed in all patients
with II degree nasopharyngeal tonsil hypertrophy
and auditory tube pharyngeal orifice block. This is
how velopharyngeal insufficiency was prevented. Bi-
lateral tympanostomy was done in children with the
pathology of the middle ear and inadequate conser-
vative treatment and long-term silicone shunts were
installed.
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HIOJIHSJIACH [IBYCTOPOHHSSI TUMIIAHOCTOMMSI U YCTaHAaB-
JIMBAJINACH JIIUTEIBHO CTOSAIIUE CHIIMKOHOBBIE IIYHTBHI.
I'maBHas 3a7a4a OTOPUHONAPUHIONIOrA 3aKIHOYAECTCSA
B PaHHEM BBISIBJICHUU BPOXKICHHOIO IOpoKa. Bee netw,
HMEIOIIYE TTaTONOTHIO CPEAHETO yXa B COUETAHUU C PH-
HO(OHMEH, TOIKHBI 00CIEI0BaThCSI OTOPHHOJIAPUHTO-
jmoramu Ha nipenMeT BoisiBinenust CPH.

Knrwouesnvle cnosa: sposicoennas pacuenuna eepxuel
2ybbl U Heba, 8POICOCHHAsL CKPbIMAs pacuenuna Heba,
Odemu, ocmpblil CpeOHuil Omum, WyHmuposanue bapa-
banHoll nonocmu, HeOHO-2TOMOYHASL HEOOCMAMOYHOCHIb

The ENT-specialist’s main task consists in the early
revision of a congenital defect. All children with the
middle ear pathology accompanied by rhinophony must
be examined by ENT-specialists to find a HCP.

Key words: congenital cleft upper lip and palate,
congenital hidden cleft palate, children, acute middle
otitis, tympanic cavity shunting, velopharyngeal insuf-
ficiency

C xaxApIM TOIOM yBEIMYMBAETCS YHCIIO JETeH,
POXICHHBIX C TIOpOKaMu pa3BuTus nuna. Hambonee
YacTOW W3 JTAaHHBIX TOPOKOB SIBJISETCS BPOXKICHHAS
pacuienvHa BepxHei ryosl u Heba (BPBIuH) [3, 4].
Juarnoctuka 3a001eBaHus HE BBI3BIBACT CIOXKHOCTEH.
B OGonpmmHCTBE CcitydaeB peOeHKY HpH POXKICHUU
yCTaHaBIMBAIOT JUArHO3 M HANpPaBISIOT B CIELUAIU-
3WPOBAaHHOE YUPEKIACHHE /IS TIPOBECHIS MHOTOITAII-
HOTO XMPYPTHUYECKOTO JICUCHHSI.

OpHAaKo CyIIECTBYeT KaTeropus MalHeHTOB, KOTO-
PBIM BBISBIISIOT paclieldnHy Heba B Oojee crapiiem
Bo3pacre. Kak mpaBuio, 3To ciy4aercss B TO BpeMms,
KOTJIa TIOSIBIAIOTCA KIMHUYECKHE TIPU3HAKK 3a00JeBa-
HUSL U POIUTENH peOeHKa o0palaroTcs 3a IOMOIIBIO
B NOJIUKJIMHUKY. JTO JETU CO CKPBITOM pacIieInHON
Heba (CPH). CinokHOCTh AMArHOCTHKU 3aKJIHOUASTCS
B TOM, YTO TIPY IaHHOM BHJI€ PACIICITHHBI HET BUIUMO-
rO aHaTOMHYECKOTO e(exTa, modITOMy B POAIOME Ta-
uuenty co CPH He ycraHaBnuBaeTcs AaHHBIN JHArHO3.

IIpn CPH anmatomudeckuii nedeKT BRIpaKEH MHHU-
MAJIbHO IO CPABHCHHIO C JAPYTMMH BUAAMH PACHICINH.
JlaHHBIN BUT pacIIeIMHbI XapaKTePU3yeTCsl: pacIerie-
HHUEM MBIIII] MATKOTO HeOa IPH COXPaHSHUH IIEIOCTHO-
CTHU CIIM3UCTON 0OOOUYKH; HAJTMIMEM KOCTHOTO AedeKTa
TPEYTOILHON (hOPMBI TI0 CpEIHEH JIMHUH 3aIHEH JacTh
TOPU30HTANBHON HEOHOM TUIACTHHKH; paclielyIeHuEM
uvulae pa3HOH cTeneHH BBIpAXKEHHOCTH [5, 6, 7, 8].

Kak m3BectHoO, yacto y nereit ¢ BPBI'uH nmerorcs
poOJIeMBI CO CTOPOHBI cpenmHero yxa. HempaBuisHOe
MPUKPEIUIEHUE MBI Heba CIoCOOCTBYET Pa3sBUTHIO
JUCHYHKINH CIIyXOBOH TpyOBI, YTO MPUBOAMT K CKO-
IICHUIO dKCCyAaTa B OapabaHHOM MOJIOCTH. Y TaKuX Je-
Tell B aHaMHE3€ OTMEYAIOTCs PELUAUBUPYIOIIUE Cpel-
HUE OTHUTHI, CHIDKEHHE CITyXa TI0 KOHIYKTHBHOMY THITY,
YTO SBNAETCS MPUYMHOMN 0OpaIeHust ponuTesel K oTo-
puHOMapuHronory [1, 2]. Takxke y marmentos ¢ BPBI'uH
B psizie CIy4aeB HaONMIOMAeTCsl HapyIleHne ped BCIeH-
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CTBHE HEIOCTaTOYHOCTU HEOHO-IJIOTOYHOIO CMBIKAHUSI.
Hern ¢ BPBI'uH BbIHYXZI€HBI B T€UEHUE IJIUTEIBLHOTO
BPEMEHH 3aHUMAThCS C JIOTOMENOM JUT YITy4IIeHHs Ka-
YeCTBa IIPOM3HOIICHHUS 3BYKOB U YMEHBIIICHHUS KIIMHUYE-
CKHX TPOSIBJICHUH HEOHO-TJIOTOYHON HEAOCTATOYHOCTH.

VYuureiBas, uro npu CPH nedext Heba MuHNMATH-
HBII TI0 CPaBHEHMIO C APYTMMHU (OpPMaMH pacILeNvH,
BO3HUKAET BOIIPOC, XapakTepHa i rarosorus JIOP-op-
TaHoB, BCTPEYAIOUIAsACs Y AeTel ¢ TUMUYHBIMU (opMa-
mu BPBI'uH, mis nereit co CPH?

Takum 00pa3oM, HeJbI0 Halel paboThl SBHUIACH
oueHka JIOP-opranos y manuentoB co CPH u Br1OOp
TaKTUKH JICYCHUS.

MarepuaJjibl 1 METOAbI

3a nepuon ¢ 2014-ro mo 2016 rox Hamu ObLUIO 06-
cienoBano 7 nereit co CPH B Bo3pacte ot 4 no 7 ner
(5 MamBIMKOB U 2 IEBOYKH).

BceMm pmetsim mpoBeneHo obOcienoBaHue, BKIIIOYAIO-
mee B ce0s1: cOOp aHaMHe3a KU3HU U JKajI00; IepeTHss
PUHOCKOIIHSI, Me30()apUHTOCKOMIHS; SHIO0OTOCKOIHS;
SHIOCKOMIHS HOCOTIIOTKH (TI0 TpaHCHA3aJIbHON METO-
JINKE) C OIICHKOW COCTOSHUS TJIOTOYHBIX YCTHEB CITY-
XOBBIX TpPyO, IMIOTOYHOW MHWHIAIUHBI, MATKOTO HeOa;
nradaHocKonus (MCTOYHHUK CBETa TIOMEIIACTCS B HO-
COTJIOTKY, OJJHOBPEMEHHO BBIMOJIHSICTCS Me30(apHH-
TOCKOITHSA ); KOMITBIOTepHAst ToMOTpadust CpemHel 30HBI
JIMIIA; MCCIIEOBAaHUE COCTOSIHUSI CPEAHETO yXa (TUM-
MTAHOMETPHS); OIIEHKA CITyXOBOW (PYHKINH (TOHAIbHAS
MIOPOTOBAas AYTUOMETPHSI); KOHCYJITAIIUS JIOTOIIE/IA.

Pe3yabTarsl

B xone Hamrel paboThl npu cOope aHaMHE3a U Ka-
7100 MBI BRIIBHIIH, 4TO Y 6 neteii (86%) co CPH B anam-
He3e ObUIH PELUAMBUPYIONIUE OCTPhIC CPETHUE OTUTHI,
B CBSI3H C UEM POIUTEIH OOPATHINCH K OTOPUHONAPHH-
ronory. 4 (57%) pebeHKa U3 HUX UMENN OTKPBITYIO PH-
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HO(OHMIO, TIO TIOBOAY KOTOPOW HaOMIONANUCH Y JIOTO-
mexa. 1 (14%) manueHT MMeT TOBKO HapyIICHNHE PEedH
1 OB HampaBlieH K OTOPHHOJAPUHTONOTY JOTONEA0M
B CBSI3H C 0€3yCIENIHBIMY JIOTOTIEANYECKUMU 3aHATH-
sMu st uckirodenuss CPH.

[Ipu oOcnemoBaHMy AeTel W MPOBENESHUN TIepeTHeN
PHHOCKONIMM HaMH ObUIO BBISBICHO, YTO Y BCEX MAalld-
€HTOB MMEETCsI YKOPOYCHHE COIIHHMKA B 3aJHHUX OTIe-
nax, meperoponka Hoca B 100% cirygaeB pacronaranach
mo cpeaneit nuHuu. Ilpu mpsimoit Me3odapuHrocko-
MU y BCEX OOCIEMYEMBIX MAIEHTOB BHU3yaIH3UPOBa-
JIOCh pacieruieHue uvulae, ne)ekToB HeOa BBISBICHO
He Obu10. [uneprpodus neOHbx MunaamH 11 crenenn
ormedanach y 1 (14%) pebenka, y 3 (43%) nereii HeOHbIE
MHUHAAIMHBI ObUTH runeptpodupoBansl g0 I-11 crenenu.

Bcem gersim BBITIONTHEHA JMArHOCTHYECKAs HIOCKO-
n¥st HOCOMTOTKH. ['MrepTpodus IOTOYHON MUHIATHHBI
Il crenenn Obina BeIBIEHa y 2 (28,5%) marueHToB.
Bo Bcex ciryuasx nuMdouiHas TKaHb OJIOKHpOBaJia TIo-
TOUYHBIE YCThsI CITYXOBBIX TPYO ¢ IBYyX cTOpoH. Y 3 (43%)
MalMEeHTOB aJeHOUHbIe Bererauuu gocturanu Il cre-
nenu rumneprpoduu, y 2 (28,5%) — 1 crenenn. Bo Bpe-
Ms TIPOBEJICHHSI UCCIIEIOBAHUS OTUETINBO OTMEYAIOCh
BIIQBJICHHUE 110 CPEIHEH JIMHUHM MSTKOTO Heba, TIPH 3TOM
cnmsucTas obonmouka Heba He Obula HapylieHa. Beem
IETSIM TapajuIeNbHO TIPOBOIMIACH TUA(aHOCKOIHS.
HcrouynnkoM cBeTa SBISAJICS CaM SHIIOCKOII, KOTOPBIH
HaxoAwics B HocornoTke. [Ipu omHOMOMEHTHOM TIpO-
BEJICHUH Me30(hapUHTOCKOITUH OTYETIMBO OBUIO BUIHO
pacxoXIeHHe MBI MSATKOTO Heba 1Mo cpemHel JTNHUY,
gt0o moaTBepxkaano Hammune CPH. [IpoBeneHHass Kom-
MBIOTepHAsE ToMorpadusi CpelHed 30HBI JIMIA TaKKe
ronrBepmwia Haaraue CPH y Bcex oOcienyemMpIx aerei.

Bcem nanmenTam MBI BBITOJIHWIN 3HI00TOCKOIIHUIO.
VY Bcex gereli ¢ peluANBHPYIOMIUMHI CPETHUMHU OTHUTA-
MU B aHamHese (86%) OapabaHHBIE MEPETIOHKH OBUIH
TYCKJIBIMH, CBETOBOHU pedriekc He ompeaensiics, 3a Oa-
pabanHBIME TiepenoHKamu y 5 aereit (71,5%) Busya-
JU3UPOBAJICS MPO3PAYHBIA UM MyTHBIH SKccynar. [Ipo-
BeJICHHAS aKyCTHYECKas UMIIeTaHCOMETPHS TI03BOJIHIIA
HaM MOATBEPIUTH HAJIMUUE HKCCYAaTa B TIOJIOCTH Cpell-
HETO yXa, BO BCeX cirydasx (5 gereit) perucTpupoBacs
tunt B TuMnanomerpudeckoi kpuoid. Y 1 (14%) pe-
OcHKa mpH MPOBEIEHNH 0TOCKONUHU OapabaHHbIE Tiepe-
TIOHKH OBUTH CEPOTo IBETa, CBETOBOU pediekc ompe-
JeJsIcs, TI0 JAaHHBIM aKyCTHYECKOH THMITAHOMETPHUH
PETHCTPHUPOBAJICS THUI TUMIIAHOTPAMMBI A C JIByX CTO-
poH. Tumnanorpamma tuna C perucTpupoBaiach Tak-
xe y 1 (14%) manuenTa, npu oTocKonuu OapabaHHbBIE
MIEPETIOHKH ObUTH OJeTHBIMA, BTAHYTHIMU. 110 maHHBIM

«QUANTUM SATIS»

TOHAJLHOW MOPOTOBOW ayIMOMETPHH ABYCTOPOHHEE
CHIDKEHHE cilyxa | cTerneHn mo KOHIYKTHBHOMY THUILY
o610 ¥ 4 (57%) 00CIeI0BaHHBIX MAIIMEHTOB C AKCCY/Ia-
TUBHBIM cpenHiM oTuToM. Y 1 (14%) peberka umenach
IT creneHp KOHAYKTHUBHON TYTOYXOCTH C JBYX CTOPOH.

Y4uuteiBasi BBISBICHHYIO MaTOIOTHIO CO CTOPOHBI
JIOP-opranog, cramo odeBuaHBEIME, 9To AeTH co CPH
HYXJIAI0TCA B IPOBEICHUN XUPYPIHYECKOTO U KOHCEp-
BaTHBHOTO JICUCHMS.

2 (28,5%) maumeHTam c TUNEpTpoduei aaeHONIHBIX
Bererarmii [I1 crermreHn 1 GJIOKOM TIIOTOYHBIX YCTHEB CITy-
XOBBIX TPYO BBIIIOJIHEHO OIIEPATUBHOE JiedeHHe (TapIiy-
anpHas aneHotomus1). JlaHHBIH 00BEM XHUPYPrHYECKOTO
JieqeHns ObUT BEIOpaH, yUUTHIBASI PHCK PA3BUTHS WITH YCY-
ryOneHuss HeOHO-TJIOTOYHOM HEZOCTaTOYHOCTH B TIOCTIe-
OTIepaIioOHHOM Tiepriofie. B xone omepanyy MbI He yaa-
TSUTA TUMGOUTHYIO TKaHb B CpPeIHEH 30HE HOCOIIIOTKH,
3aTparvBalluCch TOJNBKO Te (PparMeHTHI aJICHOMTHBIX Be-
TeTaluii, KOTOpble OJOKHPOBAIH TIIOTOYHBIE YCThsI CITy-
XOBBIX TpyO. OcTaBlieHHbIN ()parMeHT TIIOTOYHON MUH-
JTAJTMHBI CITOCOOCTBOBAJI TUTOTHOMY HEOHO-TJIOTOYHOMY
cMbikanuio. 1 (14%) pebenky c runeprpodueii HeOHBIX
MuHAaauH Il cTeneHu BBINOMHEHA JBYCTOPOHHSISI TOH-
3WIIOTOMES. B TocreonepannoHHOM MepHoe YXyALle-
HUSI Ka4eCTBa PEUM HE OTMEYAIOCh HU B OIHOM CITydae.

Bceewm netsam ¢ nucdyHKIMEH CIryXoBOH TPpyOBI U DKC-
CYIaTHBHBIM CPEIIHUM OTHUTOM MBI Ha3HA4Yalld KypChI
KOHCEPBATHBHOTO JiedeHusI (TIPOTyBaHIe CIIYXOBBIX TPYO
nio [TonuTepy, mHeBMoMaccax OapabaHHbBIX MEPETOHOK,
¢u3noNeueHre, TpaHCTYOapHOE U TPaHCHA3AIBHOE BBE-
JIeHHE JIEKapCTBEHHBIX MpenaparoB). Hecmotps Ha mpo-
BezieHHOe Jiedenue y S (71,5%) neteli ¢ 3KCCyAaTHBHBIM
CpeIHUM OTHTOM IO JaHHBIM OOCIIEIOBAHUS COXPAHSIICS
9KCCyZaT B MOJIOCTH CPETHETO yXa U OTMEYaJioch CHH-
JKEHHUE CITyXa M0 KOHJIYKTHBHOMY THITY Pa3HOW CTETIEHH
BBIP2KEHHOCTH. J[aHHBIM MalMEeHTaM OBLIO BBIIIOJHEHO
OIepaTUBHOE JIeUCHHUE (JBYCTOPOHHSS TAMIAHOCTOMHUS).
YunThIBas maTtoreHe3 3a00IEBaHNS, MBIl YCTaHABIHUBAJIH
JUTMTETIBHO CTOSIIVE CHIIMKOHOBBIE HIYHTHL. CpOK Ha-
ONroneHus 3a IETBMH TIOCJIE ONEePaIi COCTABIII OKOJIO
1,5 net. 3a BpeMs HaOJIONCHHUS HU Y OJHOTO peOeHKa
HE OTMEYAJIOCh SITHU30/I0B BOCHAJICHUS CPETHETO yXa.

BriBoabI

YuuThIBast pe3yAbTaThl Hallled paboThl, Mbl IIPHIILIN
K BBIBOAY, uTo aisi neteit ¢ CPH, Tak ke kak u ais ma-
uMeHtoB ¢ apyrumu Buzamu BPBI'mH, xapakrepna
MATOJIOTHSA CPEAHET0 yXa, a TakkKe HapyLIeHHE PEUH.
I'maBHast 3ajaya OTOPHMHONAPMHIOJOTA 3aKITHOYAETCS
B PaHHEM BBISBICHHH BPOXICHHOIO IIOPOKA, BEXb,
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KaK MPaBUIIO, POAMUTENHN MALMEHTa HE JOTaJbIBalOTCS
0 Hajw4uue y pebeHKa BPOXKACHHOTO ITOPOKa, W Tep-
BOIIPUYUHON OOpAIlCHHs K Bpauy SBJISIFOTCS TPOOIIe-
Mbl co ctoponbl JIOP-opranos. Bece neru, umeroniue
MaTOJIOTHIO CPEJHETO yXa B COYETaHUU C PUHODOHH-
el, TOIHKHBI 00CIIeZI0BaThCS OTOPHHOIAPUHTOIOTAMHU

Ha npenmet BoisiBlieHus CPH. Takum netsM BbION-
HSETCA IMarHOCTHUYecKas DYHIOCKONIHS HOCONIOTKH,
JMaaHOCKOITHUS, & TAK)KE KOMITBIOTEPHAsT TOMOTpadus
cpenHeit 30ub1 Jiniia. Pannee BoisiBiienne CPH no3Bosis-
€T BbIOpaTh MPABUIILHYIO TAKTUKY JICUCHHS TAKHX TAIH-
€HTOB, YTO HEOOXOIUMO ISl YCIEITHON peaOnTuTaIiH.
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Pe3rome

B ncuxonesponoruyeckom otneneHun ['BY3 «HIIL]
crer. Men. moMomu aersMm /I3M» coBMecTHO ¢ Bpa-
YaMH-TEHETHKaMHU 00CIIeIOBaHbI 12 MalMeHTOB C AIH-
JIETICUEH, 3aJE€PKKOH IICUXOMOTOPHOIO M PEYEBOIO
pasBuTusi. HaOmonenne BkIouano (GEeHOTUIMHYECKUI
aHaJIN3: XapaKTep NPUCTYIIOB, KOTHUTUBHLIX U IIOBCACH-
YEeCKHX HapylIeHHH, BUIEO-3IeKTposHIedanorpadus,
MarHUTHO-PE30HAHCHAs TOMOTpaus TOJIOBHOTO MO3Ta,
JIUIEBBIC TU3MOP(UU, OCOOCHHOCTH TIEPUHATAIILHOTO
Meprosa U TapreTHOe SK30MHOE CEKBEHHPOBAaHHUE Ta-
HEJIW TEHOB, ACCOIMHMPOBAHHBIX C JMIJICNITHYECKON
sunedanonarueit (NGS). JlnuTenbHOe MEIUIUHCKOE
COTNPOBOK/ICHHE U aHAN3 (PEHOTHIIA MAIIMEHTOB C JITU-
JIEITUIECKOM dHIIE(haIonaTHeil He MO3BOIMIIN TUATHO-
CTHUPOBATh N3BECTHBIC MOHOTEHHBIE (DOPMBI AITMIICTICHH.
B pesynbrare mcciieoBaHus BBISBICHBI MaTOTEHHBIC
BapHaHTHl B cienyromux reHax — PCDHI9 (n=1),
ALDH7A1 (n=1), SCN24 (n=2), GRIN2B (n=2),
DOCK7 (n=2), HCNI (n=1), CNTNAP2 (n=2),
DLGAP2 (n=1). I[losBnenne B JUTEpaType TaHHBIX
0 HOBBIX MyTamusx W ¢GopmMax SHUICNTUIECKUX JH-

Abstract

12 patients with epilepsy and delay in psychomotor
and speech development were examined by genetic
scientists at the psychoneurological department of the
Clinical Research Center Providing Specialized Aid to
Children of Moscow Health Department. The obser-
vation included a phenotypic test such as the type of
attacks, cognitive and behavior disturbances, video-as-
sisted electroencephalography, magnetic resonance im-
aging of the brain, facial dysmorphia, peculiarities of
the perinatal period and targeted exomic sequencing of
the panel of genes associated with epileptic encepha-
lopathy (NGS).

Known monogenic forms of epilepsy couldn’t be di-
agnosed using the long-term medical management
and analysis of the phenotype of patients with epi-
leptic encephalopathy. The study results in pathogen-
ic variants of the following genes: PCDHI9 (n=1),
ALDH7A41 (n=1), SCN24A (n=2), GRIN2B (n=2),
DOCK7 (n=2), HCNI (n=1), CNTNAP2 (n=2), DL-
GAP2 (n=1). Data concerning new mutations and
forms of epileptic encephalopathies in a similar clin-
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uedangonaTuii Mpu CXOIHOW KIMHUYECKOH KapTUHE
3a0o0reBaHus M 00yCIaBIMBAaeT HEOOXOAMMOCTh B IPO-
BeneHur NGS ¥ aHanmmM3a reHOTUI-(PEHOTUITHYCCKUX
KOppEJLUN B KOKJIOM OTAEIBLHOM ClIydae.

Knroueewvie cnosa: snunenmuueckas 3Hued)a/zonamuﬂ,
CCHEMUYECKAAl 2EMePOCEHHOCb, MAapcemHnoe IK30MHOoe
CeKeerupoearue, 2eH0mun-d)eH0munuquKue Koppeniayuu

ical picture necessitates NGS and analysis of gen-
otype and phenotype correlations in every separate
case.

Key words: epileptic encephalopathy, genetic heteroge-
neity, targeted exomic sequencing, genotype and pheno-
type correlations

Beenenne

Dmwencusi — pacupoCcTpaHEHHOE HEBPOJOTHYe-
CKOE PacCTPOMCTBO, MOpaXarollee OKOJIo 65 MHILTH-
oHOB 4enoBek B mupe [1]. [Ipuumnna cynopor Gonee
yeM y 50% mromeii HeM3BECTHA, W SIMJICIICHS KBa-
Tu(UIUPOBaNacCh KaK «MAMONATHYECKas» COTIIacHO
kraccupukanuu 1989 roma [3]. B pesynerare uH-
TEHCHUBHOTO Pa3BUTHS METOJOB MOJEKYJISIPHO-TEeHe-
TAYECKOTO HCCIEIOBAHUS CTAIH 3KCMOHEHIIUAIBHO
YBEJIMYMBATHCS 3HAHUS O IPUIMHAX HIUOTIATHYECKHX
snmiencuid. JJanaslii GakT nociayxui tomy, uto Mex-
nyHapomHas ymra mpotus smwienicnn (ILAE) 3amenn-
Jla TEPMHUH «UAMOMNATHYECKas SMIIETICHS» Ha «TeHe-
TUYEeCKy1o anuiencuio» [4]. Kpome Toro, nossusercs
Bce OOJbIIe JOKA3aTeIbCTB TEeHETUUECKON MPUPOIBI
SIMJICTICUH BCJIEICTBUE CTPYKTYPHBIX aHOMaJIUii, Ta-
KX Kak (OoKasbHas JUCTUIA3Hs KOPBI, THIITOKAMIIAIb-
HBIU ckiepo3s [1, 5].

Onmientudeckas dHedanomnarus (33) — reHeTH-
YECKH T'eTepOreHHas TpyIIa TsHKEIBIX pacCTPOUCTB,
KOTOPBIE XapaKTEePU3YIOTCS HAIMYHUEM CYTOPOXKHOTO
CHUHJIPOMA M COTPOBOXKJIAIOTCS] BBIPAKEHHBIMU KOTHH-
TUBHBIMH U TOBEJCHYECKUMH HapymeHusamu. K Hacto-
smeMy BpeMeHH B 0a3e maHHbeIXx OMIM 3apeructpu-
poBaHO 56 (hEeHOTUIMYECKHX BapUaHTOB paHHHX DD
y nerelt [6].

B KkIMHMYECKON NpaKTUKE C LEJIbI0 MOUCKA MO-
JIEKYJISIPHOTO Jle(eKTa BCE Yallle MCIONIb3YIOTCS IMOJ-
HOJ’K30MHOE W TapreTHOE PK30MHOE CEKBEHHPOBAHHE
MmaHeyneu reHos [7].

Lenp maHHOTO HWCCIEOBAHUSA: BBISIBUTH T€HETHYE-
CKHE MPUYMHBI paHHeH DD y neTel U MOMbITaThCs Mpo-
BECTU TeHOTHUI-(DEHOTUITNIECKYIO KOPPEISIIHIO.

IanmeHTHI M MeTOABI MCCIETOBAHUS

Ob6cnenoBanb! 12 NManMeHTOB C MIUONATHYECKON
SMUIETICUEN, 3a€PIKKOI ICUXOMOTOPHOIO U PEYEBOTO
pas3BUTHS, HAOMIOAAIOMINXCS B ICUXOHEBPOJIOTHUECKOM
otnenenuu ['bY3 «HIIL] crien. Men. MOMOIIH JETIM
JA3Mp. IlpoBeneH (GeHOTHITUUECKUI aHATH3: XapaKTep
IIPUCTYIIOB, KOTHUTUBHBIX U MOBEJCHYECKUX Hapyllle-
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HUH, BHUJEO-3eKTpo3HIedanorpadus (Bugeo-20I),
MarHuTHo-pe3oHaHcHas Tomorpadus (MPT) romosHo-
0 MO3Tra U MOJEKYISIPHO-TCHETHUYECKUE HCCIICIOBA-
Hus (OO0 «'eHOMen» u mabopaTopust MOJEKYISIPHON
TEHETUKHA W TIOJTHOTEHOMHOTO ceKBeHHMpoBaHUsI ['bBY3
«HIIL creu. men. momouu aetsm JI3M» — pykoBoau-
tenb K.X.H. M.C. benenukun). Ha nposeaenue nccie-
JTIOBAHWSI TIOJIYICHO pa3pelieHrne DTHUESCKOTO KOMUTETA
I'bY3 «HIII] cnen. mexn. momomu getsm JI3M» mocie
MOJITUCAHUS POAUTEIAMHU TOOPOBOIBHOTO MH(OPMHU-
POBAHHOTO COIJIACHs.

Pesyabratel n 00cy:kaeHue

JlnurensHOE MEAVIIMHCKOE COIIPOBOXKICHHUE M aHa-
3 EHOTUTIA TTAIIMEHTOB C PE3UCTCHTHON K aHTHAIIU-
nentuiyeckuM npenaparam (ADII) 9D He mo3BoOIMIIO
JUArHOCTUPOBaTh H3BECTHHIE MOHOICHHBbIE (HOPMBI
snunencud. Mcxoas u3 atoro, ObUTH OmNpeneneHsl Ho-
Ka3aHUA K MIPOBEACHUIO TAPTETHOTO SK30MHOTO CEKBe-
HUPOBAaHUS TaHETU TE€HOB, aCCOLMHMPOBAHHBIX C Ha-
CIIeZICTBEHHBIMU (OpMaMu smujencuu. B pesynsrare
MPOBEJCHHOTO MCCIIEOBAHUS BBISBICHBI NTaTOT€HHBIC
BapHaHTHl B cienywomux renax — PCDHI9 (n=1),
ALDH7A41 (n=1), SCN24 (n=2), GRIN2B (n=2),
DOCK7 (n=2), HCNI (n=1), CNTNAP2 (n=2),
DLGAP2 (n=1).

Knunuko-reHeTnueckas XxapakTepUCTHKA TallUeH-
TOB NpeJCcTaBieHa B Tadbnuue 1.

Tax, nanueHTs! ¢ (GYHKINOHAJIBHO OAMHAKOBBIMU
MyTalusiMu B reHe GRIN2B vMenu pa3iuyHble KIIH-
HUYECKHE TPOSIBICHUS.

Knunuueckue npumeput c eviagienuem

y nayuenmos mymauuii 6 2ene GRIN2B

Mauuent M. (Ne5), mansuuk, 3 roma 4 mec. Kiu-
HUYECKUH auarHo3: Mauonaruyeckas reHepaan30BaH-
Hasi snuencusi, HenupdepeHIUpOBaHHBIA BapUaHT.
[lepuHaTanbHbIl aHaMHE3 0€3 0COOCHHOCTEH.

[lebrot 3a0oneBanus B Bo3pacte | I, KOrjga oTMme-
yanuch aHEeKTHBHO-PECTUPATOPHEIE MPUCTYIIBI, 3a-
MHUpPaHUS C BepCUEH I1a3 BIPaBO (/10 HECKOIBKUX pa3
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B JicHb). B 2 . Ha (hoHE MOIHOTO ONAroMmoNIy4ns yTpoM
BO BpeMsI CHa OOMSK, OTMEUaJIOCh LIYMHOE JbIXaHHUE,
TUIepcanuBalus, ¢ yrpaToi cozHanus. [lpuctyn ky-
MUPOBAJICST CAMOCTOSTENRHO. Uepe3 2 JHSA MapOKCH3-
MBI C 3aMHpaHUEM U 3aKaTbIBaHHEM IVa3, a BE4epOM
Ha (one Bricokoi Temneparypsl (1o 38,9 °C) pazsuics
TeHepaIN30BaHHbBIN CyqOopOXHBIN npucTyn. [lomoOHbIe
MIPUCTYTIBI TOBTOPSIIMCH M 0€3 MOBBIIEHUS TEMIIEpaTy-
poI Tena. Kimmamdgeckast u 991 -pemuccust Ha poHe mpu-
eMa IpernaparoB BaJbIIPOEBON KHUCIOTHI yepe3 1 rom.
D¢ peKTHBHOCTH MPOTUBOIMUIEITUYECKON TEpAIHH:
cokparienue npuctymnoB Ha 100%.

denoTunU4ecKkre 0co0eHHOCTH: JINLIEBBIX AUMOP-
¢wuit HeT. MATEIUTeKT HE HapymeH. PeOeHOK KOHTak-
TEH, aJIeKBaTeH. XapakTep MPUCTYHOB — (eOpHiIbHbIC:
BO CHE 3aMHpaHME C 3aKaTbIBAHUEM IJIa3, 3aTE€M CHM-
METpPHYHBIE KIIOHWYECKUE CYIOpOTH, aeOpHiibHbIC:
BO CHE 3aMHUpaHHE, 3aKaTbIBaHHE Ivla3, 3aT€M pPBOTa
Y MOUYEHCITyCKaHHeE.

[o nanueiM Buneo-O3I" uppuraruBHble AU y3HBIE
W3MEHEHUS] PUTMUKHU KOPBI U TIOAKOPKOBBIX CTPYKTYP.
OnuaktuBHocTH HeT. MPT rojoBHoro mo3ra 6e3 ma-
TOJIOTHH.

BrisBneH paHee OMUCAaHHBIM y OOJBHBIX BapHaHT
HYKJIEOTHIHOHN HOcIenoBaTenbHOCTH B reHe GRIN2B
(chr12:13716759C>T, rs187979330) B reTepo3UTrOTHOM
COCTOSIHUH, MPUBOASAIIMM K 3aMeHe aMHHOKHMCIOTHI
B 1138 no3unmu Genka (p.Argl138Gln).

IManuent 3. (Ne 6), mansuuk, 11 mec. 8 gueii. Knu-
HUYECKUH IuarHo3: PaHHAS MUOKIOHMYECKast SHIEda-
nonarusi. CHHIPOM JIBUTATEIbHBIX HapylieHuit (hop-
MHUPOBaHHUE CIIACTHYECKOTO TeTpamapesa). 3aaepikka
IICUXOMOTOPHOTO U MPEAPEYEBOTO Pa3BUTHL.

Bepemennocts npotekana Ha ¢pone OPBU, recto-
32 U MU3MEHEHHOI0 OMOXMMHMYECKOIO MPEeHaTaIbHOIOo
CKPHHHUHTA, YTO SBUJIOCH MTOKa3aHUEM JJISl HHBa3UBHOM
npeHaTanpHoN aAuarsoctuku. Kapuorun miona 46, XY.
Ponst II camocrosiTennbHble B TOJIOBHOM MpeJJIeKaHUN
Ha 41-42-i1 Hen. bepeMeHHOCTH, Ha (JOHE CTUMYIIALIUH
OKCUTOLIMHOM. Macca nipu poxaeHun 3650 1, qinHa
53 cm, Anrap 8/9. Panee pa3Butue ¢ 3aJepiKKON TICH-
XOMOTOPHOT'O ¥ IPEIPEIEBOrO pa3BUTHA.

Jle6roT 3aboneBaHus B Bo3pacte 1 Mecsll, Korma
MOSIBUJIMCH MUOKJIOHUYECKHE MPHUCTYIIBI U MPHUCTYIIBI
10 THITy CEPUHHBIX U ONMHOYHBIX B3AparuBaHUN (MH-
¢danTHnpHBIe cna3mbl). Ha ¢oHe ropMoHanmbHOU Te-
panuu MOJIOKUTENIbHAs TUHAMUKA B BUIE OTCYTCTBUS
MO (UITUPOBAHHON THIICAPUTMHH B OOAPCTBOBAHUH,
MPAKTHYECKU TIOJTHOTO OTCYTCTBHS SMU30/I0B «BCIIBIII-
Ka-TI0/IaBJIEHHE» BO CHE, YJIydIlIeHUs! (JOHOBBIX Xapak-
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TEPHUCTUK, OTCYTCTBUS UHPAHTUIHHBIX CITA3MOB, OJTHA-
KO MHOKJIOHWYECKHE TIPUCTYTIBI COXPAHSIIHCE.

XapakTep TPUCTYNOB: WH(DAHTUIBHBIC CHA3MBbI
(acuMMeTpHUYHBIE OIMHOYHBIE M CEPUAHBIE AITHIIETITH-
YECKHUE CIa3Mbl), aCHMMETPHUYHBIE TOHUYECKUE MPHU-
CTYINbl, ONWHOYHBIE W CEpUIHBIE MUOKIOHHYECKHE
MIPHUCTYTIBI

DeHOTUNHYECKHE OCOOCHHOCTH: MOHTOJIOMIHBIH
paspe3 1ias, Ia3Hple IeNTH y3KHhe, JaKPHUOIHMCTHT,
CIacTU4eCKUil Terpamnape3. Peakuus cocpenoroueHus
Y KOMIUJIEKC OXKUBJICHUS Ha BHEIIHUE Pa3IPaKUTENH.
I'ynenust Het. YimbiGaercs.

Panee mpoBeeHHOE T€HETUYECKOE MCCIIEOBAaHUE!
CEJIeKTHBHBIN CKPUHUHT Ha HACIeICTBEHHBIE 0O0JIe3HN
oOMeHa ¢ HayasmoM B HeoHaranbHOM nepuone (TMC)
Y aHaJlM3 MOYHM Ha OPTaHMYECKHE KUCIOTHI 0e3 m3Me-
Henuit. [lo manHbpIM BHuaE0-O3I" — MyIbTHPETrHOHAI-
Hasl AMIIENTH()OPMHAST aKTHBHOCTh B JICBOW BHCOY-
HOM 00JIacTH, JIEBOM 3aTBUIOYHOI 00NacTH, B MpaBOH
IEHTPaJIbHO-BUCOYHON 00JIACTH, 3apErUCTPUPOBAHBI
MHOXX€CTBEHHbIE MHOKJIOHHH DPa3IUYHON CTEMEeHU
BBIPDA)XEHHOCTH, B psAJ€ CIy4yaeB HallOMHUHAIOLINE
SMWIETITUYECKAE KOPOTKUE CIa3MEI, a B psle — Hed-
MWICTITUYECKUNA MUOKJIOHYC, aCHMMETPUIHBIC OIHOY-
HbIC U CEpUUHBIC SMUICNTUYECKUE CHa3Mbl, aCUMMe-
TPUIHBIC TOHHYECKHE pucTymbl. MPT Ge3 matomorum.

YuutsiBasi (papMaKOPE3UCTCHTHOE TEUYCHHE OIIH-
JIETICUU, PeOSHOK TIEpPEeBEICH HAa KETOTCHHYIO IHETY
(3:1). KonmraecTBO MPHUCTYIIOB COKpaTmwiock. OTMmeda-
10TCs ynmydieHust Ha 991 Mansunk Haual KpaTKoBpe-
MEHHO (PMKCHUPOBAThH B3IVISJ] U HEMPOAOIDKUTEIBHO Clie-
JUThH 3a mpeameToM. [IpuciyimmBaeTcs kK 0OpalieHHOMI
pedH, peaKo yipIoaeTcs.

BrisiBiieH paHee He ONUCaHHBIN Y OOJBHBIX BAPHAHT
HYKJICOTHJIHOHM MOcaenoBaTenbHOCTU B reHe GRIN2B
(chr12:13716451G>A) B TeTepO3UTOTHOM COCTOSIHUU,
MPUBOIAIIMN K 3aMEHE aMUHOKHUCIOTH B 1241 mo3u-
uu Oenka (p.Argl241Trp).

I'en GRIN2B xomgupyetr Oenok cemeiictBa N-Me-
tun-D-acmaprata (NMDA) — penenrropo. NMDA -pe-
[ENTOPHI 00ECIICUNBAIOT MEIJICHHYIO KaJIbIHI-0TIOCpe-
JIOBAaHHYIO CHHANTHYECKYIO Mepeaavdy B IEHTPaIbHOM
HepBHOU cucteme (LIHC). I'en GRIN2B wurpaeT Bax-
HYIO pOJIb B Pa3BUTHUU TOJIOBHOTO MO3Ta, oOpa3oBa-
HUM HEHPOHHOM CETU, CHHANITUYECKOW TIACTUYHOCTH,
KJIETOYHOH MUTpaliu U nudpepeHupoBke. MyTtanuu
B JIaHHOM T'€HE aCCOI[MUPOBAHEI C HEBPOJIOTHYECKHU-
MH PacCTpONHCTBAMH, BKIIIOUAsl ayTHU3M, CHHIPOM TH-
MEPAKTUBHOCTU U JepuirTa BHUMAHUS, SMUICTICHIO
[10].
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De novo myranun B rene GRIN2B B retepo3uror-
HOM COCTOSHUM OIIMCaHbl y IAIlMEHTOB C ayTOCOM-
HO-ZOMHHAHTHBIM 3a00JIeBaHHEM — PaHHSS SIHJICITH-
geckas sHredamonatusd, tTan 27 (OMIM: #616139)
[10].

JlanHble HAONIOMEHUS WILTIOCTPHUPYIOT 3P (HEKTUB-
HOCTh MEJJUKAMEHTO3HON KOPPEKIINHU B IIEPBOM CITydae
u otcyrcTBue 3pdekra or ADII Bo Bropom Habmone-
HHH, 9TO MOTpeOOBajo nepeBoma pedeHKa Ha KETOTCH-
HYIO IUETY C IOBEICHUEM JIO PEMHUCCHH T10 MIPUCTYTIAM.
Ortcroza BBIBOA, 4TO NP (PYHKLMOHAIBHO OAWHAKOBBIX
MYTAIIUSAX, BCE-TAKU HE UCKITFOYAETCSI BOSMOKHOCTh TO-
nmydeHus TepaneBTuueckoro 3¢ exra or ADIL, urto no-
3BOJISICT YACTHYHO Pa3BesTh MU O HEKypaOeIbHOCTH
MOHOTCHHBIX (JOPM SMUIICTICHH.

Knunuueckue npumeput ¢ vlagienuem

Y RAUUEHMO8 (YYHKYUOHANbHO PA3HBIX MYyMAyull

6 zene SCN2A4

Maument II. (Ne9), manpuuk, 16 net. Knunuue-
CKMIl nuarHo3: MouonaTudeckass reHepalu30BaHHAs
snuencusi ¢ GeOpUIbHBIMU CYIOpOTraMH TUTIOC KITU-
Huyeckas pemuccus ¢ 2008 r.

Pebenok or 1-ii OGepeMEHHOCTH, TpPOTEKaBIIEH
C yrpo3oil mpepeiBaHus B 1-M TpUMecTpe, aHEMHEN.
Pomer cpounsie. B pogax — o6BuTHe mynmoBuHONW. Macca
npu poxzaenuu 3110 1, poct 52 cMm. Pannee pa3sutue
o Bo3pacTty. B meprone HOBOPOXKIEHHOCTH PEeOCHOK
OBLT OYCHB OECITOKOCH, YaCTO CPBHITHBAIL

Jebror 3aboneBanusi ¢ 7 neT — MHOTOKpaTHBIC
(15 pa3) ToHMYECKHE CyTOPOKHBIE MPHUCTYIIBI C yTpa-
TOU CO3HaHMA U MOCIETYIOIUM MBIIIEYHBIM JIPOKaHU-
eM, Ha (poHe TOBBIIIIEHHS TEMITEpaTypsl Tena. Jlaurens-
HOCTb IPUCTYNOB 10 3 MUH. [lonokutenbHbIi P exT
Ha ¢ore npuema ADII. Jlunesrix nusmopduii Het. Un-
TEJUIEKT He HapylleH. PeOCHOK KOHTAaKTEH, aJleKBaTeH.

ITo nanabIM BHIE0-O0I" oTMedaroTCsl yMepeHHBIE
obmeMo3roBsle MU Py3HBIC H3MEHEHUS ONOAIIEKTPH-
YEeCKOI aKTUBHOCTH KOPBI TOJIOBHOTO MO3Ta; 3MUJIETITH-
(hopMHOI aKTHBHOCTH HE BBISIBICHO B OOAPCTBOBAHUH
u Bo cHe. MPT ronoBHOro Mo3ra — npru3HaKku rumoria-
3UM MOKEUKa. BpoxaeHHas KucTa 3aJHEH YyepernHon
SIMKH.

BrisiBnieH paHee He ONMCaHHBINA Y OOJIBHBIX BAPHAHT
HYKJICOTHIHOHN TociemoBarenbHOCTH B TeHe SCN2A
(chr%:166229774G>C) B T€TEpO3UTOTHOM COCTOSHHH,
NPUBOAAIIMN K 3aMEHE aMUHOKHUCIOTHI B 1287 mo3u-
nuu 6enka (p.Vall287Leu).

Mauuent A. (Ne10), mansuuk, 1 rog 5 mec. Knu-
HAYECKUH AMAarHo3: OMUJIETICHS CHMIITOMaTHYecKas
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MyJabTU(OKANbHAS, MHPaMUHAS HEJOCTATOYHOCTh
clieBa, 3aJepKKa MOTOPHOTO W TICHXOPEYEBOTO Pa3BH-
THSL.

PeGeHok oT OepeMeHHOCTH, HACTYIHBIIEH TOCIE
nepuosia OECIUIONUS M MPOTEKaBIlieH Ha ()OHE TOKCH-
ko3a. Ponbl cpounsie, oneparuBHble, Anrap 8/9.

Jlebrot 3aboneBanusi Ha 2-¢ CYTKH JKU3HU — Ha-
pactaHue IbIXaTeIbHOH HEAOCTAaTOYHOCTH Ha (oHE
acMpanMmoOHHOTO CHHIPOMa, CHHApPOMAa YTHETEHHS
IHHC, neonatanbhbix cynopor. C 15 e >ku3HuU pe-
TUCTPUPOBAIIUCH YaCThle (POKATBHBIEC TPHUCTYIIHI B BUIE
BEPCUH TOJIOBBI BIIPaBO, MUOKIJIOHUH BEK, a TaKXKe Te-
MUKOHBYJIbCUBHEIE IMPUCTYIBI CIIPaBa U aCUMMETPUY-
HBIE aKCHAbHBIE MHOKIIOHIYECKHe cra3mbl. [IprcTyms
KyIHpoBaHbl (peHoOapOuTaIoM U mpernaparaMu Bajlb-
npoeBoi kuciotel. Pemuccus no 10 mec. B Bo3pacte
10 Mec. mpUCTYIIBI BO30OHOBHIIUCH — CEpUIHBIE (IIeK-
COpHBIE CITa3Mbl, aTOHUYECKUE MPUCTYTHI (10 4 cepuit
o 5—7 MPUCTYTIOB), JUTUTEILHBIC THITOMOTOPHBIC TIPU-
ctynsl (0-3/cyt.). B Tepanuio BBereH BUrabaTpuH —
JacTOTa MPHUCTYNOB yMeHbIIMIack Ha 75%. Pebenok
pa3BUBaETCs C 3aJePHKKON NICUXOPEUEBOTO U MOTOPHO-
TO pa3BUTHSL.

XapakTep MPHUCTYIIOB: aTOHWYECKHE, MUOKIIOHHUYE-
CKHE MPUCTYIIBI, SIMUICITHYECKIE TOHHYECKHE CTIa3MBbl
C MUHUMAaJbHBIMH MOTOPHBIMH TpoOsiBIeHHAMH. Oc-
MBICIICHHOMY KOHTaKTy TPyAHO AOCTyIeH. B3rsia ¢puk-
CHUpPYET HETPOAOIDKUTENHHO, CIEAUT KPATKOBPEMEHHO.
Peup — rynenwue, jemner, BHUMaHHE PacCesHO, THUIEp-
JTUHAMHYEH, UTPOBBIX HABHIKOB HeT. Jlerkas TuCTOHU-
YecKasl yCTaHOBKA TOJIOBBI BIIPaBo, moirynTo3 OD=0S,
nceBao0yaL0apHBI CHHAPOM, YMepeHHas Tuddy3Hast
TUTIOTOHUS, TIATOJIOTHYECKIE CHHKUHE3NH. [lemaeT He-
CKOJIbKO CaMOCTOSITEIIbHBIX I1aroB.

[To nanHbIM Buaeo-O31" — pernoHaibHas SMUIEITH-
(opMHasi aKTMBHOCTh B JICBOW TEMEHHO-3aThUIOYHOMN
obmactn ¢ (GOPMUPOBAHUEM MYJIBTUPETHOHAIBHOM
SMUICTITH(POPMHON aKTUBHOCTHU C TPEUMYIIICCTBEHHOU
JIOKaIM3aluel B JIEBOM MOJIYILIAPUU TOJOBHOTO MO3Ta,
3apeTUCTPUPOBAHBI CepHUilHbIe WH()AHTUIIBHBIEC CITa3-
MBI, 0€3 YeTKOTr0 MHMIMAIbHOro Hauajga B DO, MPT
TOJIOBHOTO MO3Ta — paclIpeHre Cy0apaxHOUIaTbHBIX
MPOCTPAHCTB B JIOOHO-TEMEHHO-BUCOYHBIX O0JIACTAX.

BrlsiBiieH paHee HE ONMCaHHBIN Y OOJIEHBIX BAPUAHT
HYKJICOTUIHOHN ToCienoBaTeTbHOCTH B TeHe SCN2A
(chr?:166237672insA) B reTepO3UroTHOM COCTOSHUH,
MPUBOASIINN K CABUTY PaMKH CUWTBHIBAHUS, HAUWHAsS
¢ 1506 komona (p.Ser1506fs).

[loTennman3aBuCUMBbIC HATPHUEBBIC KaHAJBI MPEI-
CTaBIISIIOT CO00# TpaHCMEMOpPaHHBIE TIIUKOIIPOTCHHO-
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BbIE€ KOMILJIEKCHI (TE€TpaMep), COCTOSIINE U3 YEThIpEX
cyobenuHuUIl, GopMHUpyIOUX Topy KaHaita. OcHOBHAsS
POJIb HATPUEBBIX KAHAJIOB COCTOUT B TCHEPAINH U Tie-
penade MOTEHIMAIOB ASHCTBHS B HEMPOHAX M MBIIIIIAX,
HEOOXOAMMBIX JIJIi BO3HUKHOBEHHS HEHPOHAIBHOTO
B030yxaenus. [en SCN2A4 xoaupyet anbba’-cyonem-
HUITy HaTPUEBOTO KaHaja. BapuaHTHl B TEHE OMHMCAHBI
y TAIMEeHTOB C paHHEH AMHUICITHYECKON dHIIe(aniona-
et Tam 11 (OMIM #613721) u 1o6pokadecTBEHHBI-
MH CeMeHHBIMH cyaoporamMu MiaaeHdectsa (OMIM
#607745).

B mammx HaOmromeHWSX NBa MamueHTa C (YHK-
LHUOHAJIBHO pa3IMYHbBIMU MyTanusiMu B rene SCN2A4
U C COBEPILIEHHO Pa3HOM KIMHUYECKON KapTUHOMW: OJIUH
C JTOOpOKAYECTBCHHBIM TCUCHUEM JIHJICTICHH, APYTON
C TsDKeJIoW, pe3ucTeHTHOH Kk ADIl 33. DTUM MOXKHO
OOBSICHUTh HEOOXOIMMOCTh TAPTeTHOTO CEKBCHHPOBA-
HUS TTaHEJH TEHOB.

JlpyruMH UHTEPECHBIMHM KIMHHUYECKMMHU HaOJII0-
JICHUSIMH B HAIIeW MpPaKTUKe OBbLIN MAIUCHTHI C MYy-
tauusamu B renax HCNI1, PCDH19, DLGAP2 u AL-
DH7A1

Knunuueckuii npumep c eviagieHuem

y nayuenmos mymayuu ¢ 2cene HCNI1

IManuent K. (Ne3), neBouka, 9 met. KnmnHndeckmit
IUarHo3: DNHJIeTNCHS KPUITOTeHHAasi MYyIbTH(HOKAIb-
Hasl.

PebGenok or 3-ii OepeMEHHOCTH, NpPOTEKaBLICH
¢ yrpo3oi npepbiBanus ¢ 14-ii Hegenu rectauuu, 2 po-
noB (1 3m0poBEIid pebeHOK 2-51 OepeMeHHOCTh 3amep-
mast Ha 9-i Henene rectanuu). Poasl B cpok ¢ Maccoi
3100 r. PanHee pa3BUTHE C 33JI€PKKOM IICUXOMOTOPHO-
IO U pEueBOro Pa3BUTHS.

B Bo3pacrte 3 Mmec. JKU3HH OTMEYaIMCh COCTOSHUS
B BUJIE 3allpOKUIBIBaHUS rojoBbl Hazana. C 8 mec. mo-
SIBUIMCHh KUBKHM TOJOBOM 2-3 pasa B J€Hb C MOcie-
OYIOIIUM IPUCOEIUHEHUEM AaTOHMYECKHX IPHUCTY-
MOB C MaJieHUSIMH, TpaBMaTu3aluel, Jame cepusiMu
[0 2 aTOHMYECKUX MpucTyna B cyTkd o 10-15 pas.
Ha ¢one npuema ADII (1aMOTpMKINH) OTMEUYAETCS
CHMKCHUE MHTEHCHBHOCTHU MPUCTYIIOB.

HacnenctBeHHOCTH IO JaHHOMY 3200JIEBAaHUIO OTSI-
roieHa (y npabalymky npodana 1o JMHUN MaTepH —
SMUJIETICUS CTajla IPUYUHON CMEPTH).

DeHOTUNHYEeCKHE OCOOCHHOCTH: BBICTYIAOIAS
BIIEPEA YENIIOCTh, OTKPBITHIM POT, IOCTOSIHHOE CIIFOHO-
TEUYEeHHWE, MUKPOKPaHHS, TUIIOMHMUS, aHOMAIbHBIH
poct 3y60B. Pacxomsmeecs kocornasue. JBrkeHUs
B KOHEYHOCTSIX OTPaHHUYEHbl. MBIIICUHBIH TOHYC IU-
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CTOHWYEH. MOTOpHOE pa3BUTHE: XOJUT CaMOCTOS-
TEJIBHO € 3 JeT 6 Mec., aTaKTUKO-TUITOTOHUYECKAs I10-
xoka. OCMBICIICHHOMY KOHTaKTy TPYIHO JOCTYIICH,
oOpalleHHy0 pevb MOHUMAeT Ha OOMXOIHO-OBITOBOM
YPOBHE, BBIMOJIHAET MIPOCTHIC HHCTPYKIIUH.

[To manubM Buaeo-O3I — peruoHanbHas >0U-
nentudopMHas akKTUBHOCTh B IIPAaBOH IICHpPAIbHO-BH-
COYHO-TEMEHHON 00JIacCTH C pacrupoCTpaHCHUEM
Ha COCEJHHE PETrHOHBI; B JIEBBIX 3aTBUIOYHO-TEMEH-
HO-3a/THEBUCOYHBIX OTNENIaX U MpaBoil 3aaHEIO00HON
obmactu. MPT ronmoBHOTO MO3ra — BpOXKJIEHHAs! aHO-
MaJiisl pa3BUTHsI TOJIOBHOTO MO3ra: THUIOILIA3US JI00-
HO-TEMEHHBIX OT/EJIOB, MOJIMMUKPOTHPHSL.

BrisiBien panee He ONMMCAaHHBIA y OOJIBHBIX Ba-
PUAHT HYKJICOTUIHOW IOCIEAOBATEILHOCTH B TCHE
HCNI (chr5:45396616G>A) B TeTepo3UTOTHOM CO-
CTOSIHUH, TPHUBOJAIIUMNA K 3aMEHE aMHUHOKHUCIOTHI
B 403 mozuruu Oenka (p.Ser403Leu).

I'en HCNI »sxcmipeccupyercsa B KOpE TOJIOBHOTO
MO3ra, TUIOKaMIIe, KOPe MO3KEYKa M CTBOJEC MO3Ta
[3]. HCNI perymupyeT Bo30yaIHMOCTh HEHPOHOB, SIB-
JIA€TCS BOOUTENEM PUTMUYECKON WIH OCHWIIATOPHOU
aktuBHOCTH [8]. Ilokazano, uro HCNI wurpaet ompe-
JICJICHHYIO POJIb B Pa3BUTHH MUJICTICUA U HEBPOIIATH-
yeckor 6omm [11].

De novo mytanuu B rene HCNI B reTepo3uror-
HOM COCTOSIHMM OMNKCaHbl y TAaI[UCHTOB C paHHEH
snuIenTHYecKor sHIedanomaruei, tTum 24 (OMIM:
#615871) [11].

Knunuueckuii npumep c viasnenuem

y nayuenmoe mymauuu ¢ zene PCDH19

IManuent b. (Ned), nesouka, 1 rox 4 mec. Knu-
HUYECKUN JUar"Ho3s: KpI/IHTOI‘eHHaﬂ TCHEPpAJIN30BaHHAA
SMMIIETICUS: CHHAPOM Becta. 3ajgepika MCHXOMOTOP-
HOTO Pa3BUTHSI.

PeGenok ot 1-i OepeMEHHOCTH, HPOTEKaBIICH
C yrpo3oii IpephIBaHus (KpOBOTCUCHHUE) ¢ 7-1 HEAeIH
u runokcueit miona. Cpounsle poas! ¢ Maccoit 3700 T,
pocT — 53 cMm, orenka o Amrap 8/9. Panee paszBurne
10 6 MECSIIEB COOTBETCTBOBAJIIO BO3PACTY.

JeboT mpucTynoB B 6 MecCSIEB C aKCHAJIbHBIX
TOHHUYECKHX CIa3MOB ¢ 4acToToil 10 70 pa3 B CyTKH.
C MoMeHTa Hayasia 3a00JIeBaHUsI OTMEYACTCsl perpecc
TICHXOMOTOPHOTO pa3BHUTHS. TepaneBTHIeCKUi 3P ekt
ot ADII He Gonee 25%. Xapakrep MPUCTYIIOB — aK-
CHAJIbHBIE TOHWYECKHE cIa3Mbl. JIMmeBsx nu3Mopduit
HeT. JluddysHas Mbliiednas TUIIOTOHUS ¢ THIepped-
nekcuel. J[BurarebHbIe HaBBIKH 33]IepKaHbI, CAMOCTO-
ATEIHHO HE XOMHNT.
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PEOKWUE MYTALUU NPU ANMUIENTUYECKOWN SHLE®ANONATUN Y OETEWN:

FrEEHOTUN-®EHOTUNMUYECKUE KOPPENALUUN

ITo maHHBIM BuAeo-OOI HOIUINUK-BOJHLI B Te-
MEHHO-BUCOYHBIX OTZEJIAX, B CTPYKTYPE 3aMEUICHHUS.
MynbTHpernoHaIbHas SNIENTH(HOPMHAS AKTHBHOCTb.
MPT — HapyxHasi perHOHaIbHAs THIPOIEhaTH.

BrlsiBiIeH paHee HE ONMHMCAaHHBIA y OONBHBIX Ba-
PHUAHT HYKJICOTHAHOM MOCIEAOBATENIBHOCTU B TI'EHE
PCDHI9 (chrX:99662047C>T) B TeTepOo3WrOTHOM
COCTOSIHUU, MPUBOMAIINN K 3aMEHE aMUHOKHUCIOTHI
B 517 mo3unuu 6enka (p.Ala517Thr).

I'en PCDHI9 »kcupeccupyercs B pa3BUBa-
IOIIEMCS TOJIOBHOM MO3r€, BKJIOYas THUINOKAMII
U KOpY, YU4aCTBYET B YCTAaHOBICHHUHU CBI3EH MEXKIY
HEHUpOHaMU U MpolleccaX CUTHAJbHON TpPaHCAYK-
WU Ha ypOBHE CHHANITHYCCKOW MeMOpaHbl. MyTa-
uuu B rene PCDHI9 onucaHsl y MalMeHTOB CH-
CKOro moJjia ¢ X-CIEIICHHOW TOMHUHAHTHOW paHHEn
SNMUIeNTHYECCKON 3HIedanonarueit, Tun 9 (OMIM:
#300088) [12].

Knunuueckuii npumep c eviagnenuem

y nayuenmog mymauyuu 6 zene DLGAP2

Mauuent X. (Nell), 3 roga. Knuanueckuit nua-
rHo3: CumnTomMarndeckas (hOKaIbHAS SUICTICHUSI.

Pebenok ot 1-ii OGepeMeHHOCTH W (PU3UOIOTH-
yeckux ponoB. JleOwooT 3a0oneBaHuss B BO3pacTe
5 mecsnes, korma Ha doHe OPBU ¢ rumeprepmueit
10 39-40 °C nosBUINCH CepUiHBIE MPUCTYIBI JJIH-
TeabHOCTHIO 10 10 MunyT. [IprucoenrHenue NpucTynoB
IIpH TIPOOYKIEHUHU: 3aPOKHUIBIBAHNE TOJIOBBI HA3as,
I71a3a BBEpX, TOHUYECKOE HANPSKEHNE B KOHEYHOCTSIX
JUTUTETFHOCTBIO 10 MUHYTHI, THITOMOTOPHBIE ITPUCTYIIBI
C KJIOHWYECKUM KOMIIOHEHTOM. KomnruecTBo npucTynos
12 pa3 3a cytku. Ha done mpuema ASIIl mocturayTa
MeAMKaMEHTO3Hasi PEMHUCCHSI.

B xnmmHMYecKol KapTUHE aTaKTUKO-THIEPKUHETH-
YeCKU CHHAPOM, TpyOas 3aiepKKa pa3BUTHS, TPyObIe
KOMMYHHKaTHBHBIC HAPYILCHUS U CTEPEOTUIINH, OTCYT-
CTBHE IIeJICHAIPABICHHBIX JBUKCHUH.

Mo manubIM Buaeo-O21" TunuyHON >mrenTrdop-
MHOM aKTUBHOCTHU He 3apeructpupoBaHo. MPT ronos-
HOTO MO3Ta: KOpKOBas arpodus, THIOIUIa3Hs YepBst
MO3KEUKa.

BrigaBrnen paHee He OmNMHMCaHHBIA y OONBHBIX Ba-
PUAHT HYKJIEOTUIHOW IOCIEAOBATEIHHOCTH B TE€HE
DLGAP?2 (chr8:1497737C>T) B reTepO3UrOTHOM COCTO-
SIHUH, TIPUBOIAIINN K 3aMEHE aMMHOKHUCIIOTHI B 293 110-
suruu 6enka (p.Thr293Met). DLGAP2 xomupyet
PSD-95/SAP90-cBs3bIBatoLHii OEOK 2, KOTOPBIH JI0Ka-
JIM3YeTCs B MOCTCHHANTHYECKOH MeMOpaHe 1 y4acTByeT
B MOJIEKYJIIPHON OpraHW3aly CHHAIICOB W B CHUTHAJE
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HEHpPOHHBIX KJIETOK. B nureparype onucaHus KIMHH-
YECKHX CJIy4aeB C MyTallUsMH B JaHHOM I'€HE Ha JaH-
HBIIl MOMEHT HeT, HO ObLiIa MoKa3aHa 3HauMMasi ero poJib
B marorenese aytusma [13]. Takum oOpa3om, yanuThiBas
OTCYTCTBHUE SMHUJIENTUYECKON akTHBHOCTH Ha DJI, ma-
POKCH3MaJIbHBIC IPOSIBIICHUS Y TAHHOTO PeOCHKa MOTYT
OBITh TIEpeKBaTH(PUIINPOBAHEI B CTEPEOTUITHH.

Knunuueckuii npumep c viasieHuem

y nayuenmos mymauuu ¢ cene ALDH7AI

Manuent B. (Ne12), neBouka, 4 mec. Kinuauueckuii
nuartos: Tspkenas miajeHUecKasl TeHepalu30BaHHAS
UIUOTMATUYECKas SMUJIETICUS CO CTaTyCHBIM TeUEHUEM
npuctynoB. CyneppedpakTepHBIA SIIICITHYCCKUN
craryc moBTopHbIH (40 nueit). CocrosHHE KeTO3a
Ha (OHE KeTOTCHHON AWETHI. [ MITOKCHYeCKU-HIITeMHUYe-
ckas sHuedanonarus. CHHIPOM MBIIICYHON JUCTOHUH.
3anieprKKa IICHXOMOTOPHOTO U MPEPEIEBOTO Pa3BUTHSL.

PebGenok or 1-if GepeMeHHOCTH, MPOTEKaBIIEH
C yrpo3oii mpepbiBaHus (KPOBOTEUYCHHE Ha CpPOKE
7 Henens). Poner mepBeie Ha 40—41-i Henm. recrauu,
TJIAaHOBOE KecapeBo ceueHue. Macca MpHu poXIeHUU
4630 1, poct 56 cm, Amrap 8/9.

Jle6roT 3a00neBanus B Bo3pacte 10 4acoB KHU3HH,
KOTJIa OTMEUCHO YXYIIICHUE COCTOSHUS B CBSI3U C Ha-
pacTaHeM HEBPOJIOTHYECKOH CHMIITOMAaTHKH B BHUE
CHUHJIpOMa YTHETCHUS C AJIEMEHTaMU BO30YKJICHUS.
B Bo3pacte 20 4acoB KU3HU — TOHUKO-KJIOHUYECKHE
CyIOpOTH, COXpaHsIUCh 0 3 aHel. B Bo3pacte 1 mec.
y peOeHKa IOBTOPHIIHCH STH30BI CyA0POT (KpaTKOBpe-
MEHHBIE KJIOHWYECKHE TTOCPTUBAHISI PYK), TIOSBUITUCH
MPHUCTYIIBI TI0 TUITY UH(PAHTHIBHBIX CI1a3MOB. PeOeHOK
B CBSI3W C YXYAIIEHHWEM COCTOSIHHS M YBEIWYEHUEM
YaCTOTHl U1 HHTEHCUBHOCTU CYAOPOT HAXOAWICS B OT-
JleJIeHnN peaHuManuu (pedpakTepHbId dIUIEITHYC-
ckuii craryc). [lanueHT ObLT BBITUCAH JOMOW B YIOB-
JIETBOPUTEIBHOM COCTOSSHUU. Mama caMOCTOSITENbHO
OTMEHMJIa Ha3HAYCHHBIA per os BUTaMuH B6. Uepes
1,5 mMecsiia mpucTyIibl BO30OHOBHIIUCH, peOCHOK BHOBb
B COCTOSIHHH JMIJIEITHYECKOTO CTaTyca MOCTyIaeT
B OTJeJICHUE peaHuManuu. [IpucTymsl KynmupOBaHEI
BHYTPUBEHHBIM BBelcHUEM BuTamuHa B6. B cBsa3u
C OTCYTCTBHEM IOJOKHUTENBHOTO 3(deKTa oT mpue-
Ma ADII manueHT nepeBeieH Ha KETOTCHHYIO JAHUETY,
Ha (OHE KOTOPBIA OTMEUEHO CHIDKEHHE YacTOTHI M HH-
TEHCUBHOCTH CYIOpOT.

B HeBpomormyeckoMm craryce: MBIIIEYHBIA TO-
HYC JUCTOHHWYCH, BBIIIC B BEPXHUX KOHEUHOCTSX,
D=S. Ilpu Tpakuuu 3a pyku He rpynnupyercs. ['oaoBy
HE JIePKHUT.
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[To manHBIM BHIE0-DO1 perucTpupyroTcss KOpoT-
Kue JacTtele Tud@y3HbIE pa3psapl dIMHICTTHGOPM-
HBIX KOMIIJIEKCOB OCTpas-MeJJIeHHas BOJHA, MHK-,
MMOJIUMIUK-MeJJIEHHAasT BOJIHA, C AaJbTE€PHATHBHBIM
MOJTyIIAPHBIM aMIUIUTYAHBIM TpeobiafiaHueM, Jalie
cieBa, ammutygoil no 150 mMkB, mnutensHOCTBIO
1-2 cexyHIBI, KOTOPBIE TIEPEMEKAIOTCS MEPUOAaAMHU
nudy3HOH HU3KOAMIUTUTYIHOU KpuBoi a0 10 MkB,
JUTUTENIbHOCTBhIO 3—5 CEKyH/, 4TO, BEpOsTHEE BCe-
ro, cooTBeTCTBYeT DOl -arTepHy «BCIBIIIKA-I10/a-
BieHue». MPT romoBHoro mosra: mocjieicTBUs TH-
MMOKCUYECKU-UIIEMHUYECKOTO TOPaXeHUsI OOJIBIINX
MOJTYIIAPHHA TOJIOBHOTO MO3Tra, MIEIEBUAHBIN nedeKT
MO3TOBOTO BEIIECTBA B MOAKOPKOBBIX CTPYKTypax
ClipaBa, IMOJIOKUTENbHAs NMHAMUKA. [HumoreHesus
4epBsi MO3Kedka. Mega cisterna magna. MuHIMAITb-
Hasi BEHTPUKYJIOMETaIHS JIEBOTO OOKOBOTO JKEIyI0Y-
Ka, 0e3 JUHAMUKH.

BriaBneHsl paHee He ONMUCaHHBIE y OONBHBIX Ba-
PUAHTBl HYKJIEOTHAHOHN IMOCIEN0BAaTEIbHOCTH B I'€HE
ALDH7AIl B TETEepO3UTOTHOM COCTOSTHHUH, TPUBOIS-
Me K MOSBJIECHUIO CTON-KOAOHA B 82 IMo3uiuu Oejika
(p-Arg82Ter) u k 3aMeHe aMUHOKHCIIOT B 399 no3unuun
oenka (p.Glu399Gin).

I'en ALDH7AI sBnsieTcsi 4I€HOM CEMEHCTBA I€HOB
anpaerugaeruaporerassl (ALDH), kogupyer depmenT
JETUAPOTeHasy 0-aMMHOAJUITMHOBOIO MOJyalbJAeTruaa
(0-AASA), Takke W3BECTHBIM KaKk aHTUKBUTHH. BHy-
TPH KIJIETKH aHTUKBUTHH 0OHApy>KUBAeTCsA BO BHyTPEH-
HEeH JKUJIKOCTH KJIETKH (IUTO30IIb) U B sAnpe. JlaHHbIiA
(hepMeHT y4acTByeT B pacIlEIUICHWH JIN3WHA B TOJOB-
HOM MO3Tre U oOierdaeTr MmpeBpalleHue O-aMHHOAIU-
MMMHOBOTO TIONyaJlbJETHAA B O-aMHHOamumnar. Pacnan
JU3MHA B MO3re HEOOXOAMM Uil CHHTE3a DHEPTUHU
U IPYTUX HEOOXOAUMBIX MOJICKYJI.

Myranuu B rene ALDH7AI B TOMO3UTOTHOM U KOM-
MayH/I-T€TEPO3UTOTHOM COCTOSIHUY OMHCAHBbI Y MallieH-
TOB C MHPHUIOKCUH-3aBUCUMON smrutenicueii (OMIM:
#266100) [14].

PyKoBOACTBYSICh TONYyYEHHBIMH pe3yIbTaTaMu
JHK-o0cnenoBanusi, pebeHKY Ha3HAYCHBI TEParieBTHU-
YecKue J103bl BUTaMUHA B6 MOXKU3HEHHO.

VY nmanueHToB ¢ GyHKIIMOHAIBHO pa3HBIMU MYyTalld-
smMu B TeHe DOCK?7 Oblin omucaHbl pa3Hble PeHOTH-
MMAYECKUE TPOSBICHUS — STIIIETICHS HINOTaTHIecKas
reHepaJu30BaHas ¢ MUOKJIOHMYECKU-aCTaTHYeCKUMHU
MpUCTyNaMu (MyTaIusl caifTa CIulalichHra), (hOKab-
Hasg CHUMIITOMaTH4ecKas SMUJIeTNcusi Ha (oHe MOopoKa
Pa3BUTHSA JIEBOH JOOHO-TEMEHHON 00IacTH rOJIOBHOTO
Mo3ra (MACCEHC-MYTAIus).
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Knunuueckue npumeput c viagienuem

y nayuenmos mymauuii ¢ zene DOCK7

HManuent II. (Nel), manpuuk, 1 rog 8 mec. Kiu-
HUYECKUH IUarHo3: DNWIENCUsl UIUONAaTHYeCKas Te-
Hepaln30BaHHAS C MHOKJIOHHYECKH-ACTAaTHICCKUMU
npuctynamu (cuazapom Jloze?). 3agepika MICHXOMO-
TOPHOTO W PEYEBOTO PA3BUTHA.

Pebenok ot IV Gepemennoctu (I — 3m0poBbIii pe-
oenok, II u III — mM/abGopT), mpoTekapIieii 6€3 0co-
OcHHOCTeW. Ponbl BTOphIE B CPOK B Ta30BOM MPEII-
JIeaHUHU, CAMOCTOSITeNIbHBIE. Macca Tpu poXKJICHHH
3600 1, nmuna 56 cM. Ilo mkane Amnrap 7/8 6amios.
Panee pa3Butue c 3amep>KKON MCUXOMOTOPHOTO pas-
Butus. Jle6tor smmenicum B 7 Mec. Tepamus ADII
0e3 addekra.

Xapakrep MPHUCTYITOB: MUOKIIOHHYECKUE TTPUCTYTIBL,
MHUOKJIOHMYECKHU-aTOHHMYECKUE TIPUCTYIIBI 710 8—20 pas/
cytku. Juddys3Hast MbiiedHas: THIIOTOHUS, CaMOCTOS-
TEIBHO CATUTCS U CHIWT, XOAUT CAMOCTOSTENIbHO, He-
YCTOWYUBO (aTaKTUKO-TIApeTHUeCcKas Moxojka). Peun
HeT. [luddepeHnmpoBKa Ha «CBOM-UY)KHE» OTCYTCTBY-
er. Urpymkamu He mHTepecyercs. KoHTakT «rimaza
B IJIa3a» KPaTKOBPEMEHHBIH, ObICTpO mcTomaeTcs. [u-
MEPaKTUBEH.

Ha Buneo-23I perucrpupyercs snunentudopMHast
aKTHBHOCTD, MPEJCTABICHHAS KOMIUIEKCAMH OCTpasi-
MEJJICHHAs BOJIHA, MTUK-MEJJICHHAS BOJIHA aMILITUTY-
moit 200-250 (mo 350 mpu muddy3usix) MxB: B mpa-
BOIl TEMEHHO-3aJHEBHUCOYHON 00/IacTH, ¢ TEHICHIINEN
K BTOPHYHOW OWMIIaTepallbHOW CHHXPOHU3AIUN U Ju-
(y3HOMY pacIpOCTPAaHEHHIO, B CTPYKTYpe MPEXOJs-
IIET0 PETHOHATIBHOTO 3aMEJJICHUS; B JICBOH TEMEHHO-
3aTHCBUCOYHON 00JIaCTH, ¢ TCHICHITHEH K BTOPUIHOM
OwmaTepanbHON CUHXPOHU3AIUU U Au(Qy3HOMY pac-
MPOCTPAaHEHUIO, B JICBOW MOJIOCHO-TOOHOU o0macTw,
B BUjie MU((y3HBIX paspsioB ¢ pa3IUUIHBIMH PETHO-
HAJBHBIMU aKIICHTaMU, B BUJIe TCHEPAITH30BaHHBIX pa3-
psmoB. B 6onpcTBOBaHNM M BO CHE 3apETUCTPHUPOBAHO
MHOXECTBO MUOKJIOHUYECKHUX MPUCTYIIOB PA3HOU CTe-
MeHn BeIpakeHHOCTH. MPT TomoBHOTO MO3ra 0e3 ma-
TOJIOTHH.

[Ipu nmpoBeneHN MONEKYISPHO-TEHETUIECKOTO HIC-
CJIeJIOBaHUS BBISBJICH PaHEE HE OMMCAHHBINA Y OONBHBIX
BapHaHT HYKJICOTHIHOW TIOCIICIOBATEIILHOCTH B 15 HH-
tpore reHa DOCK7 (chrl1:63044645C>A, rs79716948)
B T€TEPO3UTOTHOM COCTOSHUU.

Mauument M. (Ne2), manpuuk. 1 rog 4 mec. Knu-
HUYEeCKHH nuartos: IIopok pa3BUTHS TOJIOBHOTO MO3ra
(pokanbHas KOPTHKATBHAS AUCIUIA3US JIEBOU JIOOHO-Te-
MEHHOH 007acTH). DUWICTICHS CUMITTOMaTHIeCKas
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¢oxanpHas. [IpaBocTopoHHMI remunapes. 3aaepikka
TEMIIOB TICHXOPEYEBOTO Pa3BUTHSL.

Pe6enok ot 11 6epemennoctu (I — 3m0poBsIii pede-
HOK), IPOTEKaBIIIeH ¢ yrpo3oii mpepsiBaHus. Poap! BTO-
pbie Ha 38-i1 Hemese recTauu, SKCTPEHHOE KECapeBo
ceuenue. Macca npu poxaenuun 3350 r, niuHa 54 cm.
ITo mkane Anrap 8/9 6amnos. CoCTOSHUE MIPU POXKIC-
HUM TSDKEJIOE 3a CUET JbIXaTeIbHOM HeJOCTaTOYHOCTH
Ha ¢one acnupannonHoi mHeBMoHuU (MBJI 1 cyTkm).
Panee pa3zButue ¢ 3a7€pKKOM IICUXOMOTOPHOIO Pa3BH-
THSL.

[lepBrIit mpucTyn pa3Buiics B Bo3pacTe 3 Mec.: Je-
BHAILMS B30pa U TOJIOBBI BIPABO, TOHUKO-KJIOHHYECKHUE
TTOJIEPTUBaHMNS KOHETHOCTEH. PeOeHOK rociTamu3upo-
BaH, Ha3HA4YeH MpenapaT BaJbIPOeBOr KUCIOTH 90 Mr/
CYyT, uepe3 3 Hel. mpucTyn noBropwica. B auHamuke
TMOABUIIMCH TUIIOMOTOPHBIC COCTOAHUA U KJIIOHUH B IIpa-
BoH pyke u Hore. K Tepamuu moOaBunmu okxckapOase-
nuH. B Teuenune 4 Mec. MpHCTYNOB He OBLIO, 3aTeM
OHU BO300HOBHMJIMCH B BHAE MHOKJIOHHMH MpaBoOd IO-
JIOBUHBI JIMIIA, 3aT€M KIOHWHU B MPaBOH pyKe W HOTe
1 UHOIZA Pa3BUBACTCS BTOPUYHO-T€HEPAIU30BAHHBIN
npuctym. Ha ¢one nmpuema ADII (BampmpoeBasi KUCIIO-
ta 10 500 mr/cyT + okckabazenun 480 mMr/cyT) oTmeya-
nach pemuccus donee 2 Mec. ¢ MOCIEAYIOLIMM BO300-
HOBJICHHEM TPHUCTYTOB C BOJHOOOPA3HBIM TE€YCHHEM
ot 0 10 5 pa3/cyT (4acToTa BOSHUKHOBEHUS IPUCTYIIOB
1 p/3-10 mueii). Ha ¢doHe koMOMHAIMK BabIIPOEBOI
kucinotel 500 mr/cyT + okckap6azenuHa 480 mr/cyT +
neBotupaneram 700 MT/CyT IPUCTYITBI COXPaHSIIUCH.

XapaxTep npuCTyIoB: ()OKaIbHBIE TPABOCTOPOHHUE
FeMHUKOHBYJILCHBHBIC C BTOPHUYHOW T'eHepaln3alueii,
(hoxampHBIC THIIOMOTOPHBIE MPUCTYIEI. CHIDKEH 00B-
€M aKTHUBHBIX ILBI/I)KGHI/Iﬁ B IIPaBbIX KOHCYHOCTAX. MpI-
IIeYHast CUJIa CHIDKEHA OOJIbIIE B IPaBhIX KOHEUHOCTSIX
10 4 6amtoB. [010By AEpKUT, IEPEBOPAYNBACTCS, CTO-
UT HAa YETBEPEHbKaX, CUAUT, CTOUT U JIeNIaeT HECKOJIBKO
maroB y onopsl. AuddepeHnpoBka Ha «CBOU-TYKHE»
coxpaHeHa. Jlener, mpITaeTcst MOBTOPSITH CJIOBa. YibiOa-
eTCs Ha OOpaIlleHHYI0 Pedb, pearupyeT Ha HHTOHAIIIO
roioca. laTepecyercs UrpymKkaMH.

[To nanHbBIM BHIE0-O3I peructpupyercs SMUIENTH-
(hopMHAsT aKTUBHOCTH B JIOOHO-IIEHTPAITHLHO-BHCOTHOMN
obnactu. Bo cHe 3aperucTpupoBaH eJUHUYHBIN KOM-
TUIEKC THK-MEJICHHAs BOJTHA B JIEBOI JTOOHO-BHCOYHON
obnmactu. MPT romoBHOro mMo3ra — THIOIIIa3Hs MO30-
JIUCTOTO Tena, (POKambHAs KOPTHUKAJIbHAS JHCILIAZHS
JIeBOM JIOOHOM 00NacTH.

[Ipu npoBeneHNN MONEKYIAPHO-TEHETHYECKOTO HC-
CIIETOBaHU BBISBICH paHee HE ONMUCAHHBIA BapHaHT
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HYKJICOTHIHOH MOCIIEA0BATENFHOCTH B 48 HK30HE reHa
DOCK?7 (chr1:62923335G>A, 1s753509954) B reTepo-
3UTOTHOM COCTOSTHHHM, TIPUBOASALIMN K 3aMEHE aMHHO-
kucioThl B 2074 mo3uruu 6enka (p.Pro2074Leu).

[To nuteparype omucaHbl TOJBKO 3 TMAaIMEHTA
C paHHEH SMUIeNTUYeCKON H3HIedaIonarnuei, THUII
23 (OMIM: #615859) c xoMmayHA-T€TepO3UTOTHBIMU
myTanusimu B reie DOCK?7 Ha xpomocome 1p31.

B 2014 1. Perrault et al. omican 3 geBodex (Bo3pact
ot 5 1o 10 ner) ¢ panneit 93, pOXKIEHHBIX OT 2 HEPO.I-
CTBEHHBIX OpakoB. B mepBble MecsIbl )KU3HU Y BCEX
JIeBOYCK HAOIIOAATNCH (PapMaKOPE3UCTECHTHBIE CY/I0-
pOrH, OTCTaBaHHE B NICUXOMOTOPHOM, PEYEBOM Pa3BU-
THU U KOPTUKAJIbHOE HapylIeHHE 3PSHHS MU CIIEToTa
[8]. 93T Bo Bcex cimyyasx Mmokaszajia MYIBTH()OKAIb-
HYIO SIIIENTHYECKYI0 aKTHBHOCTh. DEHOTHUIIHYECKIE
0COOCHHOCTH BKITIOUANIM: HHU3Kas JIMHUS POCTa BOJIOC,
TEJEeKAaHT U IIUPOKas MEPEHOCHIIA, YTOJIIEHHBIE Opo-
BU, CHHO(PU3, JITUHHBIE PECHUIIBI, YHO(PTATBMUS, KO-
POTKHUI QUIBLTp, MOTHBIE TYOBl U M3MEHEHHas (opma
yireit. MPT rosoBHOTO MO3ra mokaszajo aHOMallbHO
BBIPOKEHHYIO TIOHTOOYIBOApHYIO 00pO3ay C MATKOU
TUTIOIUIA3MeH MOCTa, ICTOHYEHHE MO30JHMCTOTO Teja
U arpoduio OeIoro M ceporo BellecTBa B 3aThLUIOYU-
HO# oOmactu. Perrault et al. (2014) unentudunmpo-
Ball 4 paszNWYHBIE TETEPO3UTOTHBIE HOHCEHC-MYyTa-
muK (MpUBOIAIINE K moTepe QpyHKIHMK Oenka) B TeHe
DOCK?7 [8]. llockonbky reH DOCK?7 urpaer BaXHYO
poJib B HEWporeHes3e, pPeryisaluy MOIIPHOCTH HEHpo-
HOB U pa3Butuu 'AMKepruueckux HepoHOB, Hapy-
nrenue ¢pynkiun DOCK7 MOXKET MPUBECTH K TATONO-
THH HEPBHOW CHCTEMBI, YTO HAONIONAETCS y NaHHBIX
MAIEHTOB, a TAKKEe MOKET OOBSCHUTH KITMHUYECKYIO
KapTUHY U y HAIIUX MalueHTOB.

[IpuHuMas BO BHUMaHHE, YTO JAHHBIM TUn 39 Ha-
CIIeZyeTCsI ayTOCOMHO-PEIIECCUBHO U B HAIIIMX CITyYasx
ObuIn 0OHapyXeHBI TOJBKO MO | MyTauuu B reTepo3u-
TOTHOM COCTOSIHMH B T€HE Y Ka)/IOTO MaIHeHTa, MOX-
HO TIpeoiaraTb HaTuuue BTOPOi MyTallui B UHTPOHE
00 MHKpOJIENENH B JIOKyCce Ha XPOMOCOME, 3aXBa-
TeIBaromeM red DOCK?7.

O0a onvcaHHBIX MalMeHTa TPeOYIOT JaIbHEHIIeTO
o0cie0BaHus: IPOBEACHNS XPOMOCOMHOTO MUKPOMa-
TPUYHOTO aHAJIN3a C LEJIBI0 IOMCKAa MUKPOIIEPECTPOEK
XPOMOCOMBI U MOJIHOTEHOMHOTO CEKBEHHPOBaHUSI.

Knunnueckass kKapTHHA Y MalMEHTOB ¢ (YHKIHO-
HaJbHO pa3HbIMU MyTalusiMu B reHe CNTNAP2 takxke
omIMYaack. Y ManyeHTa ¢ HOHCEHC-MyTalue GpeHo-
TUIMYECKUE MPOsIBICHUS ObUIM OoJiee BBIPaKEHHBIMH
(MymbdoKaNbHAS SIUJIETICHS, TeTparnapes, OTCTaBaHue
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B MOTOPHOM U IICUXOPEYEBOM pPa3BUTHUH), YeM Y Ta-
[IHCHTa ¢ MUCCEHC-MyTanuen (PoKalbHAs MIIICTICHS
C MOCTEAYIoNeH METUKaMEHTO3HOM peMUCCHEit).

Knunuueckue npumeput ¢ vlagnenuem

Yy nayuenmog mymayuii 6 cene CNTNAP2

IManment C. (Ne7), Mmanpuuk, 2 roga. Knuandeckui
JUarHo3: DNUIENCHsI CUMIITOMAaTn4yeckas MylbTudo-
KaibHass. CMeIaHHbIA TeTpamnapes. 3afepiKka ICHX0-
pEeueBOro pa3BUTHSI.

Pebenok or IV OepemeHHOCTH, TpOTEKaBIIEH
Ha (OHE yrpo3bl MIPEPHIBaHUs, TPOTEHHYPHH, TECTO3A.
Ponwt BTOpEIC HA 41-42-i1 Hex. TecTalyn, cl1adoCTh Po-
JIOBOM JIesITEbHOCTH, KpYIHBIN 1uiod. Macca npu po-
xpaeanu 3978 1, nmuHa 53 cM, Anrap 8/9.

Jle6roT 3abomeBaHus B 6 Mec., Korna Ha GOHE BBI-
COKOM Temreparypbl BO3HUKJIM TOHUYECKHE CYTOPOTH.
[lepuoguueckn OTMEUaNMCh «3acCTHIBAaHUSM» peOeHKa
W B3paruBanus. B 8 Mec. pebeHOK mepeHec poTOBH-
PYCHYIO HHEKIHIO, TIOCIIE YEeTO MOSBUINCH €XKEITHEB-
Hble MHO)KECTBEHHBIE TOHHYECKHE CYJOPOXKHBIE IPH-
cTynsl. B Tepanuio BBeneH mpemnapar BajbIpOeBOM
KHCIOTH — 0/3¢dekra, Ha hoHE MpreMa Tormpomara —
MIPUCTYIIBI KynupoBaHbl. Jlo 8 Mec. Xu3HH peOeHOK
pa3BHUBAJICS C TEMIIOBOW 3a/lep’KKOM NCHXOMOTOPHOTO
pa3BUTHS, TIOCTIE TIOSABJICHHUS CyAOPOT OTMEYaeTcs pe-
rpecc BCeX HABHIKOB (MaJBYMK IE€pecTall MepeBopadn-
BaThCs, CIETUTH 32 MPEAMETOM, TIPH BEPTUKATH3AIHH
JaBaTh OMOPY Ha HOXKH).

XapakTep MPUCTYIOB: TOHUYECKUE CYIOPOXKHBIS
MIPUCTYTIBI, THIIOMOTOPHBIE CYyJOPOXKHBIE MPHUCTYIIBL,
(doxanbHBIE CEpUIiHbIE W OIWHOYHBIE TOHHYECKHE
(hmekcopHBIE CHMMETPUIHBIE I ACHMMETPUYIHBIE J1TH-
JIENTUYECKHE CIIa3MBl.

deHOTUIIMYECKHE OCOOEHHOCTH: MUKpOIledaus,
middy3Has MbIlIeYHAass THIIOTOHUS C ITaTOJIOTHYECKHU-
MU JUCKUHE3USIMH, MHOKJIOHWHU MBI, OTCYTCTBHE
peakuny Ha OKpYXKarommux, acTtasus, adaszui. Hesnu-
JIENTUYECKUA MUOKJIOHYC — KpaliHe penko. MoTopHoe
pasBUTHE: NPHU TPAKIHUH 32 PyKH HE TPYNIHPYyeTCs,
JIeXKa Ha KUBOTE OMOPHI Ha MPEIUIeYbsi HET, TOJIOBY
HE JCpKHT, HE TIepEeBOPaUNBALCTCS, HE CHUAMT, HE TIOJ-
3aeT, TP BEPTUKAIU3AIIUH OIOPHI Ha CTOMHI HEeT. [lcu-
xu4eckas cdepa: TyJIeHHs U JieTieTa HeT, He yiIbloaeTcs,
B OMOIIMOHAIBHBIN KOHTAKT He BcTynaeT. Kapuorum 46,
XV. TMC 6e3 naroioruu.

[To manaBIM Buaeo-231 mynbTudokanpHas dIH-
nentudopmuas aktuBHOocTh. MPT romoBHOro Mo3-
ra — cybarpodus GONBIIMX MOTyIIApUH TOJIOBHOTO
MO3Ta.

«QUANTUM SATIS»

GENOTYPE AND PHENOTYPE CORRELATIONS

BrisgBieH paHee He ONMUCAaHHBIA y OONBHBIX Ba-
PHAHT HYKJIECOTHJIHOM IIOCJIEZIOBATEIbHOCTH B T'CHE
CNTNAP2 (chr7:148112703A>TAG) B reTepo3urot-
HOM COCTOSIHWH, IIPUBOISILUI K MOSBJIEHUIO CTOII-KO-
nmona B 1331 mosuruu Oenka (p.Ile1331X).

Manment T. (Ne8), mansuuk, 13 met. Kiimandeckuii
muarno3: KpunrorenHas okanbHas 3MUJICTICHS, KITU-
HUYeCKas peMuccHst ¢ okTsaops 2014 1.

JleOrot 3a0osieBaHus B BO3pacT 2 JIET, KOTJia BIep-
BBIE TOSIBWJINICh TIPOCTHIE (DOKAJIbHBIE aJBEPCHBHBIE
MPUCTYTIBI ¢ TIOBOPOTOM TOJIOBBI M TJ1a3 BIIPABO JJIH-
TEJIBHOCTHIO 10 5 ceKyHI. JlocTaTouHO OBICTPO MpH-
CTYIIBI CTAJIM COMPOBOXKAATHCS MOTEPEN MOCTYPaTbHO-
ro ToHyca U MU Qy3HBIM MBIIICYHBIM PACCIa0ICHUEM.
[IpemayBCTBYST HACTYIUIEHHE TIPUCTYTA (TYBCTBO JIET-
KOCTH, MTAPECTE3UN NAIBIECB KUCTH), peOCHOK TBITAJICS
MIPUHATH 3alUTHYIO 103y WM HaWTH omopy. Yacrora
YKa3aHHBIX MPUCTYNOB okono 10 pa3 B cytku. Ha done
ADII nocTurHyTa peMuccusl.

B HeBposoruueckoMm crtaryce: 04aroBod CHMIITO-
MaTHKH HET, peOCHOK KOHTaKTCH, aJiekBareH. Peub —
¢pazosasi, mpaBuibHas. [lo mamHBIM BHIeo-20I,
MYJIBTUPETHOHANIbHAS DMUAKTUBHOCTH TMPABOUM IIEH-
TPaJbHO-BUCOYHO-3aTBUIOYHONW OOJIACTH, JICBOW BH-
COYHOM, JIeBO# TeMeHHOMU, gacTo 1o turry J3P/1. MPT
TOJIOBHOTO MO3Ta 0€3 CTPYKTYPHOM MAaTOJIOTUU

BrisBneH panee ommcaHHBIN y OONBHBIX Bapw-
aHT HYKJICOTHJHON IOCJIENOBATEIFHOCTH B TCHE
CNTNAP2 (chr7:146818170G>C, rs150918383) B re-
TEPO3UTOTHOM COCTOSHHH, MPUBOISIINN K 3aMEHE aMH-
HOKUCIIOTHI B 285 mo3unuu Oenka (p.Gly285Ala).

I'en CNTNAP2 xomupyeT TpaHCMEMOpaHHBIA KOH-
TaKTUH-aCCOIMMPOBAHHO-TIOA00HBIH OEI0K-2, KOTOPHIit
yaiie 00HapyKUBAeTCsl B MUETTMHU3UPOBAHHBIX aKCOHAX
COBMECTHO C KQJIMEBBIMHU KaHaJIaMU. Bo3MoXxHast poib
CNTNAP2 — yuactue B nokanbHOU AudepeHunanin
aKCOHA Ha OTAEbHBIE ()YHKIHNOHAIbHbBIE CYOIOMEHEI.

Myrtanuu B rene CNTNAP2 B TOMO3UTOTHOM U KOM-
MayHI-Te€TePO3UTOTHOM COCTOSHUU ONHCAHBI y IIa-
IIMEHTOB C KOPTUKAJIBHOUM AUCILIa3ue — (OoKaIbHOU
snunencuei 1 [TuTT-XonkuHC-mon00HIM CHHIPOMOM
(OMIM #610042) [9].

Kinanueckyro kapTuHy 3a001eBaHuUs MBI HE MOXKEM
OOBSCHUTH BBISIBICHHONH MYyTallled, MOCKOJIBKY OHa
B T€TEPO3UTOTHOM COCTOSHHH. JleTH HY>KIAr0TCs TaKkkKe
B 7000CJIEIOBAHNH C LEIbI0 MIOMCKA BTOPOH MYTallld
B reHe CNTNAP2.

[Ipu snunencuu mpoBeaeHUE TeHOTHIT-(DEHOTHITH-
YeCKHe KOPPEIAIUi MpeACcTaBisieT co00i T0CTaTOIHO
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TPYIOEMKYIO0 3a1auy [2, 15]. BeaencTBue ciokHbBIX KOp-
pensaIuii TeHOTHTIA U (PEHOTUTIA CTAHOBUTCS TPYTHOM
KJIACCU(DUKAIIMS ¥ KaTeropu3aius 3TUX 3a00JIeBaHUM.
ITokazaHo, 4TO T€HbI, ACCOLIUUPOBAHHBIE C AITUIIETICHEH,
MOTYT HECTH BCE BUJIBI MyTAIIHii: OT MUCCEHC-MYTalui
JI0 MyTaluil CIBUTAa paMKH CUYUTHIBAHUS U XPOMOCOM-
HbIX a0eppauuii ¥ BapHalHid Yucia KOMHMA, KOTOpBIE
OOBSCHSIIOT (PEHOTHUNHUYECKHH MOTUMOP(PU3M, HAOIIO-
JAeMBIN TIpH JaHHOW maroyiorud [16].

B Hacrosiee BpeMs Ha phIHKE CYIIIECTBYET MHOXe-
CTBO T€HETUYECKHIX TECTOB, KOTOPbIE MOTYT UACHTH(H-
[APOBATh KKIYIO U3 ATUX MyTanuid. OOmenpu3HaHo,
YTO YeM MPOTHKEHHEE MyTallus, TeM Tskelee (DeHOTHIT
[17], HO 9TO HE BCeTma BEPHO.

OnHo# U3 BaXKHBIX TPUYUH HEUETKON KOppEIsIru
reHoTHrna U (PeHOTHUTIAa TIPH SIIHIICTICHH SBIISIETCS TO,
4TO OOJIBIIMHCTBO M3 HUX MMEIOT CIIOKHYIO CTPYK-
Typy HaclleJJOBaHUS C BOBIIEUCHHEM JIByX WM Oolee
TeHOB W BIHSHUEM (AKTOPOB OKPYKAIOIIEH Cpenbl;
Jaxke OJWH U TOT € TUI MYTAlUHU Yy JIBYX JIOACH
MOKET BBI3BIBATH OOJIE3HH C BapHaOCITBLHOW CTe-
nenbio Tsokectu [18]. Hampumep, myTamus B reHe
KCNQ2 MOXeT IpUBOAUTH K TOOPOKAaYeCTBEHHBIM
CEMEHHBIM CyIOpOoTraM Y HEKOTOPEIX HOBOPOXKICHHBIX
Y TSOKEIION SMUIISITHYECKON 3HIedanonaTuu y apy-
rux nmereit [19].

OnHako OBIJIO 3aMEYEHO, YTO MHOTHE YETKO OIpe-
JleJIeHHbIE MYTAIlMM BBI3BIBAIOT XapaKTepHBIA (e-
HOTHII, HallpuMep, MAlUeHTHI ¢ CHHIApoMoM J[IpaBe
¢ HOoHCceHCc-MmyTanusMu B TeHe SCNIA umeror Oornee
paHHee TOSBIIEHUE CYIOPOT U TSHKEIOE UX MPOSBICHUE,
YeM MalUeHThl ¢ MUCCEHC-MyTalusMu B rene SCNI1A4
[18, 20]. Kpome Toro, OBLIIO OTMEUEHO, YTO MHUKPOXPO-
MOCOMHBIE TIepecTpoiiku ¢ BoBieueHueM rema SCNIA4

Jluteparypa

U CMEXHBIX T€HOB MOTEHIUATIBHO CBSI3aHBI C JOTIOIHU-
TETHLHBIMH AUCMOP(HUIECKIME 0COOESHHOCTSIMH y TIO-
paXeHHBIX manueHToB [20].

EcTh HeCKONBKO BaXKHBIX MOMEHTOB, KOTOPBIC Bpad
JTOJKEH 3HATH MPHU MIPOBEICHUN KOPPEIISIINH TeHOTHIIA
u (peHoTHIA B cirydae smwtericuu [21]:

1. JlomkeH OBITh YETKO ONHCAaH KIWHUYECKUU
npoduns (gemorpadusi, KIMHHYESCKUE MPH3HAKU
W CHMIITOMBI, PE3YJIBTaThl HCCIIC0BAHMS ) TIAMEHTA;

2. T'emernuyeckuiut AUarHos, HUCIIOJb3yeMast
TeHEeTHYEeCKass TEXHOJOTHS U €€ OTPaHHYCHUS
JIOJDKHBI OBITh TTOHATHBI BPay;

3. B caydae mnposiBIEHUS DSHUJIEICUU Y APYTUX
POICTBEHHHUKOB TpobOaHAa (MTammeHTa), MOJDKHA
OBITH COCTaBJICHA JCTallbHas POJIOCIOBHAS
W TIPOBENICH KIIMHHUKO-TEHEaTOTHUECKUN aHaIn3
(He MeHee Tpex MOKOJICHHH);

4. Bpad H0IKEeH UCKIIIOYUTD BO3ACHCTBHS BO3MOXKHOTO
(hakTOopa OKpy’KaroIleil cpeabl, BapuadEIbLHYIO
MEHETPAaHTHOCTh U MO3AUIIU3M.

3akiouenue

BrlpaxxeHHasi TeHETHYECKasi FeTePOreHHOCTh paH-
HuX OO o0yciaBiuBaeT 1eaecoodpa3HocTh u dhhek-
THUBHOCTB POBEJICHUS TAPI€THOTO 3K30MHOTO CEKBEHH-
POBaHMs IJs1 AUArHOCTUKM T€HETUYECKUX BapUaHTOB
C WCIOJBb30BaHHWEM TMaHeNled T'€HOB, OTBETCTBEHHBIX
32 BO3HUKHOBEHHE 3a00JIEBaHUI, CONPOBOKAAIOLINX-
csl CyIOpPOXKHBIM cuHApoMoM. Omnurcanue GEeHOTHTIH-
YECKUX NPOSBICHUI NMPH BBIBIAEMBIX MYyTalUsIX IO-
3BOJIMT KJIIMHUIIMCTAM Ha PAaHHUX CTA/IUSAX 3a00JIeBaHUs
3aroJ03puTh peAKre GOopMbI HacleICTBEHHOH O3 w,
BO3MOXHO, IIPOBECTH KOPPEKIMIO TEPaNeBTUYECKUX
MEPOIPUSATUH.
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(Mo maTepuanam paboTbl OHKONOrUYECKOro
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CHARACTERISTICS OF DIAGNOSTICS
AND COMPLEX THERAPY OF SOLID MALIGNANT

TUMORS IN INFANTS

(Based on the data of the oncology department obtained

in 2010-2017)

St. Luka’s Clinical Research Center for Children

Pe3rome

3110KauYeCTBEHHBIC OITYXOJIH Y TAIIMEHTOB 1-TO roma »Ku3-
HU JIOCTaTOYHO PENKH M BCTPEYAIOTCS MPUOTM3UTEITEHO
B 1 ciyudae Ha 12500-17500 metelt nmepBoro roma »Kus-
Hu. Ha nomo nampenToB B Bo3pacte oT 0 10 12 MecsiieB
npuxoauTcst okonno 10-15% ot Bcex cityyaeB 37oKaue-
CTBEHHBIX HOBOOOpa3oBaHuWil. B maHHOM cTarbe MbI MpPO-
AHAIM3UPOBAITN SITHIEMUOIOTHYECKHE, STHOIOTHYECKIE
Y TIaToreHeTHdeckre (PakTophl Pa3sBUTHS 3TOKAYECTBEH-
HBIX HOBOOOPA30BaHMWH y JETel MEepBOrO Ioja >KU3HH,
0COOEHHOCTH MYJIBTHANCLMIUIMHAPHOTO TOAX0AA K JHa-
THOCTHKE U JICUCHUIO JAHHOW TPYNIbl anueHToB. [Ipen-
CTaBJICHBI PE3YNIBTATHI JiedeHus 123 marueHToB, KOTOPHIM
TIPOBOMIIACH CTIENNATIM3UPOBAHHAS TIOMOIIb B OHKOJIOTH-
geckoM otnenenny HIL] B meproz ¢ 2010-ro o 2017 rox.

Kniroueevle cnosa: 3noxkauecmeernmvie onyxoJau, Ooemu
nepeoco 2004 JHCU3HU

Abstract

In 1-year-old children malignancies are rather rare.
Its incidence in infants is 1 in 12,500-17,500 making
up 10-15% of all malignancies. The article analyzes
epidemiological, etiologic and pathogenetic factors of
malignancy development in infants, peculiarities of the
multidisciplinary approach to diagnostics and treatment
of this group of patients. Results of treatment of 123 pa-
tients who were rendered a specialized aid at the oncol-
ogy department of the Research Center from 2010 to
2017 were presented.

Key words: malignant tumours, infants

3moKayecTBeHHbIE OITyXOJIH Y MalueHToB 1-ro rona
JKU3HU JOCTATOYHO PEAKH M BCTPEUAIOTCS MPHUOITH3H-
TenbHO B 1 ciydae Ha 12500-17500 mereit mepBoro

56

rona xu3uu. ITokaszarens 3a001€BaEMOCTH BCEMU 3J10-
Ka4eCTBEHHBIMH ONYXOJSIMH C POXKIeHUsS 10 14 ner
cocraBiger 13—-16 uwa 100 ThBICSY AETCKOTO HAcele-
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FEATURE OF DIAGNOSTIC AND COMPLEX TREATMENT OF MALIGNANT SOLID TUMORS
IN NEONATES AND INFANTS THE FIRST YEAR OF LIFE

Husa. Ha nomio manuenToB B Bo3pacte oT 0 g0 12 me-
caneB npuxoanutcs oxkono 10—-15% ot Bcex cimydaes.
Haubonpmmii ypoBeHb 3a00JIEBACMOCTH BBISBIICH
B CHIA — 22,3 ma 100 ThICSY HETCKOTO HACEIICHHS
B BO3pacre 10 roga. B passuteix crpanax EBpomnsl, Ta-
kux kak ['epmanus, @pannusa, Hopserus, nokaszarenb
konebnercs ot 21,8 mo 15,3—18,8. B Poccun, B vacT-
HOCTH B MOCKOBCKOM PETHOHE, JaHHBIA TOKa3aTellb
cocraBisteT 18,1-19,2 ma 100 TeICSY meTeidl JaHHOTO
Bo3pacrta [1, 13, 15, 17, 19, 24].

3nokayecTBeHHbIe HOBoOOpazoBanus (3H) y nereit
MEPBOTO IO/l KU3HU MMEIOT 3HAUUTENLHBIH WHTEpEC
C TOYKHU 3PEHUS WX IMHIEMHUOJIOTUHU, dTHOJOTHH, Ta-
TOTeHe3a, JUArHOCTHKH, JICYCHUS W IPOTHO3a. JTHO-
JIOTHUSI ATUX OIMyXoJied MynbTH(akTopHa. Haumbonee
3Ha4NMasi pOJTb B BOSHUKHOBEHHH OITyXOJIEH MPHUIAeTCS
reHeTnyeckuM akropam. CemeliHble clIy4an pa3BUTHUS
HepobrIacToMbl, peTHHOOIACTOMBI, HEHUPOOIACTOMBI
BO3HUKAIOT Ha MEPBOM TOJy JKM3HHU Hallle, YeM CIIO-
panuueckue [2, 3, 17, 24]. YV a1oit kareropuu maiu-
€HTOB OTMeYaeTcs OONbpIIas 4acTOTa BCTPEIaeMOCTH
OusarepanbHBIX ¥ MHOKECTBEHHBIX 3JJ0Ka4€CTBEHHBIX
omyxoneil. Porb remernyeckux GpakTopoB 0OBIACHSIET-
Csl TEM, YTO CPEIH JETEeH C Pa3TUIHBIMU aHOMAIUSIMH
KapUOTHUIIA, 3HAYUTEIHHO Yallle, YeM B OOIIeH IMoIy-
JISIIUH, BCTPEUAETCS COMYTCTBYIOMIAS OHKOJIOTHYECKAst
3JI0KAYE€CTBCHHAS TIATOJIOTHSI: PA3IUYHBIC BHIIbI JICH-
KO30B IpH CHHIIpoMe JlayHa, renaro0acTOMBI IIPH Ce-
MEHHOM aIeHOMaTO3HOM IIOJIMIO3€ KUIIEYHHUKA. Biu-
STHAE TEeHETHYECKHUX (paKTOPOB JOKA3BIBAET U TOT (PAKT,
YTO MIPH BO3HUKHOBEHHH 3JIOKQUYECTBEHHOH OITyXOJIH
Y OJHOTO W3 MOHO3ZUTOTHBIX OJIM3HELOB PUCK PA3BUTHS
OITyXOJH y BTOporo pebenka omu3ok x 100%, B gact-
HOCTH, JIGHKO30B. DTOT (PAKT TaKKE MOKET YKa3bIBaTh
Ha BO3MOXXHOCTh BHYTPHYTPOOHOH Tepemadyn OIryXo-
JIEBBIX KJIETOK OT OJHOTO pedeHka K npyromy [4, 5].

Brusiaue hakropoB BHeNIHEW cpelbl Ha BO3HUKHO-
BEHHE OIYXOJICH y JIETEH, B TOM YUCIIC BHYTPUYTPOOHO
W y AeTeil MepBOro roja *U3HH, U3y4eHO B OOJIBIIOM
KxonmuiecTBe padbotT. Hambonee n3yueHHBIME (hakTOpa-
MU, IO MHEHHIO PsiJia aBTOPOB, SIBJISIFOTCS: BO3/ICHCTBUE
PEHTTEHOBCKOTO M3ITy4eHHs], ”THTUOUTOPOB TOTIOU30Me-
passl 1I, ymorpebieHne MaTepbio aaKoroisi, HApKOTH-
KOB, KypeHHE MaTepH, NpoQecCHOHAIbHbBIE BPEIHO-
CTH y pomuTeneil (TsHKeIble MEeTallIbl, YIIIEBOIOPOIBL,
KpacKkd, KpacuTelH), HeAOCTaTOYHOE YMOTpeOaecHHe
B nniy ButamuHa C, ¢onaroB. YcTaHOBIEHA B3aUMO-
CBSI3b MEXTY 3TUMH (DAaKTOpPaMH M Pa3BUTHEM OCTPOTO
TUMQOOIACTHOTO JIEHKO3a, OCTPOr0 MHUENO0IACTHOTO
JIeHK03a, MPUMUTHUBHOM HEUPOIKTOIEPMATIHLHOM OITyX0-
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JIbI0, OMYXOJISIMU TEYEHH U TMOoueK. BiusiHue aHTeHa-
TaTbHBIX W MEPUHATAIBHBIX (DaKTOPOB JOKA3BIBACTCS
U TE€M, YTO Yy JeTeH, pOAUBIIUXCS C MACCOM Tela HIDKE
1500-1000 1, prck pa3BUTHS renaro0IacTOMBI TIPEBBI-
1aeT B JACCATKU pa3 OOUICTIONYNISIIMOHHBIC 3HAYCHMS.
BonbImIMHCTBO OIMyXONEBBIX KIETOK HEOHATAIIBHOTO
Meproia MOHOKJIOHAIBHBI i IMEIOT BEICOKYIO JacTOTY
XPOMOCOMHBIX U3MEHEHUN M CHEIU(DPUISCKUX TSHETH-
JecKux MyTtammi [6, 7, 23].

[IpoGnembl B3aUMOCBSI3U TepaToreHes3a U KaHIepo-
reHe3a JeMOHCTPHPYIOT B3aUMOCBS3b OIPEIEICHHBIX
MTOPOKOB PA3BUTHS M BOSHUKHOBEHUS 3JIOKAYCCTBEH-
HBIX HOBOOOpaszoBaHMii: cuHapoMa bekBurta-Bunema-
Ha, TeMUTHIIEPTPOGOUH, aHUPUANH, 33I€PKKHA PAa3BUTHUS
U omnyxoinu BuiapMca; MOpPOKH pPa3BUTHUS >KEITyI0U-
HO-KHIIIEYHOTO TpaKTa W pabIOMHOCApKOMBL. Y merei
C BPOXKICHHBIMH TIOPOKAMHU PA3BUTHUS PUCK (POPMHPO-
Banusa 3H B gerckoMm Bo3pacte B 1,7-2,9 pasa Beiie,
YeM B MOMYJIITUU 3IOPOBEIX JETEH, M B 6 pa3 BEIIIE
Ha MepBOM roay xu3uu [8, 9, 13, 19].

3a mocneqHNe TPU AECATUIICTHS OTMEYECH HanOOIb-
mui mpupoct nokasarenei 3H y neteit mepsoro roaa
KU3HU — 2,1%, B TO BpeMsl KaKk B APYTHMX BO3PACTHBIX
rpynmax 3ToT mokasarenb coctasui oT 0,8 mo 1,3%.
HawnGonpmuit poct 3a001€BaeMOCTH, TIO JaHHBIM Pa3-
JIUYHBIX UCTOYHUKOB, OTMEUYEH CPeau PEeTHHOOIacTO-
MBI — 4,6%, omyxomneil IieHTpanbHON HEpBHOM cHCTe-
Mmbl (HHC) — 4,1%, neiiporennsix omyxoneit — 3,4%.
VYBenuuuics mokazarenb 3a00JeBaeMOCTH «Ooiee
penkuMm» Buaamu 3H — remaroOiacToMoid, TepMHHO-
TEHHBIMH OITyXOJISIMH, YTO MOXKET CBHJICTEIHCTBOBATH
0 BHEJPCHUU B MOBCEIHEBHYIO MPAKTUKYy METOJOB
YABTPa3BYKOBOM CKPUHHUHT-IHArHOCTHKH, B TOM YHC-
Jie JJI1 OLEHKHU COCTOSIHMSI TIO/Ia Ha Pa3IHYHBIX CPO-
Kax OepeMEHHOCTH M TPH MPOBEACHUN KOMILIEKCHOTO
oOcienoBaHus AeTell B Bo3pacTe 1-3 MecsIeB KU3HU
B MOJUKIMHUYECKUX ycaoBusx [10].

AHanm3upys ypoBeHb 3a00J€Ba€MOCTH Pa3TUIHbI-
mu 3H y netelt mepBoro ronaa >KM3HU B 3aBUCHMOCTHU
OT ToJ1a, BEIsBIIEHO, uTO B CIIIA 3a mocnenume 2 necs-
TWJIETHS Y JI€BOYEK BBIPOC IMMOKa3areseil 3aboneBaeMo-
CTH T€PMUHOT€HHBIMHU OITYXOJISIMH, OITyXOJISIMU ITEUEHH.
V mansaukoB — omyxonsmu 1{THC, HeiipobmacTomoid,
petuHOONMacToMoi. [IpHunHBl MOKOOHBIX W3MEHEHHH
JTO HACTOSAIIETO BpEMEHU He M3ydeHs! [11].

B cTpykType 3710KaueCTBEHHBIX OIYXOJEH y AeTeil
nepBoro roga *xu3Hu 70% NOpUXOAUTCS HA AOIIO CO-
JTUAHBIX OMyXOJIEH dKCTpaKpaHUATHHOU JIOKATH3AIINH.
COOTHOLIEHUE MEXKIY COMUIHBIMU OIMYXOJSIMU U JICH-
KO3aMH y JieTel TIEPBOTO rojia *U3HU cocTaniser S:1,
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Torna kak B rpynmne 1-14 net stor nokazartens 2:1.
Jlmpupyroree MecTo B CTPYKType 3aboaeBaecmocT 3H
B pa3BUTHIX CTpaHaX 3aHUMaeT HelpobiacToMa — OKo-
10 30% ot Bcex 3H, 3arem cnenyror omyxonu [THC,
JIEHKO3BI, PETHHOOIACTOMA, TePMUHOTCHHBIE OITyXOJIH,
HedpobmacTombl. [lo JaHHBIM pa3MUYHBIX KaHIIEP-pe-
THCTPOB, B 3aBUCHMOCTH OT Teorpa(uyeckoro mosio-
KeHUs auaupyrot Te win uHbsle 3H. B To ke Bpems
yIenapHBIA Bec Takux 3H kak ocTeocapkoma, capkoma,
3JI0Ka4€CTBEHHBIC SITUTEIHATIBHBIC OMYXOJH, JIUM(POMBI
MOBCEMECTHO KpaitHe Hu3kuii [11, 12, 18, 22].

Cpenn maryeHToB MEpPBOTO To/a XKU3HHU OTAENb-
HO MOXHO BBIACIUTH TPYIITY JAETEH C BPOXKICHHBIMH
OIYXOJSIMH U C OIYXOJISIMH, AHArHOCTHPOBAHHBIMHU
B HEOHATaJbHOM Nepuoje. B HeoHaTalbHOM nepHone
3aboneBaemocth 3H cocrasmser 1,88-3,65 na 100 ThI-
Cs1Y JIeTel, poXKIeHHBIX XUBBIMHE [14, 15, 24]. B 40%
CIIy4aeB OITyXOIlb JMAarHOCTUPYETCS MPU POXKICHUU.
B »aT0ii BO3pacTHO# TpyIme A0S HEHPOOIACTOMBI
Bo3pactaeT 10 50%. /luarHo3 repMUHOT€HHOH OIyXo-
nu ycraHaBiuBaeTcs y 38% OonbHBIX. B yBemmueHun
CIy4YaeB IMArHOCTUKU HEOHATAJIbHBIX OIMyXOJed He-
COMHEHHYIO POJIb UTPaeT HIMPOKOE PACIpOCTpPaHEHUE
1 JOCTYITHOCTb AaHTEHATAJILHON yJIbTPa3BYKOBOU CKpH-
HMHT-MarHoctuku [16, 17, 18, 24].

Kmunaraeckue nposienerns 3H 1 TedeHne Takxke nMe-
10T CYIIECTBEHHOE OTIMYHE OT JieTel B Ooee cTapimx
BO3PACTHBIX Tpymnmax. 3aboneBaHus y aereit 1-ro roma
KH3HU JJUTEIBHO TPOTEKAIOT OECCUMIITOMHO, IO Ma-
CKOM pa3iMYHBIX HEOHATAIBHBIX AUATHO30B U KOHCTHTY-
[IMOHAJILHBIX 0cOOeHHOCTEH. Ha rmepBrIif TUTaH BBIXOAST
OONICKIIMHUYECKUE TIPOSBICHUS: BSJIOCTh, CHUKCHUC
ammeTnTa, cyodeOpumuTeT, OJNIETHOCTh, IOXyHaHUE
Y HU3KUH PUPOCT MACCHI TeJa, HAPYIIICHUE CHA U TTOBE-
JeHrs1 peOeHKa, TIEPHOIUIECKUE TIOHOCHI, PBOTA U CPhI-
ruBanue. [lonoxxenne ycyryomnsercst TeM, 4To TOBOJIEHO
4acTO OIyXOJb MPOTEKAET HAPALY C Pa3IUUYHbIMU TeHe-
TUYECKAMHU TIOPOKAaMH M aHOMAIIMSIMHU Pa3BUTHs. AHa-
TOMO-(hU3UOOTUYCCKHE IaHHbIE peOeHKA MEPBOTO To/Ia
JKU3HU MMEIOT OYEHBb OOIBIIHE «PE3EPBBD», UTO JaeT
BO3MOXKHOCTh ONYXOJH JJINTEIHHOE BPEMsI pPacTH,
HE BBI3bIBasi OOJIEBBIX OIIYIICHUH U TUCKOM(OopTa y Ma-
neimra. Hepenko ux 0OHApYKUBAIOT POMUTENH peOSH-
Ka, Korja o0pa3oBaHUE YXKE JIOCTUTACT 3HAYUTEIHHBIX
pa3MmepoB. MrpaeT cBOO pojib U KpaiiHe HU3Kas HacTo-
POXEHHOCTh Cpeau Bpadeill MOJIMKINHUYECKOTO 3BEHa.
Ha nmosro ATporeHHBIX OMIMOOK, IMO3MHEH JHarHOCTHKH
npuxoautes 10 50% ot Bcex cimygaes [15, 17, 18].

T'oBopst 0 0COOEHHOCTAX AMATHOCTUKY Y TaHHOH Ka-
TETOPHH MAIUEHTOB, TPEKIE BCETo oOparmaeT Ha ceds
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BHUMAaHHE Majoe KOIMYECTBO BU3yaJbHO OOHApYKH-
BAaE€MBIX OMYXOJIEH, PACTOIOKEHHE 3JI0KaY€CTBEHHBIX
MPOLECCOB B TPYZHOAOCTYMHBIX ISl HCCIIEIOBAHHMS
obmacTsax (uepemn, 3a0pIOMIMHHOE TTPOCTPAHCTBO, Ma-
JBIA Ta3, 3aJHee CPeAOCTEHUE), HAININEe MHOXECTBA
«Macok», 4To TpeOyeT MpOBENCHHs PaCHIMPEHHON
T depeHInaILHON TUarHOCTHKY, TIPUBIICUSHHS Pa3-
nuyHbIX cnenuanuctoB [13, 17, 19, 24]. [IpoBenenue
OOJBITMHCTBA MAHWUTTYISAIIAN U UCCIIEAOBAaHUI TpedyeT
NPOBEJCHUST aHECTE3UOJIOTHYECKOTO MTOCOOHs, CIIelu-
aJM3UPOBAHHOTO 000pPYAOBaHUS, B TOM YHUCIIE COBpE-
MEHHBIX MaHUITYJSIIMOHHBIX KyBe30B. HTEprperamst
PEHTTEHOJIOTUYECKUX JAaHHBIX, aHAIN3a OMOXMMHUYE-
CKHX, TOPMOHAJBHBIX ¥ NMMYHOJOTHYECKHIX Iapame-
TPOB, YPOBHSI OHKOMapKEepPOB, MOJIEKY/SIPHO-TeHETHYC-
CKHX HCCJIeIOBAHUN TPEOYET OT CIIEIUAINCTOB YETKIX
3HaHWH BO3PACTHBIX aHATOMHYECKHX OCOOCHHOCTEH,
rokasareneil u 3Hauenui [13, 15].

[Tpu BBIOOpE TaKTHKHM KOMILIEKCHOTO JedeHus 3H
y MalUeHTOB MEPBOr0 ToAa XKU3HH CIEAYeT MPEkKIe
BCETO YYHUTHIBATH HE3PENOCTh PAa3INYHBIX OPraHOB
W CHCTEM OpraHM3Ma, 4To IpeAompenenseT ocoOeH-
HOCTH (hapMaKOKHHETHKH W (apMaKOAHHAMUKA OOJIb-
IIMHCTBA JICKAPCTBEHHBIX CPENCTB, B OCOOCHHOCTH
nuTocTarnueckux. Bricokmit yposens PH xemynka,
HezpenocTh Motopuku JXKT, Bo3pacTHble U3MEHEHUS
AKTUBHOCTH (EPMEHTOB OOBSCHSIIOT OCOOEHHOCTH
MeTaboNmM3Ma W BBIBEJEHHUS ITUTOCTATUKOB W3 Opra-
HU3Ma pebeHka. Bricokoe conepikaHue OOIICH KHJI-
KOCTH B opranuzme — 10 80% oT Macchl Tena, HU3KOe
cofepkanre Oenka, Hanu4ne (peTasbHOTO AITBOYMH-
Ha, BO3pacTHbIC M3MEHEHHs] aKTHBHOCTH ()EpPMEHTOB,
OTHOCHUTENBHO HH3Kas IUIOTHOCTH TIIOMEPYISIPHON
¢unsTpannyu U TYOYJISPHOH CEKpeluy MPUBOIHUT K Ha-
PYIICHHIO TIPOLIECCOB BBHIBEACHUS MPOMYKTOB pacraja
Y BIUSIIOT Ha pacrpeieieHue JeKapCTBeHHBIX Mpernapa-
TOB ¥ MX MeTabonu3M B TKaHsx [20, 21]. Y nmanueHTOB
MIEPBOTO TO/Ia )KU3HU OTMEYAEeTCs BHICOKAs MIPOHUIIAe-
MOCTB reMaTo3HIEe(aINIeCcKOro 0apbepa, OTHOCUTENb-
HO BBICOKOE CONep)KaHHe I1epeOpOCITMHATBEHON K-
KOCTH U HE3aBEPIIEHHOCTH MPOIIECCOB MUEITHMHU3ALNN
B IITHC, uto oOycnaBiuBaeT JOCTaTOYHO Y3KHH Tepa-
MEBTUYECKHUI JINATa30H UCTIONB30BAHMUS [IATOCTATHKOB
1 OOJIbIIIME BO3MOXKHOCTH Pa3BUTHsI TOOOUHBIX A hek-
ToB [15, 21]. ¥ 6—10% BcTpedaroTcst KpaitHe TsKelble
OCJIO)KHEHHS, B TOM YHUCJE C JIETalIbHBIM HCXOIOM,
OT TIPOBEJIEHHON IUTOCTaTHYECKON T€PaIu, 4TO UCTO-
prUecKr 00YCIIOBHIIIO HEOOXOIUMOCTh CHYDKEHHS 103
uuroctatukoB Ha 30-50% mpu pacuere Ha IUIOLIATb
MTOBEPXHOCTH TeJIa ¥ MMOTPeOOBAIO IPOBEACHHUS pacue-
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Ta Ha Kr mMacchl Tena pedenka. [lpu nposenennn [IXT
pebeHKa MepBOTO To/Ia JKU3HU TPeOyeTCsl TIaTeIbHBINA
MOHHUTOPHUHT IOKa3aTellell OO0IIero aHalin3a KpOBH,
OMOXUMUYECKUX TapaMeTPOB, OIEHKH COCTOSHHS TO-
MEe0CTa3a, CUCTEMBI KOATYJIALNN U TIPUHATHS PEIIeHUs
00 dCKayauy Wik PeayKIMH T03bI XUMHUOIIPENapaToB
npu nposeaeHun nociuenyromux kypcos IIXT. He-
peaxo Hadaio 3tana nporpammuoi IIXT nposonures
B YCIIOBUSIX pPEaHUMAIIUH, YTO 00YCIOBIEHO TSKECTHIO
COCTOSIHUA TaruenTa [23, 24].

T'oBOpst 0 XMPYpPrUYECKOM JICUEHUH, HEB3S1 HE OTME-
THTh, YTO IPUOPUTET B ITOW 00IACTH TIPHHAIIICKHT Op-
TFaHOCOXPAHSIOIIEMY JICUEHUIO ¢ IPUMEHEHUEM CaMBbIX
COBPEMEHHBIX MHHOBAIL[MOHHBIX TEXHOJIOIHH, KOTOPHIE
MO3BOJISIOT M30€KaTh Kajevalux onepanuii, MUHIMU-
3UpPOBATh KPOBOIOTEPIO, PA3INYHBIE OCIOXKHEHUS U CO-
XPaHUTh BBICOKOE Ka9eCTBO >KM3HM TarenTa [23].

AHanuzupyst 00IIyI0 BBDKHBAEMOCTD JIETEH MEPBOTO
rofa xu3Hu ¢ conuaubivMu 3H B mepBeie 4 roa HabIO-
JICHUS, MOKHO OTMETUTh, YTO OHa B JIAHHOW TpymIie
HIKE, YeM y JieTel crapiiero Bo3pacta. [1o ucreue-
HUU YKa3aHHOTO CPOKa, MOKa3aTeNIl BBIPAaBHUBAIOTCS
U COCTAaBISIIOT OKOJIO 75%, MO APYrMM HCTOUYHHUKAM,
3Ta pa3HHUIla OTCYTCTByeT. Hawmmydmme mokxazarenu
BBDKHMBAaEMOCTH Y AETEH 10 rofla OTMEYAIOTCS IPU HEll-
pobmactome — 10 84%, TpH JTOKAIN30BAaHHBIX CTa -
sIX TEpPMUHOTEHHBIX ommyxoneid — g0 80%, npu Hed-
pobaactome — o 85%. [lokazarenn BBDKHBAEMOCTH
npu onyxoisx LITHC, npu capkomax MATKHX TKaHEH
OBLITM 3HAYUTENFHO HIDKE, YeM Yy JleTell B BO3pacTe
1-14 net — 48% u 57% cooTBeTCTBEHHO, TPOTUB 70—
75% [2, 11, 13, 18, 24]. Takum oOpa3om, Bce BbIIIIE-
YKa3aHHOE€ TOATBEP)KAAET, YTO AUArHOCTUKA U IpPO-
BeJICHHE KOMIUIEKCHOTO JIEYE€HHUs MallMeHTOB MEePBOTO
rofa >KU3HU C COJUIHBIMU 3JI0KAUECTBEHHBIMU OIy-
XOJISIMH OCTAeTCsl KpaliHe CIIOKHOM 3ajadeil, KoTtopas
TpeOyeT MyJIbTUAMCLUMIUIMHAPHOTO MOAXOAa Ha BCEX
JTanax IHArHOCTUKH, JIEYEHHsS U BOCCTAHOBUTEIIb-
HO-PeaOUINTAMOHHOTO JICYCHUS], HATTMYHS CIICIHaIHU-
3WPOBAHHOTO OOOPYIOBAHMS M IPIMEHEHHUS HOBEHIIINX
MHHOBAIMOHHBIX TEXHOJIOTUH MPHU MPOBEICHUN XUPYP-
TUYECKOIO JICYEHUS] U IPOrPaMMHON TOJUXUMHOTEPA-
ITUH, YTO OTIPENIEISIET HE TOIBKO PE3YNIbTaThl HETIOCPE-
CTBEHHOTO M OTAAJICHHOTO JICYEHUs, HO U MO3BOJISET
COXPAHUTh MALMEHTY BBICOKOE KaYE€CTBO KU3HU.

Hear wucciaegoBaHUA: H3YUEHHE pe3yNbTaToOB
JUarHOCTUKU W JICYCHUSI MAILUEHTOB C COJIUIHBIMU
3JI0KAYE€CTBCHHBIMH HOBOOOPa30BaHMSIMH, JUATHO-
CTUPOBAaHHBIMM HA TIEPBOM IOy *H3HHU, B YCIOBHAX
MHOTOTIPO(GUIBHOTO MEAUIINHCKOTO YIPEKICHHS, CHH-
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[ Manbumku

[E fesoukm

43,10%

56,90%

Puc. 1. Pacnpepenetve nawventos no nony

M [0 1 mecsua
[J 011 fo 6 mecsiues
X 016 1o 12 mecsiues

39,8%

Puc. 2. PacnpeneneHie naLenToB no Bo3pacry

JKCHUSI OTIAJICHHBIX MOCIEICTBUHA CIIEIMaTH3UPOBaH-
HOT'O POTUBOOITYXOJIEBOTO JICYEHHUSI.

Martepuajnbl 1 MeTOAbI UCCIETOBAHUA: B HCCIIE-
noBaHue BKmoueHo 123 manumenta (100%) c paszmuy-
HBIMH COJIMAHBIMH OITyXOJSIMH B BO3pacTe oT 3 aHel
no 1 roga, HAXOIUBIIMXCA Ha CHEHHUATH3UPOBAHHOM
JICYCHUH B OHKOJIOTWUYECKOM OTHENIEHHH U B OTHe-
JIEHUH HOBOPOXKJIEHHBIX W HEIOHOIIECHHBIX JEeTeH
B nepuoa ¢ 2010-ro mo 2017 rox. AHTeHaTalbHO,
MIPH yABTPA3BYKOBOM CKPUHHUHTE, OITyXOJIb THATHOCTH-
poBana y 7 nereit (5,6%), uatpanaransto —y 4 (3,2%).
[Ipu mpoBefeHNH YIBTPa3ByKOBOTO CKPUHHUHTA B yC-
JIOBUSIX TIOJNIUKIMHUYECKOTO 00CIIEIOBaHUS B BO3PACTE
ot 1 1o 3 Mecs1EeB OImyxosb AMarHoctupoBana 'y 31 pe-
6enka (25%). CaMOCTOATEIBHO OITyXOJIb BEISIBIIEHA PO-
mutensmu y 40 nereit (32%). Y 43 (34%) nanueHToB
OTYXOJIb BBISIBIICHA TIPH MPOBEACHUH KOMIUIEKCHOTO
o0cieoBaHNs B YCIOBUSIX CTallMOHApa IO TOBOIY
JIPYTUX TIPEBAPUTEILHBIX TUATHO30B.

ManpaukoB Ovut0 — 53 (43,1%), neBodek —
70 (56,9%). Cootnowmenue o mony 1:1,32 (puc. 1).

[NarmenToB mo 1 mecsma xu3am Obuto 11 (8,9%),
neret or 1 mo 6 mecsaneB xu3znu — 49 (39,8%),
ot 6 no 12 mecsnes — 63 (51,3%). Cpeananii Bo3pact
coctaBui 5,7 Mecsna (puc. 2).

ITo HO307IOTHSAM MALMEHTHI PACTIPEAESTUIUCH CIIEAY-
oM o0pasom: Heipodmactoma — 47 (38,2%). Ilamm-
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Tabnuua 1. Pacnipenenenite naLMeHToB No HO30MOTVYECKVM rpynnam

Ne Hasonoruueckas rpynna AGc. Kkon-Bo %
1 Henpobnactoma 47 38,2
2 [aHrnuoHelipobnacToma & 4,0
3 Hedpobnactoma MoHonartepansHas 15 12,2
4 Hedpobnactoma 6unatepansHas 7 5,6
Paboomunocapkoma anbBeonsipHas 2 1,6
6 OmMb6puroHanbHas pabgomuocapkoma 1 0,8
7 ®unbpocapkoma MHaHTUNbHas 4 3,2
8 PabpovgHas onyxonb nevexHn 1 0,8
9 lenatobnactoma 10 8,2
10 Onyxonu LIHC 8 6,6
11 PetuHobnactoma 8 6,6
12 OKcTpakpaHuanbHble repMUHOTEHHBIE OMyXOnu 15 12,2
13 NTOIO: 123 100

€HTOB C JIOKAJTM30BAHHBIMH CTaIUSIMU OHKOJIOTHYECKO-
ro mpouecca 6su10 17, ¢ MECTHOPACIIPOCTPaHEHHBIMU
U TeHEPAIM30BaHHbIMU — 24, manueHnToB ¢ IVS craau-
el — 6, uro coctaBmiio 36,1, 51 u 12,7% cooTBeTCTBEH-
HO OT Bcex HelipoOnacToM. [aHrmuoneiipodnactoma 3a-
OPIOIITMHHOTO TPOCTPAHCTBA OBbLIa THArHOCTHPOBaHA
y 5 marnuenTtoB (4,0%). [lanineHTOB ¢ MOHONIATEPATh-
HOM HedpobmacTomoit O6but0 15 (12,2%). Jlokanuszo-
BaHHBIE CTAJNH COCTaBWIN 77,7%, TeHEpaTM30BaHHBIC
22,3%. bunarepansnas HedpobiracTroMa AMArHOCTH-
poBaHa y 7 MaIMEHTOB, YTO cocTaBmiio 5,6% OT Bcex
MAIMEHTOB CO 3J0KAaYeCTBEHHBIMH HOBOOOpPa30BaHUS-
Mu. AnbBeolsipHast padmomuocapkoma 111 ctagnu nua-
rHOCTHpOBaHa y 2 nmanueHTos (1,6%), sMOpruoHaIbHAS
pabnomuocapkoma — y 1 pedenka (0,8%). C renepa-
JIM30BaHHOW PabIOWIHON OIyXOybio meueHu [V cra-
i HaOmonancs 1 pedenok (0,8%). [ematobmacToma
muarHoctupoBaHa y 10 mamuenTtoB (8,2%). I'pynmy
MAUEHTOB C Pa3UYHBIMH SMOpPHUOHAIBHBIMU OITY-
xomsimu [THC cocrasunmu 8 nmereit (6,6%): 3 pebenka
C TEPMUHOTEHHOKJIETOYHBIMHU OIYyXOJISIMH, 3 TIAIIUEHTA
c [THOT, 1 pedenok ¢ ATPO, 1 — ¢ XOpHOHAIUTEIHO-
Mmoii. C peruHOOMacToMoi Ob1TO 8 ManueHToB (6,6%):
MOHOJIaTepajIbHasl OMyX0Jib AMAarHOCTUPOBaHa y 6 Je-
teit (75%), bunarepanbhas —y 2 (25%). C skcTpakpa-
HUAIBHBIMHA T€PMHUHOTCHHBIMH OIYXOJISIMUA PA3JTHIHBIX
nmokanu3anui 610 15 mammentos (12,2%). C undan-
THIbHOHN (hubpocapromoii — 4 (3,2%). Obmue ganHbIe
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D FeHepanmsoBaHHue W MeCTHOpacnpoCTpaHeHHbIe CTaaun

[l Jlokanu3oBaHHble cTagum

Puc. 3. Pacnpesenenie nalueHToB B 3aBUCHMOCT OT pacnpocTpa-
HEHHOCTY OMyXOMeBoro NpoLiecca

M0 pacIpeeNleHHI0 MAIUeHTOB B 3aBUCUMOCTH OT HO-
30JI0THH TIpENICTaBIeHEI B Tabnuie 1.

Cpenun Bcex 123 mamnueHTOB JIOKajIW30BaHHBIE
CTaIuU OITYyXOJEBOTO Ipollecca IUarHOCTUPOBAHBI
y 38,2% mnanueHToB, a MECTHOPACIpPOCTPaHEHHBIE
W TeHepann3oBaHHble ctaanu —y 71,6% (puc. 3).

Bropuunble nopaskeHHs daiie BCEro ObUIN BBISB-
JICHBI B JIETKUX, B MeueHu — 47%, B TOJTOBHOM MO3-
e, a TakKK€ B OTHAJICHHBIX J'II/IM(baTI/I‘ICCKI/IX y3iaax
1 B KOCTHOM MO3T€.

Crpykrypa 3a601€BaeMOCTH OTIWYaIach B 3aBH-
CHUMOCTH OT IOApAa3/eICHUs] Ha BO3PACTHBIE T'PYIIIHL.
Tak, y manueHTOB HEOHATAIBHOTO BO3pacTa dHaile
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BCETO BCTPEUAIHCHh CAPKOMBI MATKHX TKaHEH, Helpo-
OracTOMBI M TEpPMUHOTEHHBIE OmyXxosd. Pexe Bctpe-
YaJKNCh B 3TOW TPYIIE MAI[UCHTOB OMyXOJHU ICYCHH,
nouek, omyxonu I{THC. B Bo3pacte ot 1 1o 6 mecsiues
OCTaBajach BBICOKOHN J0Js1 HEHPOrEHHBIX OIyXOJIEH —
10 47,8%, 3HAYUTEIILHO HUKE ObUT yPOBEHb OIMyXOJIeH
MSITKUX TKaHe# — 8,7% W oTMedascs poCT OIyXoJieh
nouek, neuenu, omnyxoneit [IHC, petuHOOMaCTOMBI.
Poct momm omyxomneit sMOpHOHATBHOTO TeHE3a COXpa-
HSJICS U CpelM MAlMeHTOB B Bo3pacte oT 6 1o 12 me-
CAIIEB, B OCHOBHOM 3a CYET YBEIMYCHHS KOJIHYECTBA
peTHHOOIACTOMBI ¥ HEQPOOIACTOMBI, OIyXOJel rede-
Hu. [IpouenTHeie nmokasarenu onyxonei [THC (9,7%),
TepMHUHOTEHHBIX omyxoneit (12,9%) ocraBamuch mpak-
TUYECKH MPESKHUMHU, TOTA KaK JOJIsI MAIUCHTOB C HEil-
pobiacTomMoii B 3TOW BO3PAaCTHOM TpymIe CHU3WUIIACh
1o 32,3%.

OTMmeuanuch pa3innyusi B 3aBUCHMOCTH OT BO3pac-
Ta ¥ IpU PacpeneeHnH OHKOJIOTHIECKOTO TpoIiecca
[0 CTaausM — CpelIu JAeTed MEepBOro Mecsla >KU3HU
20% wmMeny OTHaJeHHBIE METAacTa3bl U OBUIM OTHECE-
sl K IV cTagum oHkonorumyeckoro mporecca, y 80%
nauueHToB AuarHoctuponana Il cragus. B rpynmne na-
nueHToB OT 1 1o 6 MecsieB ObUTH TIPENCTaBICHBI BCE
cTaguu: jokanu3oBaHHble — 33,1%, mMecTHOpacHpo-
ctpanennble — 10,4%, reHepan30BaHHbBIE TPOLIECCH —
39,3%. bunarepanbHoe nmopakeHue npu HedpobdiacTo-
M€ W PETHHOONIAcTOME AMAarHOCTHpoBaHO y 17,4%.
VY manueHToB crapiie 6 MecsI1eB 10 JOKAIN30BaHHBIX
craauii coctasuina 10 38,7%, nons MecTHOpacnpocTpa-
HEHHBIX CTaJWHi OCTajach NMPAKTHUYECKH HA MPEKHEM
ypoBHe U coctaBuia 13%, ysenuunics no 38,4% ypo-
BEHb MAI[MEHTOB C T€HEPaJM30BaHHBIMHU IMPOIECCaMH.
bunarepanbHoe mopajkeHHe MOYEeK U OPraHOB 3pEHUSA
B 3TOH IpyMIie MAaMEHTOB BBIABICHO y 9,7%.

Bcem manpentam ObUTO MPOBEACHO MOJTHOE KOM-
IJIeKCHOe oOcienoBaHue, HalpaBlIeHHOE Ha YycTa-
HOBJICHHE MOP(OIOTUIECKOW MPUPOABI OMyXOJIEBOTO
npoiiecca (IIUTOJIOTHYECKOE M THCTOJIOTUYECKOE HC-
CJIeIOBaHUs, WMMYHOTHCTOXHUMHUYECKHE HCCIEeN0Ba-
HUS, IUTOTEHETUYECKHE HCCIENOBaHUA U Jp.), €ro
pacnpocTpaHEeHHOCTH, TJIe BeayIas poJb MpHHAJIe-
’Kaja COBPEMEHHBIM DPEHTTEHOJOTUYECKHM METOAaM
obcnenosanust (CPKT, MPT ¢ xoHTpacTupoBaHHEM,
MIPOBE/ICHNE aHTHOTPAPHH U TPEXMEPHBIX PEKOHCTPYK-
LUi), METo/IaM YIbTPa3BYKOBOM TMArHOCTHKH C IIPOBe-
JIEHUEM JIONIUIEPOBCKOTO KAPTHPOBAHUS 1 ITOCTPOCHHS
PEKOHCTPYKIUH, paJHOHyKIUIHBIM METOAAaM JHUAarHo-
CTHUKH (PaJHMOHYKIMIHOE CKAHUPOBAaHHUE C TEXHELIUEM,
raimueM, ¢ MIBG u 1. 1.). IIpoBomunach orneHka GpyHK-

LUOHAJILHOTO COCTOSIHHE OpraHu3Ma peOeHKa U ero
YKU3HEHHO BaYKHBIX OPTaHOB U CHCTEM, BBISIBIICHUE B3a-
MUMOCBSI3U OIYXOJH C TeHETHYECKUMHU 3a00JIeBaHUSIMH
Y MOPOKAMH PA3BUTHUSA, UCCIEAOBAHUE TOPMOHAIBHOIO
cTaryca, ypoBHs CriellH(UIeCKHX OHKOMapKepoB (aiib-
(a-deTonpoTenHa, XOPUOHHUYECKOTO TOHAIOTPOIIHHA,
TPOITHBIX TOPMOHOB TUTNIO(H3a U HAATIOYEYHUKOB, YPH-
HapHBIX KaTeXOJIaMUHOB, YPOBHS HEHpOHcIeLuQuye-
CKOW DHOJA3BI M MPOYEE), BHIMTOTHEHUS T€HETHIECKIX
HCCIEN0BAaHUN, U3y4YEeHUE CEMEWHOIO aHaMHE3a.

MynbTUAUCUUIUIMHAPHBIA KOMIUIEKCHBIM TOIXOH,
B MPOBEACHUM OOCIeOBaHMS, MOCTAHOBKE JUArHO3a
Y Ha pa3IMYHbIX dTalax JICYCHUs BKIIOYal B ce0s y4a-
CTHE JETCKOIO OHKOJIOTa, HEOHATOJIOra, KIMHUYECKOIO
TeHEeTHKa, OpTOIesa, Jy4eBOro JUarHocra, neauarpa,
AHECTE3U0JI0ra-peaHuMaroiora, HeHpoxupypra, B T. 4.
YeFOCTHO-ITUIACTHYECKOTO, KapInoiIora, oTalibMoIo-
ra, OTOPUHOJAPUHIOJIOra, Pajaroaora, HI0CKOINYE-
CKOTO XHpypra W JUarHocta, peadWInTojora, maro-
Mopdoora, crenualucTa no JeueOHOMY MUTAHHMIO,
JUETOJIOTa, TAOOPAHTOB, TICUXO0JIOTOB U Ap. [Ipnmene-
HUE MYJIBTUAUCUUILIMHAPHOTO MOIX0Aa 00yCIOBICHO
HEOoOXOAMMOCTHI0O OpPTaHW3allii Ha BCEX JTarax Jua-
THOCTHKH U JieueHHUs] 6a30BOTO yXo0/1a 3a HOBOPOXKICH-
HBIMM M JI€TBMH T'PYJHOIO BO3pacTa, opraHuU3aLuen
MATAHUS, OLEHKOM MOTPaHUYHBIX COCTOSHHMI HEOHa-
TaNbHOTO nepruoaa U MoppoyHKIMOHATBHBIX 0COOCH-
HOCTEH y MAallMEeHTOB MEPBOro rofa >KMU3HU, KOHTPOJIEM
3a (pU3HYECKUM M TICHXOMOTOPHBIM Pa3BUTHEM, MPO-
¢mnakTrKoii 3200JIeBaHUI HEOHATAILHOTO U TPYIHOTO
MEPUOIOB (PaxWT, aHEMHs, HEBPOJIOTHUECKass CHMIITO-
MaTHKa, KOPPEKUHs TMOPOKOB pa3BUTHS U Ap.), Jeue-
HHAEM COITYTCTBYIOIINX 3a00J€BaHUN M OCJIOXHEHUH,
B TOM 4YHCJI€ OT MPOBEACHUS CIEUUATU3UPOBAHHOIO
MIPOTUBOOIYXOJIEBOTO JICUCHHUSI.

Cpenuuil Cpok MOCTaHOBKH JAMAarHo3a COCTaBMII
oT 2 1o 5 cyrok. Ilpu nmaHupoBaHUM M TIPOBEACHUU
CIIEHUATIU3UPOBAHHOIO KOMIUIEKCHOIO MPOTHBOOIYXO0-
JIEBOTO MPOTPAMMHOTO JIEUEHUS CONUIHBIX OIyXOJei
YYHATHIBAIIUCH OCOOEHHOCTH CITEIHAIN3UPOBAHHOM I10-
MOIIIM JETSIM MEepPBOTO rojia >KM3HHU, a UMEHHO: HalH-
4yye OTAECICHUN AJIA OKa3aHUsl CIELUATU3UPOBAHHOU
XUPYPru4eCcKoOd MOMOILH; HEHPOXUPYPIUUECKON IMO-
MOIIY; HATUYUE OTAEICHUHA peaHMMalliid U UHTEHCHB-
HOH Tepanuu, B TOM YUCJIE€ U PEaHUMALMU JUJIs1 HOBO-
POXIEHHBIX; OTAEJIEHHUS MaToJIOTUH HOBOPOXKIEHHBIX
(tormxHBI OBITH 0OECIIEYeHbI KyBe3aMU U CIICIIUAIIA3H-
POBaHHBIM OOOPYIOBAaHUEM JJISI BBIX&)KUBAaHUS, B T.U.
HEJIOHOILLICHHBIX MAIMEeHTOB); oOecreueHre HeHTPalb-
HOT'O BEHO3HOTO JIOCTyIa U MEPONPUATUH U1 yXona
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3a HHUM; MPOBEJICHHE BCEX AMArHOCTUYECKUX U Jie-
4eOHBIX MAHUMYJIAIUN, TpeOyrommux o0e300mBaHus,
moz oOIell 1 MECTHOI aHecTe3nel; odeceueHe 3H-
TEPaTFHOTO U MapEeHTEPATbHOTO MMUTAHUS, TIPHOPUTET
COXpaHEHHsI TPYIHOTO BCKapMJIMBAHUS; BO3MOXHOCTh
npoBeneHust pedepeHc-auarHoCcTUKN; BO3MOKHOCTh
MIPOBENCHUS XUMHOTEPAITUN B YCIIOBUAX PECaHUMAITUH;
YacThle BH3UTHI MAIUEHTOB, HAXOMAIIUXCS Ha aKTHUB-
HOM IWHAMHUYECKOM HaOJIOIeHNH; OKa3aHHe Malna-
TUBHOM MOMOIIY U MICUXOJOTUYECKOUN MOAIEPKKHU.
BceM mnamumeHTaM TPOBOAMIOCH IPOTPAMMHOE
CHEIHANIN3UPOBAHHOE JIEYEHHE C Y4eToM MOopQoio-
TMYECKOr0 JUarHo3a, CTaJuH OITyXOJEeBOIo Ipoliecca,
TPYNIBl PUCKA, @ TaKKe C YYETOM COMYTCTBYIOIIECH
MATOJIOTHM M OCOOCHHOCTEW KOHCTHTYyHMH. llanmeH-
THl C HEWPOTEHHBIMHU OMYXOJSIMH TOTYYallH JICUCHHE
o potokoiry NB-2004. C HedpobiacToMoii — 1o mpo-
toxory SIOP-2001, a Takxe 0 OpUrHHAIBHOMY IPOTO-
KOy JiedeHusl OmiarepanbTHbIX Hedopobmactom HUN
AOI' POHIL PAMH. [ing nedeHus: MaluydeHTOB C rep-
MHHOTEHHBIMH OITYXOJISIMH HCIIOJIB30BAJICSI TIPOTOKOI
MAKEI-2005, npoTuBOpeHIUBHEIE TPOrPaMMEI Jieyue-
HUA 2- 1 3-i auHui. JleueHue nanueHToB ¢ MELYIIIO0-
6mactomoii u ITHOO npoBoaunocs o npotokorny XUT
ME/I-2014, nys manupedaToB ¢ ATPO romoBHOro mMo3ra
ucnonp3oBanu nporokol EUROHAB-2010 u ATPO-
2006. Jlns neueHus MalMEeHTOB C MOHOJNATepalbHBIMU
u OwrarepadbHBIMH PETHHOOIACTOMAMHU TIPUMEHS-
JUCHh KoomepaTuBHbIe MpoTtokoisl HUM rnasHeix 6o-
ne3neit uM. I'enpmronsiia, HUM JOI" POHI] PAMH
nMm. H.H. bnoxuna, ®bI'Y «MHTK «Mukpoxupyp-
rus maza» uM. akagemuka C.H. ®enoposa» Pb-2012.
[Ipu neyeHny MAIMEHTOB C OMyXOJISIMA MATKUX TKaHEH
ucmnons3oBainy npotokoa CWS-2002, CWS-2007, mpo-
TOKOJIBI JUIsl JIEYEHUs ommyxoJiel Markux TkaHed HUU
J0OI' POHL] PAMH um. H.H. boxuna. Jyis maiueHToB
C OITyXOJIBIO ITeueHH npumeHscs npotokon SIOPEL 4.
Tonmbko XHPYypPTrUIECKUA METOM JICUCHHS OBLI MPH-
MeHeH y 18 manmenTtoB (14,6%) rpynmbl HHU3KOTO
pHCKa — 3TO TAIMEeHTHI ¢ HeWpooOiacTomoi, Hedpo-
OmacToMoil ¢ OJIaronpUsITHEIMA MOP(OIOTHIECKIUMH
BapHaHTaMH, C TEHIIIHMOHEHPOOIACTOMOH, C JIOKAJIH-
30BaHHBIMH TE€PMHUHOTCHHOKJIETOUYHBIMU OITyXOJISIMU
Y OMYXOJIIMU MSITKHX TKaHEH. DTa rpyria manueHToB
MepenuIa moj AMHaMUYecKoe HalOmronerne. Xupypri-
YEeCKUH 3Tal JIeueHUs], KaK 3Tal JIOKAJIbHOTO KOHTPO-
7l B COCTaBe KOMOWHHPOBAHHOTO JIEUEHUS, MPOBECH
y 69 mamuentoB (56,0%). IlporpammHOe nedeHUE
B BHJI€ MHOTOKYPCOBOH NOTUXUMHOTEPANIUU TOTYYUIN
48 marenToB (39%). B ciryuae BOSHUKHOBEHHSI PEITH-
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JIMBa, IPOTPECCHH OITyXOJIEBOIO 3a00sieBaHMs Ha (QoHE
Jie4eHusl B KadeCcTBE NAJUIMATUBHOIO JICUCHUs y 3 ma-
UEeHTOB (2,4%) MpUMEHAJICS 3Tal JIy4eBOH Teparuu
Ha 0ase cHenualn3UpOBaHHBIX MEIUIMHCKUX YUpexK-
JICHUH.

OpraHocoxpassoliee XUPYpPrudecKoe JIeUeHHE
OnuTO TIpoBeneHo 13 marmeHTaM: 7 TAIMEHTOB ¢ OuW-
narepasibHOM HedpoOiacToMoii — B 00beMe pe3ek-
M TIOYKH C OMYyXOJbio; | mamueHT ¢ HelpoOmacTo-
MOH TOYKH — B 00BEME PE3CKIMU TIOYKU C OIYyXOJIbIO
U 5 marueHToB ¢ OmiarepalbHON peTHHOOIaCTOMOMN
(6bpaxurepanus-4, runeprepmusi-1). [lpu nposeaeHun
OpPraHOCOXPAHSIONIET0 XUPYPTrUUECKOTO JICUEHUS HC-
M0JIb30BAJINCh MHHOBALIMOHHBIE TEXHOJIOTUH, B TOM
qyciie Ja3epHas XUpyprus, BOIOCTpyiHas XUPYpTHUd,
IUIa3MEHHasi Xupyprusi, Tepmoabsiuus. I[Ipumenenue
COBPEMEHHBIX XHUPYPIHUYECKHUX METOAMK IT03BOJIUIO
MHUHUMH3HPOBAaTh HHTPAOIIEPAIMOHHYIO KPOBOIIOTEPIO,
n30eXKaTh MPOBEACHUS 3aMECTUTEIBHBIX TEMOTPaHC Y-
3UH ¥ NOCIEONEPallMOHHBIX OCIOAKHEHNH.

[IpoBeneHue nporpaMMHON, MHOTOKYPCOBOM TMOJH-
XUMHUOTEpanuy TpeboBaa0 HHTEHCUBHOTO COMPOBOAN-
TEJIBHOTO JICYCHHS, B TOM YHCIIE IPOBEICHUS THIIEPIU-
JIpaTalldOHHON Tepanuu, MapeHTepaIbHOTO MUTAHUA,
KpYITIOCYyTOUHOTO MOHUTOpHUpOBaHus. Beero mposene-
HO 565 KypcOB MOJMXUMHOTEpanuu. 1036l 1TUTOCTA-
THUKOB PacCUMTHIBAINCH B COOTBETCTBHM C MPOTpamMM-
HBIMH CXEMaMH JICYEHHUs] Ha KI' Macchl Teja peOeHKa.
V 7 nanueHTOB HayanbHbIA dran nporpaMmHon IIXT
OBUI NPOBEJCH B YCIOBHIX PEaHWMAIMH, YTO OBLIO
00yCIIOBJICHO TSXKECTHIO COCTOSIHHSI ITalleHTOB.
VY 100% mnanueHToB OTMEYanach reMaTolorn4ecKkas
TOKCHYHOCTb, B ToM uncie B 60% cixygaes I1I-IVcre-
neHy. Tspkenast reMarojoruueckas TOKCHYHOCTh MpH-
ommsutensHo B 30% ciywaeB morpeOoBana mpoBese-
HUS 3aMECTHTEJILHOW reMOTpaHCc(y3HOHHOU Tepanvu
u B 100% npumeHeHHs] aHTUOAKTEPHUATBHON U aHTH-
MHKOTHYECKOH Teparuu, B TOM ducie 2—3 mpemnapara-
MU ¥ TPOTHBOTPUOKOBOH TEpamuu, Moa0op KOTOPBIX
IPOBOJWICSA C YYETOM OaKTEpHOJIOTMYECKHX aHaJIH-
30B M 4yBCTBUTEIbHOCTH. B 82% cnyuaeB pasButus
arpaHynounTosa U (GpeOpuiIbHOI HEUTPONICHUM MaIH-
€HTaM BBOJAMJIMCH KOJIOHUECTUMYIUPYIOIIUE HaKTOPHI.
[InanoBas neKOHTaMHUHALMSA, TOCUHIPOMHOE JIEUEHHE
IPOBOAMIIOCH y BCEX NMAIMEHTOB HA JTare LUTOCTaTH-
YECKOI'0 JIEYCHHUS.

VY 5 nanueHTOB JiedeHne OBUIO HadaTo B 1-e CyTKu
C MOMEHTA MOCTYIUICHHUS 110 KU3HEHHBIM TIOKa3aHUAM,
C YYETOM LIUTOJIOTHUECKON BepupHUKALUU U PEHTTEHO-
JIOTMYECKHX IAHHBIX, YPOBHSI OHKOMapKEPOB.
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Pe3yabTaTbl: B HacTOsIIEEe BpeMs JICYCHUE 3aBEp-
meno y 103 maruenToB (83,2%). [Ipomomxarot crieru-
AIM3UPOBAHHYIO TEPAITUIO HA Pa3IHMYHBIX ATAIaX, B TOM
yucie nporuBopenuanBHyo 17 manuentoB (13,8%).
W3 nabmonenus BeiObUIO 3 manuenTa (2,4%). B cpoke
HaoOmronenusa ot 1 go 60 mecsues xusbl 70,3%, B TOM
gucie 100% marnuenTos ¢ [ ctaaneli omyxoieBoro mpo-
necca u 87,9% nereit co 1l cragueit mpouecca. Ha pas-
JUYHBIX JTanax JiedeHus morudio 28 mereit (23%).
OT ocnoxxHEeHUI Ha (POHE UTOCTATUUSCKOTO JICUCHUS
(cercuc, monuopraHHasi HeJOCTaTOYHOCTH, JIBC cuH-
JIpOM U TpoYHe) — 8 MAIMEeHTOB, OT TCHEepAIU3AIUN
U TPOTPECCHH OITyXOJIeBOro mporecca — 20 mereid,
13 HUX 16 ManueHToB ¢ NepBUYHO-TEHEPATN30BAHHEI-
MU CTaJMsIMH OITyXOJEBOTO IpoIlecca.

JIuteparypa

BeiBoabl: TakuM 00pa3oM, MPUMEHEHUE MYIBTH-
JUCIUIUIMHAPHOTO MOAXO0AA K JHArHOCTUKE W CIICIH-
ATU3UPOBAaHHOMY KOMILIEKCHOMY JICUCHHIO Y JeTel
C COJHMIHBIMH 3JI0Ka4eCTBEHHBIMH OITyXOJIIMH 1-TO
roja XHU3HH SBIISIETCS BHICOKOI()D(HEKTHBHBIM U MOXKET
YCIICIIHO TPUMEHATHCS Ha 0a3e MHOTONPO(UIBHO-
TO MEIUIIMHCKOTO yupexJeHus. Pe3yibTarhl JieueHus
JAHHOW KaTeropuu MAIUEHTOB HANPSMYIO 3aBHCST
OT IOCTH)XEHUH M Hay4YHO-TEXHHYECKOTO Iporpecca
B 00MacTH IMarHOCTUKW, MHHOBALIMOHHOW XUPYPTHUH,
COBPEMEHHOH MNPOrpaMMHON IMOJUXUMHUOTEPAIINH,
CBOEBPEMEHHOCTH M KauecTBa OKa3zaHHs moMoiny. Jle-
YeHUE JaHHOW KaTeropuH MallMeHTOB SIBISETCS KpaliHe
aKTyaJIbHOH W CIIOKHOM 3amadeil 1 TpeOyeT MallbHew-
Ier0 U3YYCHHUSI U COBEPILICHCTBOBAHUS.
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SCOLIOSIS CORRECTION IN PATIENTS
WITH INFANTILE CEREBRAL PALSY
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2N.N. Priorov National Medical Research Centre of Traumatology and Orthopedics

Pe3ome

OnepaTuBHOE JICUEHHE CKOJIMO30B Ha (POHE ICTCKO-
ro 1epeOpaibHOro Mapainia OCYIISCTBISCTCS MyTeM
KOPPEKIHH U MOJMCETMEHTapHOW (DUKCAIIUU MO3BO-
HOYHWKA ¥ TO3BOJISIET YIYYIIHTh OalaHC TYJIOBHIIA,
BEPTUKAJU3UPOBATh MallME€HTa B Kpecie-KaTalke, Ipe-
JOTBPATUTH IO CIEAYIOILYIO IIPOTPECCHIO JehopMaIiu
MMO3BOHOYHWKA W TPYAHOM KJIETKH M YAYYIIUTH CaMo-
o0CITyKMBaHUE TALUEHTOB.

Knrouegwie cnosa: onepamuenoe neuenue, Helpombl-
WeYHbLL CKONUO3, KOPPEKYUs U (huKcayus n0360HOUHU-
Ka, 0emcKull yepeopanibHulil napaiuy

Abstract

Surgical treatment of scoliosis in children with cerebral
paralysis is done using correction and polysegmented
fixation of the spine. It improves the balance of the
body, puts a patient in a wheelchair in a vertical posi-
tion, prevents subsequent progression of the deformity
of the spine and chest and improves the patients’ self-
care.

Key words: surgical treatment, neuromuscular scolio-
sis, correction and fixation of the spine, cerebral paral-
ysis in children

Jerckmii nepeOpanpHBIA Mapalind — cOOMpaTeNh-
HBIM TepMUH, 00BEIUHAIONIUN TPYIIY HEMPOrpPEeCCH-
PYIOIIMX, HO YacTO MEHSIOIIUXCS CHHAPOMOB MOTOP-
HBIX HapyIIEHUH, B OCHOBE KOTOPBIX JIEKAT OPAKEHUS
WM aHOMAaJIMH TOJIOBHOTO MO3Ta, KOTOPBIE BOSHUKAIOT
Ha paHHHX CTaJAHAX pa3BuUTHs pedeHka [1, 2].

Cxommossl ipu LI HOCST HEHpOMBIIIEYHBINA Xa-
paKTep, XapaKTepU3yIOTCs pacCTPOHCTBOM MPOBEACHUS
HEPBHOTO MMITY/IbCa U OTHOCSITCS K HEHpONaTUYECKUM
neopManusaM ¢ mopaxkeHueM 1-ro MoToHelipoHa [3].

Ilo maHHBIM JIUTEPATYpPBI, YACTOTA BCTPEUYACMOCTH
CKOJIN030B KOppEIHpYeT ¢ (PU3NOIOTHIECKOr HOpMOid
JLII. Camas BbICOKast 3a007€BaeMOCTb CKOJIHO30M
OTMeYaeTcsl y MalHUeHTOB CO CIIACTHYECKOW (POpMOid —
10 70%. C quckuHeTHYecKor (popMOoi 4acToTa CKOJIHO-
3a cocraBmsieT 16-39% ciydaes, B 6—50% nedopmarim

66

PETUCTPUPYIOTCS Y AETEH C aTOHUYECKU-aCTaTUYECKOU
1 CMCIIIaHHBIMH q)OpMaMI/I, O/THaKO oInecparuBHasd KoOp-
PEKIUS MAPATUTUIECKOTO CKOJIMO3a MOKa3aHa B CPe-
HeM y 7-9% manmenTtos ¢ LTI,

Jedopmanyy Mo3BOHOUYHUKA TPU JETCKOM Iiepe-
OpajbHOM Hapajnye, 0 CPAaBHEHHUIO C MAUOIIATHYe-
CKUM CKOJIMO30M, UMEIOT OoJiee paHHEee BPEeMs BO3HHK-
HOBEHUS, BBIPAXKECHHYIO JEKOMIIEHCALMIO TYJIOBHILA
y MalMeHTOB C OCEBOW HArpy3koi Ha MO3BOHOUYHHUK
(Xomsunx, CUASMYMX), a TaKKe MPOAOIDKCHHYIO MIpO-
IPECCHUI0 MOCJIE OKOHYaHMSI KOCTHOTO POCTa M MEHb-
IIyI0 4yBCTBUTEIBHOCTh K KOHCEPBATUBHBIM METO/AM
neyenns. Ckonuo3 y 6onbubix LTI npuBogut k 3a-
TPYAHCHUAM NIPpU CUJICHHUH, BbISBIBACT 6OJII/I B ITOSICHUIIC
1 peOpax Ha BOTHYTOH CTOpOHE Je(opManyu, KOTOpbIe
y psAa NalMEHTOB YIHUPAIOTCS B IIOJB3A0IIHYIO KOCTb.
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Cxonmuotnyeckass aegopMmanus TPYyAHOH KIETKH
COTIPOBOXKAAETCS] CHMKCHHEM JBIXaTeIhbHOr0 00beMa
U TIpOBOLIMpYET Oojee JacTyro 3a00neBaeMOCTb OpOH-
XWTaMU W TTHEBMOHHMEHN [4|. © mMaTOreHe3e pa3BUTHUS
nedopmaruu 1mo3BoHouHMKa mpu 1111 BaxkHYyIO pOJIb
WTParOT aCHMMETPHYHBIA CHIDKEHHBIM TOHYC, Hapy-
IICHHAs] HHEPBALUs MapaBepTeOpanbHOil MycKyaTy-
pBl. OcobeHHOCTH TaToreHe3a HEHPOMBIIIEYHOH Jie-
dhopmammu mipu JILIT oOycimoBIuBaeT MpomOKEHHYIO
nporpeccuio aeopMalny y MOIPOCTKOB ¢ 3aKOHYEH-
HBIM POCTOM H, B OTIIMYHE OT HIUOIATHIECKOTO CKO-
JIM03a, JIeNaeT MPOrPEeCCHI0 HEMUHYEMOH TpH TOCTH-
xeHuu yria 20-25 rpan no Ko00y.

[Ipn xKOoHCEpBAaTHBHOM JIEYEHUH KOPPUTHUPYIOIIHE
KOPCETHI UCTIONB3YIOTCS B OONBIICH CTENEHH C LEJbI0
CTaOMIM3alliy ¥ 3aMEeJUICHUs MPOTPECCHPOBAHUS JIe-
dbopmaruy, yrydmieHus 0ajnaHca TYJOBHIIA U yMEHb-
meHus mepekoca Ttaza. Koppeknuu nedopmanuun
B JKECTKOM KOpCETe, KOTOPOW JOOUBAIOTCS MPH JIHC-
IJTACTHYECKOM CKOJIMO03€, Y MTAMEHTOB TaHHOM TPYIIIbI
JIOCTUYh HE yHaeTcs U3-3a TSDKEJIOTO ICHXOCOMaTHde-
CKOTO cTaTyca IMaieHTOB ¢ HeHpOMBIIeUHbIMH Aehop-
MaIUsIMU TTO3BOHOYHUKA.

PanHee xopceTHpoBaHME aKTyalbHO Y 3THX Talld-
€HTOB — OHO MO3BOJISIET IPENOTBPATHTH 3HAYUTEIBHYIO
MIPOTPECCHUIO B IETCKOM BO3PACTe, OTHAKO K HACTYIIJIe-
HUIO MTOJIOBOM 3pEJIOCTH U BTOPOMY MUKY POCTa XUPYP-
THYeCcKas CTaOMIM3aITis CTAHOBUTCS HEOOXOMUMOi [5].

Omnucanbl 2 THNIA CKONMKO30B y marnueHToB ¢ JIIIII.
[lepBbIii CXOXK C HIWONMATHYECKHM — XapaKTepeH
IU1st OOJIBHBIX C MEHEE BBIPAKEHHBIM HEBPOJIOTHIECKUM
nedunuToM (MOHOIUIETHEH W TeMUIUIeTHel), BTOPOi
BCTpeYaeTcs y MalrdeHTOB C TPpyObIMH HEBPOJIOTHYE-
CKUMH paccTPOHCTBaMU, MEPEIBUTAIOIINMUICS Ha WH-
BaJIMJTHOM Kpecyie, W TPEACTABISIET cO0O0i TpyObIe
npoTsbkeHHbIe C-00pa3Hbie JedopMaliiy ¢ EPEKOCOM
taza. [Ipu S-oOpa3Hoii popme ayru OanaHc TyIOBHUILA,
KaK TIPaBHUJIO, KOMIIEHCUPOBAH.

s melipombiieunoro ckonuo3a Ha goue I nau-
Oosee xapaktepHo C-00pa3HOE UCKPHBIICHUE (TOTAIb-
HBIH CKOJIO3) TPYAOMIOSICHUYHOTO OT/IENa, COIPOBOXKIA-
IolIeecs rmepekocoM tasza. HapymeHHsIi GppoHTanbHbIH
0aJlaHC TYJOBHIIA BBI3BIBACT HEPABHOE pacIipe/ieicHIe
Beca Ha celaluIIHble Oyrphl Ta3a BO BpeMsl CHICHUS,
YTO BITOCJIEACTBHU MPHUBOANT K TIOSBICHUIO CTOWKOTO
00JIEeBOTO CHHIPOMA U AaKe MPOJIekKHEH B 3TOi oOnacTu
(TpoeKHy CeaNUIIHOTO OyTpa ¢ BBIMTYKIIOW CTOPOHBI
mapaJmTudeckon nedopmanun).

PenTrenonornyeckoe HcCCleAOBaHUE ITALIMEHTOB
¢ nedopmarusaMu mo3BoHoIHKKA Ha dore 1T BxiTIO-

«QUANTUM SATIS»

YaeT CHOHMJIOTPaMMBbI ¢ OOKOBBIMHU HAKJIOHAMU (€CIH
MTO3BOJIIET COCTOSIHAE OOJLHOTO) W TPAKIIMOHHBIM TE-
CTOM II0 OCH MO3BOHOYHHKA, YTO JAeT BO3MOXXHOCTh
OTIPENeNTNTh MOOMITBHOCTD IyTH nedopmarmu. [lo peHT-
TeHOTpaMMaM B TIOJIOKCHHUH CHUISA (CTOSI) OMPEICIsIeT-
Cs BeMYMHA HAKIIOHA Ta3a, YTO TaKXe HEOOXOAMMO
JUIST TIPOBEACHIS TIPEIOTICPAITMOHHOTO TUTAHUPOBAHMS.
Benmuunna nepekoca Taza 6onee 20 rpajg sBISETCS I0-
KazaHWEeM K ITPOBEICHUIO MENbBUK-(DUKCAITHH.

VYV nanueHToB ¢ JedopManusAMU MO3BOHOYHHUKA
Ha ¢one I npu muraHNpOBaHUY ONIEPATHBHOTO BME-
11aTebCTBa He0OX0AMMa OICHKA JIETOYHOW (DyHKIWH,
KOTOpasi, KaK MPaBWJIO, CHM)KEHA Y JaHHOW TPYTIIBI
6ompHBIX. [Ipu cHmkenun JKEJI 6onee gwem Ha 30%
HMMEIOTCA MOoKa3aHus K npojokenHod MBJI B mocine-
onepalroHHOM nepuoze cpokom 24-36 yacos [6, 7].

ITanMeHTBI ¢ COMYTCTBYIOLIEH AIMIENICUEN TIOCTO-
SHHO TIONyYarOT aHTHKOJIBBYHCAHTHI, YCIHBAIOIIHE
MHTPAOTIEPA[IOHHYI0 M TOCIEONEPAMOHHYI0 KPOBO-
norepro. i mpoduITakTUKN aHEMUHU UCIIONB3YIOTCS
MpezoTiepalnoHHas TEMOCTUMYIHpYIoIIast hepporepa-
WS, THIATEIHHBIA TEMOCTA3 U UCIIOIH30BaHUE KPOBOC-
oeperaromux texnonoruii (Cell Saver).

[ToMHrMO BNMSIHUS Ha TEMOKOATYJISIIAIO Y IPOTHBO-
AMIIENTUYECKUX TPENapaToB OMUCAHBI TOOOYHEIE 3()-
(heKTHI B BUIE OCTEONIEHNH U OCTEONIOPO3a, YTO TAKKE
JlennaeT 000CHOBAaHHBIM KCIIOJIB30BAHHUE MTOJIMCETMEH-
TapHOU (PHIKCAIIMHM TTO3BOHOYHOTO CTOJI0A C HMCIOJb-
30BaHMEM KaK MOXKHO OOJIBIIETO KOJMYECTBAa OJIOKOB
(mKcanuy, paBHOMEPHO PaCTpEACIIIIOINX HATPy3Ky
Ha CHCTEMY METAJNIOMMIUIAHTAHT—TIO3BOHOYHHK [8].

[MokazanusiMu JyIsl OTIEPATUBHON KOPPEKIIMHU CKO-
JN030B Ha (hOHE NIETCKOTO IepeOpayibHOTO Mapaimda
seisitores [9, 10, 117]:

— yron gedpopmanuu 50 rpagycos mo Ko6oy u 6o-

Jee;

— PEHTICHOJIOTUYECKHU TONTBEPKICHHAS MPOTPec-
cus myru Oonee yeM Ha 10 rpam B TOX MpH He-
3¢ (EeKTUBHOCTH JINOO HEBO3MOXKHOCTH HCITOJb-
30BaHUS KOPPUTHPYIOIINUX KOPCETOB;

— BBIpaXCHHBIN CaruTTAIBHBIN/QPOHTAIBHBIHN JTHC-
0alaHC TYJIOBHWINA, 3HAYUTEIHHBIN TIEPEKOC Taza
(>20 rpan), 3aTpyAHSIOMNN TEepEeNBIKEHNE Ta-
IUEHTA TPU XO/b0E 00 B KpECe-KaTaKe;

— HaNW4He HapyIIeHWH CO CTOPOHBI CEePIEYHO-TIe-
TOYHOH CHUCTEMBbI BCIIEICTBUE Ne(opManuu mo-
3BOHOYHHKA U TPYITHOUN KIIETKH.

OCHOBHBIMH IICJIIMH XUPYPIHUECKOH KOPPEKIIUU

ckonuosa npu JUII sBustoTcs: BIpaBHUBAHHUE OCHU
TYJOBHINA BO (PPOHTATHHOW M CATUTTAIBLHOM TUIOCKO-
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CTAX W yCTpaHEHHE IepeKoca Ta3a (II03BOHOYHO-TA30-
Basi KOMIIEHCAIWs), TIPEAOTBPAIEHUE [TOCIEAYIOLIeH
mporpeccudl aeGpopManny MO3BOHOYHUKA M TPYIHOM
KJIETKH, YIy4II€HNE OCAHKH IPU CUACHUN B MHBAJIU-
HOM KpecJe-KaTallke, IpeoTBpalieHue 00pa3oBaHMUsI
MpoJIeKHeH B obnactu sroawmir [12].

[Ipu xupyprudeckoil KOppeKIrHu CKOIN03a y 00Jb-
HbIX JIIII BEHTpaIbHBINA OAX0 UCIIONb3YETCS IIPU PU-
THIHBIX Je(opMaIisx IS IPOBEACHHS PesIn3a MEKIIO-
3BOHKOBBIX CTPYKTYp. Y MallM€HTOB C HEOKOHYEHHBIM
KOCTHBIM pocToM (Risser<3) nmpu BeHTpaJIbHOM IOIXOIE
MIPOBOIUTCS AUCKIMU(PU3IKTOMHS Ha BHITYKIIONW CTOPO-
He nedopMaluu, 4To SBIseTCs NPO(UIAKTHKON pa3BuU-
THSI TICEBAOAPTPO30B U (PEHOMEHA KOJIEHYATOro BaJa.

BenTtpanbHast Koppekuus nedopManuyd IpOBOANT-
Csl C LIEJbI0 (PUKCALIMH ITO3BOHKOB C OTCYTCTBYIOIIUMHU
3alHUIMH 3JIEMEHTaMH, KaK MpPeIIIeCTBYIOMNNA 3Tarl
nepe JOpCalIbHBIM TOAXOAOM.

E. Luque (1977) BriepBble BHEAPWIT B MPAKTUKY Me-
TOAMKY TOJHMCETMEHTApHON (PUKCAMU MMO3BOHOYHHUKA
IIPY TIOMOIIM CyOJllaMMHApHOM IPOBOJIOKH, MO3BOJISIO-
1iel yMEHbIINTD Harpy3Ky Ha 3aJJHUE JIEMEHTHI (PUKCH-
PYEMBIX MO3BOHKOB, IPOBOANTH KOPPEKLHMIO Aedopma-
LIUH C YIOBJIETBOPUTEIHHOM HaYa IbHOM CTaOMIBLHOCTHIO
CHCTEMBI, YMEHbIIIAsl pUCK TIceBaoaprposa [13, 14].

Ha ceromnHsimiHuii J€Hb MIUPOKO HCHOJIB3YIOTCS
pa3NuYHbIe CUCTEMBI AJISl KOPPEKIMH U (PUKCALUH TIO-
3BOHOYHHUKA: KPIOKOBBIE, BUHTOBbIE, ruOpuanble. Or-
TUMAaJIbHBIMHU SBJISIFOTCSI BUHTOBBIE cucTeMsl (all screw
spine fixation) 1100 THOPUIAHBIE CHCTEMBI C UCTIONH30-
BaHHWEM BHHTOB B HIDKHEM MOJIOCE KOHCTPYKIUU (IT0-
SICHUYHBIE, KPECTILOBBIE TIO3BOHKH, KOCTH Ta3a), Kpro-
KOB B BEPXHEM IIOJIIOCE, CyOIaMUHApHON IIPOBOJIOKH
B 00J1aCTH CKOJTMOTHYECKOH AyTH.

Tunmuasblil npoTsokeHHBIH C-00pa3HBIA TPYIOIIO-
SICHUYHBIN CKOJIMO3 C MEPEKOCOM Ta3a Mojpa3yMeBaeT
MHOTOYPOBHEBYIO (PUKCALIMIO OT BEPXHETPYIHBIX I1O-
3BOHKOB JI0 TpeOHEH TTOJB3ONTHBIX KOCTEH B YCIOBHSIX
HMHTPAONEPALIMOHHON TajJOTpaKIIH.

B cnygasx rpy0oii, puTHIHON OyTH TEPBBIM 3Ta-
MOM TIPOBOJUTCS TEpenHsss MOOMIN3aLUs TO3BOHOY-
HUKa: JUCKAIKTOMHS C MCCEUYCHUEM IEpeaHEd U 3a]-
HEH MPOAONIBHBIX CBA30K, MOCIEIYIOIas TaTOTPaKIH
(uepe3 MPUKPOBATHBIN OJIOK B MOJOKEHUH JIeXKa, TH00
C HCIIONB30BaHUEM Kpecia-KaTajaKd, 000pyI0BaHHOM
YCTPONUCTBOM ISl TAJIOBBITSDKEHUS (puc. 1).

[epennwnii u 3axuuii cioramtones (360°), mpoBoau-
MBI B pe3ysbTare AByXATAIHOTO JeYSHHSI, MUHIMH3H-
PYET PHCK IICEBIOAPTPO3a, POPMUPOBAHUE «KOJIEHYA-
TOTO Baja» W peruanuBa achopmaruu [15, 16].
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[Ipu mopcanbHOM NOCTyIE BBIIOTHSETCS 3aHSSA
MOOWIH3AITNS TTO3BOHOYHHKA 33 CUET OOMIUPHBIX (ha-
CETIKTOMHI, UCCEUEHHsI KEITOH CBA3KH (OCTEOTOMHUS
o Cmurt-IleTepcony), 4TO MO3BOISAET JOCTATOYHO MO-
Omm3oBaTh M03BOHOUYHUK. OcteoTomus no Cmurt-Ile-
Tepcony (puc. 2) ob1amaeT BHICOKOH 3 ()eKTUBHOCTHIO
M CyIIECTBEHHO IOBBIIIA€T MOOMIBHOCTh ITO3BOHOU-
HUKa, 2 COOTBETCTBEHHO M YPOBCHb JIOCTHTacMOU
Koppekuuu. JlaHHBI BHUJ OCTEOTOMHHU BO3MOXHO
JOTIONHATH 0CcTeoTOMUEeH 3—7-ro pedep Ha BOTHYTOM
cTopoHe JehopMaIliy C BRITIOJTHEHHEM AIIeBaIIOHHON
TOPAKOTIJIACTHKH.

[Ipu nopcanpHOM ToOAXOME (PUKCHUpPYETCS MaKCH-
MaJbHO OOIbIIee KOJIWYECTBO CErMEHTOB, YTO MO3BO-
JIIET pacHpeleIuTh Harpy3Ky Ha OoJbllee KOJude-
CTBO Y3JIOBBIX 3JIEMEHTOB W IMOBBIIIAET CTAOMIHLHOCTH
cucTeMbl B 1enoM. JlopcalbHbIM 3Tan 3aBepluaeTcs
JIEKOpTUKAIEH 3aIHUX 3JIEMEHTOB C BBITOJHEHHEM
3aJTHETO CTIOHIMIONE3a (ayTO-aJUIOKOCTHIO). Y MalneH-
TOB ¢ OONBIINM MOTEHIMAJIOM MPONOLKEHHOTO POCTa
ckenera (Risser<2) 3amHuii crioHAMIIOAE3 HE MPOBOAMT-
csl, @ MOHTaX METaJUIOKOHCTPYKIIMM OCYIECTBIAETCS
C MIEePCIIEKTUBOM ATAIHBIX Y/UIMHEHUH.

B nocneonepaiiioHHOM Teproie MalUEHTH B TeUe-
Hue 24—48 yacoB HaXOAATCS B OTACIECHUU peaHUMaluU
JI0 CTa0MIM3alliU OOIIETO COCTOSIHHA, TAE UM IMPOBO-
JIUTCS. BOCCTAHOBJICHHE T'€MOJMHAMUKH, BOJHO-IJICK-
TPOJMTHOTO OanaHca, a Tak)Ke aJleKBaTHasI aHAIIbI€3Hsl.

ITo maHHBIM JIATEpATypBI, U1l HEUPOTEHHBIX CKOJIU-
030B Ha ¢one /{1 mocreonepanmoHHbIe OCIOKHEHUS
CXOXH C TAaKOBBIMH TP AHMCIIIACTHYECKOM CKOJIHO3€,
OJJHaKO HamOoJiee paclpOCTPaHEHBI CIEAYIOMINe: Abl-
XaTelbHbIC HAPYIICHUS, paHeBas HHPEKIHUI 1 HopMu-
pOBaHHeE MICEBI0APTPO3a KOCTHOTO OJIOKA.

JpIxaTenpHBIE OCIOXKHEHHS BKIFOYAIOT TUICBPAITh-
HBIH BBINOT, THEBMOHMIO, aTeNiekTa3. B nmocneonepamm-
OHHOM II€PHOJIC BEPOSTHOCTH Pa3BUTHS JbIXaTeIbHON
HEIOCTAaTOYHOCTH M MH(EKITUN HIDKHUX JBIXaTEIbHBIX
MyTel BCTpeYaeTcs valie, YeM y MalueHTOB ¢ UINOoMa-
THUYECKUM cKosiro3oM [17].

U3 dakropoB pucka, NpUBOASIIMX K PECIUPATOP-
HBIM OCJIOKHEHUSM, BBIICISETCS CHIDKCHHBIN Kallie-
BOH peduiekc, aHaTOMHYECKHE HapyIICHHS TpPEeXeo-
OpOHXMABHOTO JEpeBa a TAaKXKE HECOCTOSTEIbHBIN
KaIlJIeBO MEXaHW3M, O00yCIIOBJICHHBIH HETOTHOIICH-
HOCTBIO JbIXaTeIbHON MycCKynarypsl. [ acTpo-330-
(haraybHBIN peIIFOKC W TUIOXO CKOOPIWHUPOBAaHHEIN
MEXaHW3M TIJIOTaHWsI B aHaMHE3e TaKXKe SBISIOTCS
(hakTOpamMu pUCKa B PA3BUTHU JIETOYHBIX OCIOKHEHUH
¥ TIOBBINIAIOT MOTPEOHOCTHh K TpomopkeHHoW MBJI
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Puc. 1. Kpecno-katanka ¢ ycTpoiiCTBOM AN ranoBbITSKEHNS:
(cneBa BHeLUHWi BUA NaLyeHTa 0 BbITAXEHNS, Cpaga — B NPoLiecce
ranotpaxuym)

(24-36 yacoB mociie oneparum) JIM00 pecrupaTopHOn
MOJACPKKH B OT/IEIIEHUN peaHHMalliy.

Kopmnenne momxHO OBITH Ha4aTO HACKOJIBKO BO3-
MOKHO PaHbII€ U, KaK MMPaBUJIO, OCYIIECTBISETCS IO-
CPEJICTBOM TacTpo-Ha3aJIbHOTO 30HAa. [lomHOIEHHOE
cOanaHCUpOBaHUE MMUTAHUE B PAHHEM ITOCIICOTIEPaIlH-
OHHOM IE€pPHOAE SBISAETCS NPOPUIAKTUKON IIIOXOTO
3aKUBJICHUS TTOCIICOTIEPAIIIOHHON PaHbI M MPUCOEIH-
HEHHUsl yponorndeckoil mH¢pekunu. HeymosnerBopu-
TEIBHBIM alMMEHTapHbIl cTaryc nanueHTtoB ¢ JIIIT
(mpoGiieMbl ¢ TIOTpeOICHUEM M yCBaWBAaHUEM ITHIIH )
MpeapacnoiaraeT K 3aMeIJICHHOMY 3a)XKHBJICHHUIO IT10-
CJICONEPALMOHHOMN PaHbl U IUIOXOH UMMYHOJIOTHYECKON
peakiuu Ha uHQekuuto. [Ipy 3HAYESHHUAX CBHIBOPOTOU-
HOTO anbOyMHHa MeHee 35 1/71 ¥ TUM(OIUTOB MepH-
(depuueckoii kporu MeHee 1.2*10%9/n xupyprudeckoe
BMEILIATEIbCTBO JOJDKHO OBITH OTIOKEHO 0 HOpMaJIU-
3allMM JaHHBIX ITOKa3aresnei.

Hanuuue 30H72 B Kenmyake sBIsieTcsl npoduiax-
THKOW acCHUpPAllMOHHOW IMHEBMOHUHU U IMO3BOJSIET Op-
raHU30BaTh ONTHMAJIbHOE NMUTaHHE B PaHHEM IOCIe-
OIIEPAaLMOHHOM IIEPHOAE, CIIOCOOCTBYS HOPMAJIbHOMY
3KMBIICHUIO TIOCJICONIEPAIOHHOM paHsI [18, 19].

B nocneonepaninoHHOM Mepuoje BaXKHBIM MOMEH-
TOM SIBJISIETCS PAHHSS, HACKOJIBKO 3TO BO3MOXKHO, aKTH-

«QUANTUM SATIS»

Puc. 2. Cxema npoeneHus ocTeotomuu no CmuT-TeTepcony

BaIUsl U BO3BpAIIeHHE OOJBHBIX K MPENoIepaIriioHHO-
My (QYHKIIHOHAJTBHOMY COCTOSTHHIO.

Knunuueckuii npumep

Ilanmentka T., 15 jeT, ¢ AMarHO30M: JETCKUH Iie-
peOpanbHBI Mapaind, TreMuIuierndeckas Qopma,
HEUPOMBIIIEYHBIA TPYJO-TIOSICHUYHBIN JIEBOCTOPOH-
HUU ckoiano3 4 cr. HaGmomgamacek ¢ muarmosom JIIIT
¢ poxaenus. Jledhopmanus Mo3BOHOYHHKA OTMEUYCHA
¢ 10-etHero Bo3pacTa, HanOoOIbIIEE MPOTPECCHPO-
Banue ¢ 13 mo 14 ner. Ilpu nmocrymneHnn oTMedacs
CMIACTUYECKUI TeMHIIape3, 3aJep)KKa MCUXUYECKOro
Y PEUYEBOTO Pa3BUTHS.

[Ipu mocTymuieHUH MalUeHTKa MIpebsBisia XKajo-
Obl Ha HanuKe aeopManny MO3BOHOUYHHUKA U TPYIHOM
KJIETKH, 00JIH, OBICTPYIO YTOMJIIEMOCTD MBIIIL] CITMHBI.
[NanuenTka nepenBUTaeTCst, MPUXpPaMbIBasi HA MPABYIO
HOT'Y, UCTIBITBIBaJIa AUCKOMQOPT U3-3a (HPOHTAIHHOTO
JqucOanaHca — OCh TYJOBHIIA CMEIEHa BIIEBO (pHC. 3).

Ilo nanHbIM peHTreHorpadun MO3BOHOYHMKA YTOM CKO-
JIMOTHUYECKOH JIepopMaIii COCTABIISUT 75 Tpajl, Iepexoca
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[ “cami

Puc. 3. Maupenrka T, 15 net. BHewwHmil
BM] ALMEHTKIA NI MOCTYMNEHIN (a —
B cniepenu, 6 — Bip C3aau, B — BUL
cBoky, r — Big COOKY B HaKmoHe)

Puc. 4. Mauvenrka T., 15 ner. Pextre-
HOrpaMMbI MO3BOHOYHMKa A0 W nocne
neyeHws (a, B - ac+bok 0 oneparme-
Horo neverus:; 6, r — dac+bok nocne
onepatym)

a 0 B r il e
Puc. 5. Mauuenka T, 15 ner. BHewwHWi BUA [0 1 Yepes 5 NeT nocre onepaTvBHONO NeYeHws (, B, 4 — cnepeay, c3aau, cGoky 40 nevenus:; 6, 1, e -
criepeay, c3aau, choky nocne neyeHms)
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Ta3a He OTMeuasIock. [Ipu TpakimoHHoM Tecte nedopma-
LIUsI OTHOCHUTENHFHO MOOMITbHA, Koppurupyercst Ha 35%.
[TanieHTKe MPOBEACHO ONMEPaTHBHOE BMEIIATENb-
CTBO: JOpcallbHass KOppeKuus ¥ (UKcaius IMO3BO-
HOYHUKA THOpUAHON MeTaymokoHCTpykiei Th3-L5,
3amHul crioHauinones. [locne cyOneprnocTansHOTO CKe-
JIETUPOBAHUS MapaBepTeOpaIbHBIX MBIIII YCTAaHOBIIE-
HBI TPAHCIEIUKYIISIPHBIE BUHTBI B TOSCHUYHOM OTAEIE,
MeAyISpHBIE U JIAMUHAPHBIE KPIOKHA B TPYJHOM OTIe-
ne. [IpousBonunack 3agHsisi MOOMIU3AIMS TO3BOHOY-
HuKa: octeoromust no Cmut-Ilerepcony Ha 6 ypoBHSIX
(SPO — pesexuus OCTHCTBIX, CYCTaBHBIX OTPOCTKOB,
KOppUTHpYIOIIas JIMHUHOTOMUS, UCCEUEHHE >KEITOU
cBsi3ku). [lociie MOCTHMKEHUS YHOBICTBOPHUTEIHHOM
MOOMJILHOCTH IIpOBeNieHa KOPpeKHs U (pukcanus mo-
3BOHOYHHKA, 3aJHAN CIIOHIMIONE3.
IIponomxutensHOCTE omnepainuu — 4 gaca 30 mMu-
HYT, MUHTpaomnepanuoHHas KpoBomoTeps — 550 muL.
Koppexkiusi ckonmroTHYecKoi epopMalii cOCTaBUIa
¢ 75 no 35 rpamycoB, JOCTUTHYT OajaHC TyJIOBHLIA.
[TanenTka akTUBUpPOBaHA Ha 3-U CYTKH MOCIIE BMe-
[1aTenbCcTBa, OTMEUEHO YCTpaHeHHe archalaHca Tylo-
BHIIA, KOPPEKIINS CKOIMOTHIECKO Nedopmanmu. Pana
3a)KUJIa IEPBUYHBIM HaTsDKEHHEM, IIBBI CHATHI Ha 12-
CYyTKH. B oTnaneHHOM nocrneonepallioHHOM NEpUoJe
IIpH KOHTPOJIFHOM OCMOTpE 4epe3 S5 jeT 0oimu B CIH-
He He OeCHOoKOsT, OCh TYJIOBHIIA MpaBUiIbHAS (pHUC. 5).
[lo maHHBIM pEHTTEHOTPAMM METAILTOKOHCTPYKITHS
CTaOHJIbHA, TOTEPH KOPPEKIIUK HE OTMEYCHO, POAUTEIH
Y TTallUeHTKA JOBOJBHBI Pe3yabTaTaMH JICUCHUS.
HenaBume nccienoBanns Ka4ecTBa KU3HU MAIlUECH-
toB ¢ LI 1o 1 nociie oneparuBHOIO JEYEHUs CKOJINO-

JIuteparypa

3a MPOIEMOHCTPUPOBAIIN MOJIOKUTEIBHOE BO3IECHCTBUE
Pe3yNnbTaToOB XUPYpruu nedopManuil I03BOHOYHHKA
y 3TOM TSKEJTIOH Tpynnsl O0nbHBIX [20].

BonsmuHCcTBO pomuteneit (95,8%) u cumenox
(84,3%) marmmenTtoB ¢ HALIII, xoTopbie moaBEpranch
OIIPOCY, MOJAraoT, YTO PEe3YNIBTaThl ONIEPATHBHON KOP-
PEKLINN CKOJIHMO3a TEPEKPHIBAIOT BO3MOXKHBIN HWHTpa-
Y MTOCTONEPALMOHHBIA PUCK U XUPYPTHUECKHE OCIOXK-
HeHus [21].

Ckomnro3 — pacrnpocTpaHeHHOe 3a0oeBaHue y Ma-
uuenToB ¢ JAUII u xoppenaupyer co CTeNeHbl0 HEBPO-
JIOTHUECKUX M3MeHeHuH. Jlepopmarius mo3BOHOYHHKA
BBI3BIBAET OOJIEBOI CHHIPOM U AMCOaTaHC TYJIOBHUILA,
YTO 3aTPyIHSET XOIb0y M NEpEeMEIlECHUE Ha CUATIEM
Kpecie-KaTajkKe, a TAKKe CaMOo00CTyKHBaHUE OONTBHBIX.

Xupypruueckasi Koppekuus aegopmanui — eauH-
CTBEHHO 3(deKkTuBHBIN cr1ocod ycTpaHeHus nedop-
Mallly MO3BOHOYHUKA M IEPEKOoca Ta3a C BOCCTAHOB-
neHrueM (POHTANBLHOTO W CaruTTalbHOTO OanaHca
TynoBuuia. [IpoBeneHne onepaTUBHBIX BMELIATEIbCTB
10 YCTPAHEHHUIO CKOJNO030B y O0ombHBIX JILIIT ocmox-
HSIETCSI HaJTM4YueM OOJIBIIOTO KOJMYECTBA COIYTCTBY-
IOLIEH MMaTOJIOTHH, CBSI3aHO CO 3HAYMTEIBHBIM PUCKOM
MOCJICOTIEPAIIOHHBIX OCIOKHEHUM W TIPOBOAUTCS
B CIIELIUAJIN3UPOBAHHBIX LIEHTPaX ¢ COOTBETCTBYIOIIEH
MEJIUIIMHCKOM MO/IEPIKKOM.

BonbHBIE 3TO# Tpynmbl HYKAAIOTCS B Ooliee BHU-
MarelbHOM U JJTUTEIHHOM IOCIEONEPAIMOHHOM YXO/e
poauTeneil M CHUAEIOK, KOTOpbIe JOJKHBI 0CO3HABAaTh
PHCKH, CBSI3aHHBIE C XUPYPTUEH M OXXHUAAEMOU BBITO-
JIoH, 0OYCIIOBIICHHOW YITy4IIIEHHUEM JbIXaTebHOM, JTOKO-
MOTOPHOU (PYHKIHHU U CaMOOOCITY>KUBAHUS MAIIUEHTOB.
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=
ATepocKIiepo3 — eCTeCTBEHHBIM BO3pacT-
HOM NpOLECC, KOTOPbII HAYMHAETCA B JIET-
CTBE M KOTOPOTO HE MHHOBATH HUKOMY.
Jlasvroosckuii U.B., 1969
Pe3tome

Hecmotps Ha Gomnee ueM CTOJIETHIO UCTOPHIO H3yUIEHHS
arepoCKIIepO3a, MHOTHE BOIPOCHI ATUOJIOTHH, TIATOTeHE3a,
JIMAarHOCTHKH | JIeUeHNs (0COOEHHO Y JIETei) He pelieHbI
JI0 HaCTOsIILIETO BpeMeHu. B mocnennee Bpemst Oolbiioe
BHHUMaHHUE YAEISIETCS MOJEKYISPHO-TeHETHYECKIM HC-
crenoBaHusM. [1py 3TOM 0COOBIN MHTEPEC BBI3BIBACT H3-
ydeHue ponu Maibix Hekopupyronmx PHK, B wactHocTH
MukpoPHK, cpenu KOTOpbIX BBIIENSIIOTCS MPO- U aHTH-
aTepOTeHHBIC TUIIBI, YTO MO3BOJISIET C MO3UIMU AIBTEp-
HAaTUBHOTO B3aMMOJEWCTBHS PAcCMATpPHUBATh MX IaTOre-
HETHUYECKYIO M JUAarHOCTUYECKYIO 3HAYUMOCTh, 8 TaKKe
BO3MOKHOCTP FICIIONTb30BaHUIS (B IIEPCTIEKTUBE) IS OIICH-
K1 3P HEKTUBHOCTH POBOIUMOMN TEPAIMHU Y JICTCH.

Knwuesvie cnosa: oemu, amepockiepos, cOnuoHble
onyxonu, mukpoPHK, npo- u anmuamepozentuvle munsl
MmukpoPHK

Atherosclerosis is a natural age pro-
cess that starts in the childhood and
can’t be prevented

Davydovsky LV., 1969

Abstract

In spite of the fact that atherosclerosis has been studied
for over hundred years, many issues of etiology, patho-
genesis, diagnosis and treatment (especially in children)
are not solved yet. A lot of attention has been given
to molecular and genetic studies. The role of small
non-coding RNAs and pro- and antiatherogenic types
of microRNAs in particular are of peculiar interest. This
helps to consider their pathogenic and diagnostic value
from the point of alternative interrelation and the pos-
sibility to use them (in the long term) to evaluate the
effectiveness of the therapy conducted in children.

Key words: children, atherosclerosis, solid tumors, mi-
croRNA, pro- and antiatherogenic types of microRNAs

BBenenue

ATepOoCKIIEp03 M COMYyTCTBYIONMINE KIMHUYECKHE
OCIIOKHEHWsI, TaKe KaK MHPAPKT MHUOKap/a, HHCYIBT
u 3a0o0sieBaHus niepuepUUIeCKUX apTepuil, SBISIOTCS
OCHOBHOW MPUYMHON 3200JI€BAEMOCTH H CMEPTHOCTH.
B dopmupoBaHue arepoCKIEpOTHYCCKUX OBPEKIC-

«QUANTUM SATIS»

HUH BOBJIeUeH OOJNBIION CIIEKTP KIETOK Pa3HBIX THIIOB
U MeIMaTopoB BocnaneHus. B nociennee Bpems 6oib-
nioe BHUMaHue yaensercs ponu MukpoPHK B nmpounec-
ce opmupoBanus arepockiieposa. B psne uccnenosa-
HUH noka3aHa BaxkHas poiab MUKpoPHK B perymsaunn
KJIFOYEBBIX CUTHAJIBHBIX IIyTEH U JIMIIHIHOIO TOMEOCTa-
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3a, KOTOpble KOHTPOJIMPYIOT OataHC MpOrpeccuu U pe-
I'PECCUH aTePOCKIICPOTUYECKUX OJIALIEK.

[TaTorene3 oOpa3oBaHHs aTEPOCKIEPOTUUECCKUX
MOBPEXACHUH 0 CUX IOP IMOJHOCTHIO HE HM3YYEH.
W3BecTHO, UTO B 3TOT IpOLIECC BOBJICYEHO MHOXKE-
cTBO KoMmmoHeHToB. UccnenoBanue ponu mukpoPHK
OYeHb MEPCIIEKTUBHO, TaK KaK MMEETCS BO3MOKXHOCTh
aHanmM3upoBaTh KonndectBo MUKpoPHK B kpoBu. 1o
MOBBIIIAET [TOTEHIMAT UX MCIOJIb30BaHUS B KaueCTBE
OMOMapKepoB IS TUArHOCTUKHU, POTHO3a U OLICHKH
oTBeTa Ha Tepanuio. Kpome Toro, mociaenHue paspa-
60TKH MoKa3bIBaroT, 4To MUKpOoPHK moryTt GwITh Hc-
MOJIb30BaHbI U KAaK TEPANeBTUUECKASI MUILECHD.

MukpoPHK — mansie (18-24 HyKI€OTHIOB), OMHO-
nernouyeunsle Hekonupytoume PHK, kotopsie perymnu-
PYIOT 3KCHPECCHIO F'€HOB Ha MOCTTPAHCKPUIILIUOHHOM
YpOBHE, BiHssl Ha 00Opa3oBaHue Oelika ImyTeM OJIOKH-
poBanus tpanciasiuun MPHK u ctumynsum ee agerpa-
marmn. B takyro perymsmuio BoBiedeHs! ot 60 10 80%
reHoB. Oxgna mukpoPHK perynupyer 10-20 renos.

Baxnoe 3HaueHHE I KICTOYHOU (DH3UOIIOTHH
MMeeT roMeocTa3 XolecTepuHa. V3MeHeHue ypoBHA
KJIETOYHOTO ¥ CHCTEMHOT'O XOJIECTEPHHA CBSI3aHO C Me-
tabonmuueckumu 3aboieBaHusiMA. OTKpBITHE MUKPOP-
HK, xoTopbie KOHTPOIUPYIOT JIUIIONPOTEUHBI BHICOKOM
1 HU3KOHM IUIOTHOCTH, 3HAYUTENIFHO PACUIMPUIIO ITOHU-
MaHHEe PETYISLUUN IJIa3MEHHBIX YPOBHEH JUIONpOTe-
nHOB. Tak, MukpoPHK-122 BoBiieueHa B MeTa0OIHU3M
numnonporenHoB [1]. OcHoBHas pons MukpoPHK-122,
MO-BUIMMOMY, CBSi3aHA C 3KCIPECCHEH KOHKPETHBIX
T€HOB TeMaTOIUTOB, & HE CO CHEeNN(UIESCKIM HaIleH-
BaHMEM Ha IyTH JUNHUAHOTO oOMmeHa [1, 2]. MukpoP-
HK-223 u mukpoPHK-27b ydacTByIOT B peryInpoBaHHH
TCHOB XOJIECTEpUHA U METa0ONIM3Ma JIMIIOMPOTEHHOB
[2]. MukpoPHK-223 nopaBnsieT reHsl, y4acTBYIOIIHE
B OuocunTese xonecrepuna (HMGS1, SCAMOL) u no-
romennun JITIBIT (SRB1). MukpoPHK-27b sBnsercs
xosecTepuHpearupyronieit neaeHouHor MukpoPHK, ko-
TOpas MOAABISAET aKTUBHOCTb HECKOJBKHX (JEPMEHTOB
(PPARG): mutoxoHIpranpHyIo HIepoi-3-pocdar-a-
mwitpaacdepasy [GPAM], anruonostun 3 [ANGPTL3]
u N-mranermnasy/N-cynbdorpancdepazy [NDSTI]),
YYacTBYIOIIMX B METa0OIM3Me JHUMHIOB H JIMIIOIPO-
TenHoB [3]. MukpoPHK-30C neiictByeT Ha npousBoa-
cTtBO amoB-comepkamux gumonporenHoB (JITTOHIT
u JIITHIT). Uz6siTounas skcrpeccust MukpoPHK-30C
y MBILIEH YMEHBIIACT COOPKY U ceKkpeLuto anoB-numo-
MIPOTEUHOB, IPUBOAUT K CHIDKEHHIO B IUIa3Me YPOBHEH
obmero xonecrepuna u JIITHII. Kpome Toro, nccneno-
BaHusA y anoE-nedunutasix (APOE — / -) MpImieii moka-
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3anu, yTo cynepakcnpeccust MUKpoPHK-30C cmsaruaer
aTepoCKIIepO3, HE BBI3BIBAS cTEaTo3 [2, 4].

JIBa HeZAaBHUX HCCIICAOBAHUS WACHTH(PHULIUPOBAIU
MukpoPHK-148a B kauecTBe OTPULIATEIBHOIO PEry-
nsropa 3kcnpeccun penentopos JIITHIT u nokasanw,
yT0 nHrnOupoBanne MUKpoPHK-148a y mprreit moxeT
yYBENUUUTh KiaupeHe nupkynupyromero JIITHIT u cHu-
skeHue B 1uasme yposseit JIITHII [2]. Kpome Toro,
Ha peuenrtopsl JITTHIT nanenensi: MIR-128—-1, mukpoP-
HK-130b u MmuxkpoPHK-301b [5]. IIpn narnéupoBanum
MUKpoPHK-128—1 3a01m0KupoBaHHBIMU aHTHUCMBICIIO-
BBIMH OJIUTOHYKJICOTH/IaMH B TI€Y€HH OTMEYaeTCs yBe-
mmuenue sxkcnpeccun JIITHII-penentopoB n knupeHca
JITTHIT y mermeid. Kpome toro, MIR-148a m MIR-128—
1 opHeHTHpPOBaHBI Ha JOMOJHUTEIbHBIE T€HBI, BOBJIE-
YEHHBIE B JMITUAHBIA U SHEPIeTHUECKUI METab0IU3M:
MIR-148a — ma AT®-cBsA3BIBAIONINN TPaHCIOPTED
Al [ABCAL], 5’apeno3uaMonodoc¢ara-akTuBUPO-
BaHHBIN nporenH al — kuHa3el [AMPKal], xkapauTnn
nanmutoitnrpancgepasy la [CPT1a] u conp-unnynupy-
emyto kuHasy 1 [SIK1]; mukpoPHK-128—-1 ma ABCAL,
Sirtuin 1 [SIRT1] u cyGcTpar HHCYITMHOBOTO peLienTopa
1. IIpennonaraercs BaxHast poib 3TX MUKpoPHK B pe-
TYJSAIUN METa0OIMYECKUX MMyTew [6].

MuxkpoPHK Ttaxxke yuactBytor B perymsamuu JIIIBIT
U BBIBEICHUU XOJECTepHHA. OTU IIyTH KOHTPOIUPYIOT
yposuu JIIIBII B mia3Me ¥ oOpaTHBI TpaHCHOPT XO-
JiecTeprHa, Orarogapsi KOTOpoMy U30BITOK XONecTeprHa
yHaJSIeTCsI B TIeUEHB ISt BhIBeieHUs. ATMO-CBI3BIBAIOIIHIA
tpancnoptep, ABCAI, urpaer neHTpanbHyro poib B 3THX
Tnporieccax, KOHTPOIUPYA OTTOK XOJIECTEpHHA Yepe3 Kile-
TOuHy10 MeMOpany [6]. Lupkynupyromme yposau JITIBIT
TaKKe peryaupyrorcs uepes perentop Bl, koTopslit siBis-
ercsa mumienso MIR-223, mukpoPHK-455-5p, mukpoP-
HK-96, muxpoPHK-185 u mukpoPHK -125a. Tem He me-
Hee TONbKO Bo3neiicteue Ha MuUKpoPHK-223 mokazano
u3Menenue yposuei JIIIBII [2, 7].

Muorne MukpoPHK Opimm maeHTHOHITHPOBAHEI
kak HaneneHuele Ha ABCA1, B Tom uncie MIR-33,
MukpoPHK-758, muxkpoPHK-26, muxpoPHK-106,
MukpoPHK-144, a Taxke BBIIIEYIIOMSHYTBIE MHU-
kpoPHK-128-1 n mukpoPHK-148a. arubuposanue
MIR-33, muxkpoPHK-144, mukpoPHK-128-1 u mu-
kpoPHK-148a npuBoanT K yBETUUEHHIO KOHLEHTPALUU
B 1wra3zme JIIIBII y mermeit wim 06e3bsH [7, 8].

MIR-33a 1 MukpoPHK-33b siBIIsiIOTCSI HHTPOHHBIMU
MukpoPHK, koTophIe KO3KCIPECCUPYIOTCS ¢ UX TeHAMU
(SREBF2 u SREBF1). Ilocnenane koaupyroT GpakTops
TPaHCKPUIILUH, PETYIUPYIOIIHE YPOBEHb XOJIECTEPH-
Ha. MarunbupoBanne MIR-33 ¢ mcmonp3oBaHHEM MO-
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JUQHULIMPOBAHHBIX AHTUCMBICIOBBIX HJIM 3a0JOKHPO-
BaHHBIX OJIMTOHYKJICOTUIOB YBEIMUYHMBACT HKCIIPECCHIO
ABCAL1 B neueHu, B pe3ysbTare 4ero mia3MeHHbIE YPOB-
uu JITIBII y mbmeit 1 06e3bsH ymeHbmaroTes Ha 40—
50%, 9TO BBI3BIBACT MOBBILIICHUE TPAHCIIOPTA XOJIECTE-
pHHa U3 Makpo(aroB B I1azMy, nedeHs 1 kai (Ha 80%).
OTo yBenWueHHe OOpaTHOTO TPAHCIIOPTa XOJIECTEpH-
Ha, CKOpee BCEro, COBOKYMHBIH 3((eKT aepernpeccuu
ABCA1 u gomomauTensHBIX meneit mukpoPHK-33a /
MIR-33b, Takux xak Abcbll u Atp8bl, kotopsie cro-
COOCTBYIOT DKCKpEIMH XOJIECTEpPHHA B Kendb [9].

l'unepaunuaemus npenpacnonaraeT K BO3HUKHOBE-
HUIO aT€pPOCKIIEPOTHUECKUX NMOBpexkaAcHNN. Heckonpko
MukpoPHK ydacTByIOT B ee Koppekumm. DTO Takue,
kak MIR-17-3p (MuIIeHN BHYTPUKJIETOYHBINH are3uB-
HO# Monekyibl-1) u MukpoPHK-31 (mumenu E-cenek-
TuHa). TeM He MeHee (YHKIMOHAJIbHAS POJIb 000UX
stux MUkpoPHK B skcnepuMeHTanbHOM aTepocKiie-
po3e ocraercs Heu3BeCcTHOH [9].

UccnenoBanus Ha MbIIIaxX W JIONSX YCTaHOBH-
1 BakHy poib MIR-181b B kauecTBe MHTHOHTOpA
SHJIOTETHATBHBIX BOCHAIMTENBHBIX PEaKUUui MyTeMm
onokupoBanus curHanoB NF-kB kak mpu octpoii (Ha-
MIpUMEP, CEIICHC), TaK U IPHU XPOHUYECKOW (HampH-
Mep, arepockiiepos) done3nn cocyaoB. MIR-181b un-
ruoupyer NF-kB-curHanuzamuio B 3HIOTEIHATBHBIX
KJIeTKax (HO HE B JICHKOIMTax) IMyTeM OpHEHTAIHH
HMIIOpTHHA-a> — Oejka, BakHoro mis NF-kB-muro-
mia3Marudeckou snuepHoit Tpanciokaruu [10]. Cie-
OyeT OTMETHTb, YTO aHTHATEPOCKIEPOTHUECKHE -
ekt MukpoPHK-181b He3aBucHMBI OT KaKHX-THOO
W3MEHEHWH NUNHUAHBIX npoduied. Psg mpoBocna-
JIATEITBHBIX CTUMYJIOB (Hampumep, GakTop HEKpo3a
onyxonu [TNF —a], nunononucaxapuabl) yMEHbIIAIOT
skcnpeccuto MUKpoPHK-181B B sHporennanbHbIX
ietkax [10]. B ecTeCTBEHHBIX YCIOBHUSIX SKCIIPECCHUS
MukpoPHK-181b cumxkaercst Ha 53% B cocyauctom
sHpoTenuu u Ha 40% B ma3Me KpPOBU MBIIIEH MOCIe
4-HenenbHON AMETHI C BBICOKMM COAEpKaHHEM XOJjle-
crepuHa y ApoE — / — mermeii. [lo-Bumumomy, morte-
ps romeocTtarnyeckoro koHTpois MIR-181B moxet
mpeapacroyararb K BOCIAJICHHIO B CTEHKE COCYyJa.
Oxcmpeccust MukpoPHK-181b cHmkaercs B mia3zme
KpPOBH MALUEHTOB C MIIEMHYECKO OONE3HBIO cepaua.
B coBOKyIHOCTH 3TH pe3ynbTaThl AAIOT yOeAUTeIbHbIE
JoKa3arenabcTBa Toro, uto MUKpoPHK saBnsercs Baxk-
HBIM peryasTopoM nepenauu curaaioB NF-kB B anz0-
TeIUHA COCYJI0B B OTBET Ha Pa3lWYHBIE CTUMYJBL. DTO
OTKpBIBAET HOBBIE BO3MOXXHOCTH JJIs1 IPOTHBOBOCTIA-
nuTensHOU Tepanuu [10].
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IN CHILDREN WITH SOLID TUMORS

MIR-146a sBnseTcsl HUTOKUH-PEAKTOPHOH MHUKPO-
PHK, xotopass urpaer areponpoTeKTUBHYIO pOJb
B creHke cocyna [11]. U30witounas skcnpeccus MIR-
146a nHrHOMpyETCS TUTOKHHAMHE, KOTOPhIE IPHHAMAIOT
y4acTHe B MEXaHU3ME OTPHIIATSIILHONH 00paTHOW CBSI3H,
YTOOBI OTPAHUYUTH BOCIAIUTEIHHYI) CHTHAIH3AIHIO.
Oxcnpeccust MukpoPHK-146a yBenmnuuBaercs B are-
POCKIIEPOTHYECKUX OJIAIIKAX YeIOBEKa U MbIu. Mu-
kpoPHK-146a nonapnsetr MHAYKIIUIO MOJIEKYJT aJlre3Un
MyTeM OpHEHTalMK aaanTepHbIX OenkoB OHO-a-pe-
[ENTOPACCONMUPOBAHHOTO (DakTopa 6 W HHTEpIEH-
KMHAa 1, acCOIMUPOBAHHOTO C PEIENTOPOM KHHAa3BI
1 wmm 2 (irak1/2) [11]. B ommune ot Gonee ceneKTuB-
HOM mHTHMOMpytomeld pomn Mir-181b Ha curHanmm3a-
uto NF-kB, mukpoPHK-146a uaruoupyer nepegady
curHajoB NF-kB. KonkpeTHble mogMHOXKeCTBa KJIETOK
(manpumep, Ecs min NeHKOIUTE) U MeXaHU3MBbI (Ha-
npumep, NF-kB-3aBucumas umn NF-kB-ne3aBucumast),
¢ momompio kotopbix MuUKpoPHK-146a npencrasmsier
9TH 3QQEKTH NpU IKCIEPUMEHTAIBLHOM aTepPOCKIEPO-
3¢, TOTPEOYIOT JOMONMHUTENLHOTO M3ydeHus. OmHako,
YUHUTHIBas MPOTHBOBOCHAIMTENBHYIO POIb MHUKpOP-
HK-146a B perymsnuu psjga IMMYHHBIX KIETOK (Ma-
Kkpodaros, neHaputHbix kietok [JIK] u T-kierok), ona
MOXET y4acTBOBaTh B 0oJiee LIMPOKOM CIIEKTpe Mpo-
[IECCOB, YTOOBI OTPAHUYNTH BOCTIATUTEIHHBIE CTUMYIEI.
Tem ne menee mukpoPHK-146 siBnsiercsa emie omHoi
BOXHOM IUTOKUH-0T3bIBUMBON MHUKpOPHK, kotopas
MOXKET 0CNIa0UTh BOCIIAJIEHHE SHAOTEINAIBHBIX KIETOK
M0 MEXaHW3MY OTpPHIIATEIbHON 00paTHOI cBs3m [11].

MIR-126 siBnsieTcst oqHO# M3 HanOoOJIee CHITBHO JKC-
npeccupoBaHHbIX MUKpOPHK B sHAOTENMANBHBIX KIIET-
kax. OHa yJacTBYET B PETyIISIIMN BOCTIAJICHUS 1 aHTHOTe-
Hesa [12]. MIR-126 sBnsieTcst MOCpEAHUKOM YBEINUEHUS
KJIETOK COCYAMCTOM IJIaJKOM MYCKYJIaTyphl ITyTeM OIo-
kupoBanus reHoB (FOXO3 u np.). MukpoPHK-126 un-
ruOupyeT 00pa3oBaHNEe HEOMHTHUMEI MBIIIIMHBIX COHHBIX
apTepuii, BEI3BAHHOE TIPEKpaIeHneM KpoBoToKa [12].

OTkpbITHE BO3MOXKHOCTH nepefaun MukpoPHK
W3 ONHWUX KIETOK B JIPYyTH€ MPHA TOMOIIM 3K30COM
MO3BOJISIET OMpPENEATh MEXaHU3MBl CHHXPOHHU3ALUU
MPOIECCOB, BOBIICUEHHBIX B Pa3BUTHE aTepPOCKIIEPO3a,
HampuMep, B OTBET Ha L-MOTOK Min H30BITOYHYIO 9KC-
npeccuto reHa KLF2 B sHAOTEINANBHBIX KIETKaX. K-
3ocoMbl, copepxkaiire MIR-143 u MIR-145, skcnipec-
CUPYIOTCSI U TIepealoT aTepoNpOTEKTUBHBIE CBOMCTBA
B COCEIHHE MNIaJKOMblIIeuHble KiIeTku [13]. BuyTpu-
BEHHAs IOCTaBKa 3THUX BHEKJIETOYHBIX BE3UKYJ TaKkKe
OJIOKHpYET NPOrpecCUpOBaHUE ATEPOCKIEPOTHUECKOTO
mopakennss MIR-143/145-3apucumbiM 06pazoM. Mu-
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kpoPHK-143 / mukpoPHK-145 aktuBHee 3kcmpeccu-
PYIOTCS B ITIaJIKOMBIIIECYHBIX KJIETKAaX IO CPAaBHEHHIO
¢ BHAOTenuanbHbpIMu [13].

B macrosmee Bpems UCCleLyeTCsl MaTOreHEeTHde-
CKasl pojib TaKUX MEeXaHOUyBCTBUTENBHBIX MUKPOPHK,
kak MIR-10a, MIR-663 u muxkpoPHK-155, koropsie
OBUTH MIEHTHU(UIIMPOBAHBI C HCIIONB30BAHUEM pa3-
JUYHBIX Opouaupyromux monxonos [14]. Ognaxo
ux (YHKIMOHAJIbHAS POJIb B PETYSALHUH SKCIEpH-
MEHTaJILHOTO aTepoCKiiepo3a y MbllIel ee He Oblia
MIOJATBEP)KJEHA WM OCTAETCS HESICHOW. DKCIPECCHd
MukpoPHK-10a B skcniepumenTte Oblila 3HAYHTENBHO
YMEHBILIEHA B aT€pPOYyBCTBUTENBHBIX peruoHax. [u-
niepakctpeccuss MEKpoPHK-10a nHrnbupyer xaHOHH-
4eckyro nepenady curianoB NF-kB B sHnoTennanbHbIX
kneTkax [14]. MukpoPHK-10b ygactByer B pa3Butnn
OILyXOJIEBOM MHBA3UU U MeTacTrasupoBaHuu. Jlocras-
ka MuKpoPHK-10-umuraropoB MoxkeT morpebdoBarh
WX TIIATENIBHOTO M3YYEHUS I TepareBTUYECKOTO
spdexra. MukpoPHK-663 Obuta naeHTUGHIMPOBaHA
C TMIOMOILBIO OLIEHKN D-MHAYyIIMPOBaHHOTO MTOTOKA B 3H-
JOTENNANBHBIX KJIeTKaX. D-IMOTOK CHUKAaJ 3KCIIPECCUI0
rera XRN1 B COHHOI apTepuy MBIIIH U B Iyre aOpThl,
a TaKKe 3HAYUTEIIBHO YBEIU4MBAJI dkcrpeccuro MIR-
663 u MIR-712, npeanaras emie OIUH YPOBEHb pEry-
JIUPOBAHUS U TEPAIEBTUYECKON MOLYIISIUY AaTUITUYHBIX
MexaHouyBcTBUTENbHbIX MUKpOPHK B cocynucrom
suporenuu [14, 15]. MukpoPHK-155 nmpu L-unayuum-
POBAHHOM TIOTOKE YBEIMUYMBACTCS B IHIOTEIHAIBHBIX
KJIETKaX TPYAHOM aopThl OOJbIIE, YeM B HIDKHEW ayre
aopThl. MeXaHNCTHYECKHE UCCIIEIOBAHNS TIOKA3bIBAIOT,
yto MUKpOPHK-155 MoxeT cBA3bIBaThCS Kak ¢ MPOTH-
BOBOCHAJUTEIbHBIMU MHILIEHAMH (HaIpUMep, ¢ 3HIO-
TEeTUANIBHON CHHTA30M OKHCH a30Ta), TaK U C IPOBOC-
NAJUTEIbHBIMU (HAIIPUMEP, ¢ MHO3MHOM JISTKOH LIEIH
kuHa3bl, RhoA, SOCS-1 u Bcl6) [15]. HUccnenoranus
ponu MukpoPHK-155 B skcnepumeHTanbsHOM arepo-
CKJIEpO3€ Y MBIIICH BBIIECIWINA KaK IpPO-, TAK U aHTH-
arepockiiepoTrueckue ee 3Q(EeKTs B 3aBHCHMOCTH
oT BozaeuictBus [15]. IIpu sTom nocraBka MHKpOP-
HK-155 B ecTecTBeHHBIX yCIOBHUSX CHHXKAeT oOpa3o-
BaHUE ATEPOCKIEPOTHUECKOTO MOPAXKEHUS, YTO MOXKET
OBITH cBsI3aHO ¢ OmokmpoBanueMm rera MAP3K10 [15].
HeiictBue mukpoPHK-155 Taxke HampaBieHO IpoTuB
JIETKOM LMW MHO3WHA KHHA3bl B JHIOTEIUAIBHBIX
KJISTKaX U JICTKOH 1IeTT MUO3MHA KUHa3bl Y ApoE —/ —
MBIIIEH, YTO YMEHBIIIAET aTepoCKIEpO3 MyTeM YIIyd-
LIeHUs SHAOTeNnaIbHON OaphepHOil QYyHKIIUM U MH-
rpallid MOHOLIUTOB. OHAOTEIHAIBHO-IPONU3BOIHYIO
MIR-155 MokHO paccMaTpuBaTh Kak MOTEHIIMATIBHO 3a-
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umtHyo MUKpoPHK B cTenke cocyna. B coorBeTcTBUUM
¢ aToi Tunore3or 3kcrpeccus MUKpoPHK-155 3Ha-
YUTENBHO BHINIE B TPYIHOH aopTe W 00macT, CBs-
3aHHOHN C OJHOHANPABICHHBIM HANPSHKEHHEM CIIBUTA,
YeM B HIDKHEH 4acTH KPUBU3HBI YU aOpThI U 00J1acTy,
CBSI3aHHOM C HU3KUM HaIpsDKeHueM casura [15].

OnHIM U3 CaMBIX PaHHUX MTATOT€HHBIX COOBITHIA B MTa-
TOTeHEe3€ aTepOCKIIEpOo3a ABMISACTCS NPUBIEYEHNE MOHOLH-
TOB M3 KPOBOTOKA B CTEHKH apTepU¥ TIPH Pa3BUTHH YHIO-
TeNMATLHON AUCQYHKINY U YAEPKaHUH JIUTOTPOTEHHOB.
MuxkpoPHK MoxeT BO3IeHCTBOBATh HAa KaXKIbIA U3 KIIIO-
YeBBIX TPOIECCOB (haroI|To3a 1 BIUITH Ha pa3BUTHE are-
pockiieposa [16]. Makpodaru moaaep>KuBaroT roMeocTas
XOJIECTEpHHA 32 CUeT OajlaHCa MEXITy TOTIOMECHUEM XO-
JIECTepPHHA, SHJIOTCHHOTO CHHTE3a, ATepU(PUKAIIAY/ THAPO-
yu3a u ero BeiBeneHua. MHuorue MukpoPHK yuactByror
B PEryJisiliuyd METa0oJIM3Ma XOJIECTEpHHA B Makpodarax.
MukpoPHK-27a/6 MoxeT perynupoBaTh ypOBEHb TOMEO-
CTa3a XOJIECTEpHHA IyTEM OPUEHTALMH T€HOB, y4acTBY-
fomux B acrepuukanuu xonecrepuna (ACAT1), ero
noromtennu (JITTHIT u CD36) n BeBenennn (ABCAT)
[16]. MukpoPHK-125a-5p u mukpoPHK-146a Brnustor
Ha TIOTJIOIIEHHUE JIUMHOB W BEICBOOOXKICHHE ITUTOKUHOB
B okucieHHsIx JIITHII-cTumynnpoBaHHbIX Makpodarax,
B YaCTHOCTH, ITyTEM OPUEHTAIIMU T€HOB OKCHCTEPOJIOB,
cs3pBaronux Oermok u TLR4 [17]. MukpoPHK-155 mo-
JKET TakkKe PeryrpoBark 00pa3oBaHUe MaKpO(araibHbIX
MIEHUCTHIX KIIETOK ITyTEM BO3IEHCTBHS Ha TPAHCKPHITITH-
oHHbll pernipeccop HMG, KOTOpBII HETaTUBHO BIIUSIET
Ha MHTHOMPYOIINA (akTop Makpodara, a Takke OCIOK,
noBbImaromuii mornonieHue oxkuciaenaoro JIITHIT ma-
kpodaramu. Kpome Toro, MHorouncienssie MUKpoPHK
(B Tom umcie MukpoPHK-758) ciocoOcTByroT 00pazoBa-
HUIO MEHUCTHIX KJIETOK ITyTeM MHIMOMpPOBaHMS BBIBE/E-
Hus xonecrepuHa yepe3 ABCAL [17].

B oTBeT Ha CHUTHAIBI MEKPOOKPYXECHHUST Makpodaru
MOTYT HHULIUMPOBATh Pa3IUYHbIC IPOTPAMMBI aKTHBA-
IIUH, B TOM YHUCIIE KJIACCHYECKUI TPOBOCTIATUTENHBIN
¢eHoTun (Tak Ha3piBaeMbIH M1) W B KauecTBe aib-
TepHATUBBI — aKTUBHPOBAHHBIM M2- (eHOTHIN, CBS-
3aHHBII C MPOTHBOBOCHAIMTEILHBIM Ipoduiiem [18].
MuxpoPHK-33, koTopas urpaetr LEHTpaJbHYIO POJb
B PETYJIMPOBAHNUY BBIBEIEHUS XOJECTEpHHA, TAKKE Pe-
TYJIUpPYeT U KIETOYHBIA MeTaboin3M Makpogaros [18].
Nuarnbuposanne MIR-33 meTabonmuuecku mepemnpo-
rpamMmmupyet Makpodaru ¢peroruna M2, ydacTByromue
B pPa3pelIeHrnH BOCIIAJICHUS U BOCCTAHOBJICHHS TKaHEH,
4TO, B CBOIO OYEpelb, CIOCOOCTBYET HAKOIIIICHUIO aTe-
POTIPOTEKTUBHBIX T-perynaTopHeIX KieTok. MukpoP-
HK-155 moxer mepemnmporpaMMHpoOBaTh Makpodaru
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(M2 B M1 ¢eHoTHN) U TaKUM 00Pa3oM MOXKET CIIO-
cobcTBOBaTH HaKoOIUICHHIO M1 Makpodaros [18].

Hpyrue MukpoPHK y4daBCTBYIOT B MOBBIIIEHHUH
WIM CHIKEHUU PEaKLK MakpodaroB Ha BOCIAINUTENb-
Hele ctuMynbl. Hanpumep, mukpoPHK-147 u muxpoP-
HK-21 nonasnstor TLR-accounrpoBaHHbIe CUTHAIBHBIE
coObITHS B Makpodarax, 4To0bl OrpaHHIUTh BOCTIAJICHUE
[19]. MukpoPHK-146A/B nHnyuupylor B Makpogarax
NF-kB-curnanmszauio ¥ y49acTBYIOT B pa3pelieHUH
BOCTajJeHus: myTeM orpaHuyenusi Toll-mogoOHBIX pe-
LIETITOPOB M CUTHAJIOB LUTOKMHOB [19]. Kpome Toro,
¢daxrop Tpanckpurmu KLF2, skcripeccusi koToporo
B Makpoarax 3alyiiacT OT aTepoCKIepo3a, IOAaBIseT
IKCIIPECCHIO NPOATEePOreHHBIX XEMOKHUHOB (HarpuMmep,
CCL2 u CXC murang 1 [CXCL1]) mytem yBenu4eHuUs
skcnipeccun MUKpoPHK-124a u MukpoPHK-150 [19].
Bo BpeMst paHHero areporeHes3a ofHa M3 HamOolee 3a-
MeTHO uHAyuupoBaHHbIX MUKpOPHK B mopakeHHBIX
Makpodarax — 310 MukpoPHK-342-5p. Jlannas MukpoP-
HK ycunuBaer BrIpaOOTKy MakpogaramMu MeIuaTopoB
BocnayneHusi, Takux kak COA u IL-6. CooTBETCTBEHHO,
unruoupoBanre MIR-342-5p y APOE — / — mpleii 3a-
MEIJISIET POrPECCUPOBAHUE aTepockieposa [19].

Imanxomsimeuynsie kietku (IMK) crmocobGcTByroT
nojAepX aHuo (QyHKIUU CcOCyIucToW crteHku. He-
ckosibko MUKPOPHK y4acTByIOT B perynasiuu BaKHbIX
nporueccos B 'MK.

MuxpoPHK-143 u mukpoPHK-145 sBnstorcs ogHu-
MU U3 CaMBIX CHJIBHO 3KCIpeccupoBaHbix MUKpoPHK
B VSMCs u MeauanapHOM ciioe CTeHKH cocyna [20].
Ot mukpoPHK cHmkaroTcs B CTEHKE cocyla B OTBET
Ha ee MOBpEXJIEHHE, pa3BUTUE aTepockiepo3a. Mu-
kpoPHK-143 / mukpoPHK-145 sBustoTcs OCHOBHBI-
MU peryasTopaMu cokparutensHoi ¢pyHKumu VSMC.
Y mukpoPHK-143- / muxkpoPHK-145-nednunntHbrx
MbImei obHapyxkupaor MK ¢ ymeHbleHHeM 3Kc-
npeccurt SMC cOKpaTUTENbHBIX MapKepoB U (QYHKIIUH
C HapyLICHUEM HaIPSKEHUH BOJIOKHA U JUHAMHKH LU~
TOCKEJIETa, a TAK)KE BBIABIAIOT YMEHBIIEHHYO TOJIIH-
Hy MeauaibHOU CTeHKu cocyna [20].

B omimmune ot mukpoPHK-143 / MIR-145, mukpoP-
HK-221 u mukpoPHK-222 yBeanuuBaroTcsi B OTBET
Ha TpaBMBI TpH nopaxkeHusx [21]. bnokupoBanue mu-
kpoPHK-221/mMuxpoPHK-222 B ecrecTBEeHHBIX yciO-
BUSIX HCCJIEOBAHUS IOKa3ajo, 4To AePUIMT MHUKpOP-
HK-221 u mukpoPHK-222 cumxkaer nponudepaiiuio
I'MK u o0pazoBaHHe HEOMHTHMEI B MECTaX ITOPaKEHHS
[OCJIe MEXaHUYECKOTO TOBPEXKAEHUS MyTeM OIOKUpO-
Banus p27 (Kipl) u p57 (Kip2). Ilpu arepocknepornye-
CKHX ITOPAXEHUAX YEI0BEKA YMEHBIICHHYIO IKCIIPECCHIO

«QUANTUM SATIS»

IN CHILDREN WITH SOLID TUMORS

MukpoPHK-221 n mukpoPHK-222 ormeuaror B 1uiede
OJSIIIKK y IAlMEHTOB, NEPEHECIINX KAPOTHIHYIO SH-
JTapTEPIKTOMUIO, BBI3BAHHYIO OCTPHIM HEBpPOJIOTHYE-
CKHM COOBITHEM, TPOW3OIICANTAM B TEUCHUE 5 IHEH
NocJIe KapoTHIHOW SHIapTepIkToMun. MukpoPHK-221/
MukpoPHK-222 moryT urpats necTaObnin3upyroIyio
POJTb B aTepOCKIEPOTHIECKUX MopakeHHsX [21]. XoTs
mukpoPHK-21 yuactByet B 0OpasoBanue MK B orBer
Ha LEJBIA PA COCYAUCTHIX MEXaHMYECKHX TPABM, €r0
pOJIb ellle MPeACTOUT OINPEAEIUTh B NATOTeHE3e arepo-
CKJIEpOTHYECKUX MoBpexaeHui [21]. Helrpanuzanus
MIR-21 cHmkaeT oOpa3oBaHHE HEOMHTHUMEI MOpake-
HUS B OTBET HA MEXaHUUYECKYIO TpaBMy. B cooTBeTcTBHM
¢ ero poisio B perymsiiuu ' MK, skcnipeccus MuxpoP-
HK-21 3HaunTenbHO yBENIMYMBAETCA B M30JMPOBAHHBIX
muddepenupoBarHbIX I MK, 1Mo cpaBHEHHIO €O 3pEITbI-
mu muddepenumposannbeiva [MK [21].

[Tockonpky uupkynupyroomue mMukpoPHK ompe-
JENSIOTCST B TIepr(epryecKoil KpoBH, CIIIOHE U MOUe,
UX JKCIPECCHS MOXET OBITh MPEIBECTHUKOM Pa3iny-
HBIX CTaIUi Pa3BUTHS aTepOCKIIEpPO3a.

Tepamusi ¢ UCTIONB30BaHUEM HYKJIEHHOBBIX KHCIIOT
MIPENICTABISIIOT CO00I HOBBIN PyOeX B JICUSHHUH 3a00Jie-
BaHU uyesoBeKa. MHOIvMe TepaneBTUUECKUE CPElICTBa
Ha ocHoBe MUKpOPHK B HacTosiiiee Bpemsi HaxomsTcs
Ha CTaauM JOKJIMHIYECKUX UCCIIEIOBaHNUM, a 1Ba U3 HUX —
Ha CTaJuM KJIMHWYECKUX HuchbITaHui. [lepBoe cpenctBo
SIBJISIETCS 3aI€PTO HYKJIEMHOBOM KUCIIOTOM, HAalpaBJICH-
HoH mpotrB MIR-122 (Miravirsen), KOTOpbIi HallelieH
Ha PHK Bupyca renatura C [22]. UccnenoBanus, npo-
BeJICHHbIC Ha NPYMArTax, IMOKa3ajH, YTO HHIHOUPOBaHUE
MukpoPHK-122 npuBeno k UIMTEIbHOMY NOJABICHUIO
Bupyca remaruta C 0e3 Mpr3HaKOB BUPYCHOTO COTIPOTHB-
neHus Wi nobouHsix ddgexro [22]. Ha Bropoii daze
KJIMHUYECKUX HCHBITaHUM Miravirsen nponeMOHCTpU-
pOBal JJ0303aBUCUMYIO TIPOTUBOBUPYCHYIO aKTUBHOCTD
npu 4-HeAeNbHONW MOHOTepanuu. Bropoii nmpenapar siB-
nserca apyxuenodedHoit MukpoPHK, anamorom MIR-
34, KoTOpBIH OKa3bIBaeT NMPOTHBOOITYXOJIEBOE AECHCTBUE
MyT€M MHTHOMPOBAaHUS HECKOIBKUX OHKOICHHBIX ITyTEeH
Y CTUMYJISILIMK TIPOTHBOOITYXOJIEBBIX MIMMYHHBIX OTBETOB.

Pa3paboTka JeKapCTBEHHBIX CPEACTB Ha OCHOBE
MukpoPHK ¢ GomnbIioit noneit BepoSTHOCTH TO3BOIHT
JOCTUYb BBICOKOW 3(p(EeKTHBHOCTH B MpOQHIIAKTHKE
U JICUCHUU aTePOCKJIEPOTUYECKONH OOJIE3HU U OHKOJIO-
THUYECKUX 3a00JIeBaHU.

MaTepHa.m,I U METOAbI

B uccnenosanue Obuio BKIrOdeHO 30 MMalMeHTOB
C COJMAHBIMHU OMYXOJSIMH B Bo3pacTe oT 5 no 17 mer
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(ocHoBHas rpymma). KoHTpodpHYIO TpymIy cocra-
BWIH 4 TIPaKTUYECKH 3I0POBBIX peOCHKa B BO3pacTe
8—12 ner.

OO0pa3Ie! eapHOM KpoBH B 00beMe 1 MiT codupanu
B nipoOupku, cogepxarue DJTA, npoBomuiu ee 1eH-
tpudyruposanue npu 3000 g B reueHue 5 munyt. Cy-
[IEPHATAHT, COCTOSIIUI U3 IUIa3Mbl KPDOBH, COAEPIKALLINAN
nupkynupyrone MukpoPHK, orGupanu B oTaeapHy0O
npobupky u 3amopaxuBanu mpu —24 °C. Bce moce-
IYIOIINE dTarbl ObUTH BBHIMOJHEHBI C UCTIONB30BaHUEM
KOMMEPUYECKUX HaOOPOB, COTIIACHO WHCTPYKITUSAM TIPO-
m3oautens Exiqon (launus). Beinenenue obmeii PHK
(mmuaa nenu meree 1000 H.I1.) MPOU3BOAMIN METOJIOM
a7IcCOpOIIMOHHOM KOJIOHOYHOM XpoMaTorpaduu Ha CMO-
se u3 200 MK Tu1a3Mbl KpOBH. 3aTeéM OCYUIECTBIISIH
peaKIio 00paTHOM TPAHCKPHUIIIIUN U CHHTE3a TIEPBOU
nera kJIHK. [[ns ycranoBnenust ypoBHeE# 8 uccieny-
eMBIX WHANBUAYaNbHBIX MUKpOPHK (mir-21, mir-24,
mir-125, mir-126, mir-145, mir-222, let-7a, let-7b) uc-
MOJIb30BaNIM XUMHUYeckue moaudurarmu LNA creru-
(hrueckux mpaMepoB W OMPENeSUTH MX METOAOM
[P ¢ rudpunn3annoHHO-(PIYOPECIIEHTHON IETeKITH-
el IPOIYKTOB aMIUTU(UKAIIUN «B PEKUME PeaTbHOTO
BpeMeHW». AHaJIN3 MPOBOAWIMN Ha TepMoIukiepe ABI
7900HT mpowusBoxactBa xommnanuu Life Technology.
Hannbie no skcnpeccun MuxkpoPHK paccuutsiBa-
JIU Ha UCXOJHBIA 00BbEeM IeNbHOW KpoBH. J[ms 3TOTO
Ha sranax cuHTe3a kJHK u I[P PB ncnons3oBamm
Habop cunTeTnueckux PHK-TpanckpuntoB UniSp6.
KonuuectBo ucciaenyemsix mukpoPHK onpenensnu
rpaduIecKuM METOIOM.

Microma-21

Craructryeckas 00pa0dOoTKa TaHHBIX HCCIICIOBAHUS
ObLIa TIpoBECHA ¢ MTOMOIIBIO0 TPOrPaMMHOTO obecrre-
yenus Microsoft Excel 2010.

PesyabTrathl n 00cy:kaeHue

B Tabnume 1 npuenensr yporan mukpoPHK B uc-
CIIEyeMBIX TpyTIIax.

[TonyyeHHble pe3ynbTaThl Ha MEPBOM 3Tare HOp-
MupoBaid Ha pedepercHyro MUKpoPHK-16, mus Toro
9TOOBI MOXKHO OBLIO COMOCTABISATH Pa3HbIe 00pa3IlbI.
B pesynbrare ObUIM yCTaHOBJICHBI COOTHOILIECHUS MU-
kpoPHK (pucyHnok 1), koTopble moka3ajiu, 4To B 00-
pa3lax y NaldeHTOB OCHOBHOW IPYIIIBI CYIIECTBEHHO
noBeireHa MuKpoPHK-21, a MukpoPHK let-7a, let-7b
n MukpoPHK-126, Ha060poT, CHUKEHBI 110 CPaBHEHHIO
C MAlMEeHTaMU KOHTPOJIBHOM I'PYIIIbI.

CootHoLueHve mukpoPHK
7000%7T - - -~ - - ~—~-~—-~——-————-———-———————-
60,00%
50,00%
40,00%7
30,00%
20,00%1
10,00%

0,00%

let-7a let-7b

[ Nauventsr [ Koxtponm

mir-21 mir-126

Puc. 1. Konuuectso mukpoPHK, HopmuposakHoe Ha MukpoPHK-16,
¥ AETei C CONUAHBIMM ONYXONAMY U iETEN KOHTPOMBHOM rpynnb

Mpanudepayms Axrusanns PI3-K JAkL mymn -
IMANKOMbILLIEYH biX Hpoaipalng o BEABAHIE
KNETOK, aKTHBAWMA KARTOK QUY RO, EICKYIAPIsaiIg
makpadarcs -
ATEROCKNS,
b3 | = ] -F'E'—"l ]"
- T n F_l
=4 T =, r*v’ e
e \r ==
= n l ﬂ
E | ==y |
T = Puc. 2. Ponb mvkpoPHK-21 B oHko-
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Tabnuua 1. YposHy uccneayemsix MukpoPHK no rpynnam nauueHTos (konwi/Min)

let-7a let-7b mir-21 mir-24 mir-125 mir-126 mir-145 mir-222
npo6a aHTMaTepOreH- Ko3adhmumeHT
Ne Kon-Bo Kon-Bo Kon-Bo aTeporeHHble aTeporeHHo-
o | Kon-BO KO- L Kon-BO Ko- | Kon-Bo ko- 5 KOM-BO KO- 9 KOM-BO KO- Hble
= Konwi/ = e Konui/ = Konui/ = cTH
nuit/Mkn nui/MKn nuit/Mkn nuiA/Mkn nui/MKn
MKn MK MKn
1 60913 427 590 3473 307 2062698 | 101235 169 970 801695 | 1343836 11656 678 19148 547 0,608750031
2 0 389979 6176 613 5796272 | 173505 114791 95 380 1232776 22313912 8387618 2,660339483
3 679 038 226266 | 21789453 | 8875323 1642 283628 457 467 775289 16275 331 18422 101 0,8834677
4 208 403 115057 | 13696 674 | 2429881 1003 163 053 118953 | 2601425 7079 045 12664 349 0,558974267

5 1438 251 504293 | 14255054 | 6693279 26 433 286 853 132 893 933016 13647 683 21336 180 0,639649793

6 609 725 315456 | 42238267 | 8004 339 8759 71685 189549 | 2318431 22813712 15019 283 1,5189615
7 53 506 209 852 1931138 395 836 2732 19618 27912 109213 1267192 2491311 0,508644649
8 78 000 466 000 7581848 | 2060219 37 464 78 661 43 325 432910 7709 529 6109 444 1,26190352
9 444447 | 1576514 | 9985863 1700474 21730 156 154 59 538 592 359 6839 934 16713 205 0,409253289
10 30 146 44 506 1610 358 378 870 14 320 12680 27 440 56 644 2109 012 1155 582 1,82506529
1" 57 254 54 532 1579 175 504 187 23610 14810 24 534 112423 2998 093 1525811 1,964917443
12 72970 117 553 2940917 786 139 38 351 20 161 45 886 361972 4962 339 2945 661 1,684626494
13 93 894 53 374 969 104 591553 26 425 16 319 22584 94 349 3116 689 1720 079 1,811944887
14 43 689 53 109 1700 570 470 456 233 19 361 20771 16 833 1056 736 1232 503 0,857390318
15 110 477 139679 2763701 1635120 28 332 66 536 82726 132203 4917 389 4055 326 1,212575739
16 98 351 173 860 2488 563 921622 29087 37 252 30036 286 890 4175 097 3352813 1,245252157
17 29 258 44 858 2291994 306478 10 369 13149 17105 139 943 1934 598 1229 740 1,673177267
18 16 079 38 083 1285072 217728 368 10 603 0 18 960 676 714 553616 1,222352736
19 3240258 | 2916232 | 12681325 | 4227108 | 181687 | 1080086 | 148677 37169 23594 807 58904 665 0,400559216
20 0 0 153 537 0 0 0 0 0 51179 0 -

21 11689450 | 10520 505 | 44751465 | 14917155 | 398391 | 3896483 | 2118908 | 529727 63033 579 233392 198 0,270075777
22 2992903 | 2693613 | 41651971 | 13883990 | 310272 997 634 116 942 29 236 53623 961 54138 926 0,99048809
23 1447222 | 1302500 | 157511039 | 52503680 | 590 552 482 407 806 142 201535 154220 028 36073 586 4,275151007
24 1023849 | 921464 | 12073385 | 4024462 | 234566 341283 44 636 11159 27596 071 18581 636 1,485126033
25 1293850 | 1164465 | 10703571 | 3567857 | 342001 431283 98 237 24 559 35635 833 24033 992 1,48272635
26 2464752 | 2218277 | 72543212 | 24181071 | 315738 821584 236 462 59 116 74673 640 46435217 1,608125152
27 3002122 | 2701910 | 168057 942 | 56019314 | 1812058 | 1000707 | 2412307 | 603077 263043 440 84599 747 3,109269808
28 1687912 | 1519121 | 37003933 | 12334 644 | 108377 562 637 660 009 165 002 33700 680 38374 363 0,878208193
29 1361270 | 1225143 | 13127959 | 4375986 11575 453757 271921 67 980 9716 569 27511 403 0,353183338

30 1442482 | 1298234 | 61477403 | 20492468 | 210293 480 827 80748 20187 58509 330 26415 095 2,214995972

K1 11685772 | 10623 429 | 21558710 | 7186237 86 235 3895257 | 5842886 | 1055701 21558 710 282106 935 0,076420347
K2 7136408 | 6748950 | 37546785 | 12515595 | 150187 | 2378803 | 3568 204 | 877 454 37546 785 174302 356 0,215411802
K 7136408 | 6487643 | 21558 710 | 7186 237 86 235 2378803 | 3568204 | 327242 21558 710 171518 531 0,125693182

k4 6709767 | 6099788 | 10942797 | 3647599 43771 2236589 | 3354884 | 156172 10942 797 160900 905 0,068009543
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microRNA-128
YUARCTRYST B PEryNALMA
CHEHIAT AHMMONEHE W EMETOMHOND LMKNa,
BOCTIEMEHME, WHIMBnpyeT NOEsILLABT
ofpasoBaHHe MYBCTEMTENBHOCTE
HEOHHTHME DLIDAHHDE ONYXNONERLIE KNETOE K
NEPEKPRITHE KPOBOTOKA ANMBOTEDAN
. f . ——— G m—— bk gy
o
T =
e L e,
——
= — g
v
y Puc. 3. Ponb mukpoPHK-126 B oHKko-
JIOrMY4ECKMX 1 aTeporeHHbIX npoeccax
Led-7a Let-Th
Wumafiupyor  LOX-1  peuanmop
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Uccnenyemeie B padore MukpoPHK Obumi pazneneHsbt
Ha 2 TPyNIbl UCXOIS U3 AAHHBIX JIMTEPaTypbl. ATepOreH-
uele MUKpoPHK: (MuxkpoPHK-21, muxpoPHK-24 u mu-
kpoPHK-125) u antnareporennsie MukpoPHK: (let-7a, let-
7b, mukpoPHK-126, MukpoPHK-145 1 MmuxpoPHK-222).
Cnenyer oTMeTUTh, YTO OHU U Te ke MUKpoPHK otBe-
YaloT B OpraHKW3MeE 3a pasHbIe Mporecchl. B HopMambHOM
COCTOSIHMM 3TO TIO3BOJISIET JOCTUTHYTH Oojiee TOYHOU
CHHXPOHHM3ALMHU KJIETOYHBIX TPOLIECCOB, OIHAKO MPH Pa3-
BUTHH OOJIE3HEH TaKuWe B3aUMOCBSI3H MOTYT TPHBOIWTH
K Pa3BUTUIO OCJIOKHEHUH M TMOPOYHBIX KpyroB. Tak,
Ha pucyHKe 2 mnokaszaHo, 4yro MUKpoPHK-21, yuactByto-
11asi B pa3BUTUM OHKOJIOTMYECKOTO TIpoIiecca U YBEIUYH-
BAOLIAsICSl B KPOBU IIPH OHKOJIOTHUYECKHX 3a00JIEBAHMSX,
001a1aeT TaKkKe U aTeporeHHbIMH cBoiicTBamMu. Hampotus,
MukpoPHK let-7a, let-7b 1 MmukpoPHK-126, siBnstronmecs
AHTUATEPOTEHHBIMY, CHIDKAOTCS [P PA3BUTUH OHKOJIOTU-
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Puc.4. Ponb mukpoPHK-let-7a
1 MukpoPHK-let-7b B OHKOMOrMYECKMX
1 aTeporeHHbIX MpoLieccax

yeckux 3aboneBanuii (puc. 3, puc. 4). JlanHble HaOmOME-
HHSL MOTYT KaK OBITh CJIEICTBUEM CHHXPOHHOTO Pa3BUTHS
Pa3HBIX HapYIICHUI, TAK H CBUJICTEILCTBOBATH 00 00IIeM
CHCTEMHOM cOO€, KOTOpBI NPUBOIHUT K 0o0mmeMy aucoOa-
JIAHCY U SIBISICTCS IPUYMHON YKa3aHHBIX 3a00JICBAHMI.

3akJjouenue

VY nereil ¢ CONMMAHBIMU OMYXOJIAMHU OTMEYAETCS J10-
CTOBEpHOE MOBBIILICHUE YPOBHS NPOATEPOTreHHBIX U J0-
CTOBEPHOE CHUXXEHUE aHTHATepOoreHHbIX MUKpoPHK,
YTO YKa3bIBAET HA UX YYaCTUE B PA3BUTUU OHKOJIOTHYE-
CKHMX U aTepOreHHBIX MpoiieccoB. [loayueHHbIe JaHHBIE
no3BoJIsIOT cuntarh MEKpoPHK nHpopMaTuBHbIMU 1H-
arHOCTUYECKUMH MOKA3aTeIsIMU YKa3aHHBIX MAaTOJIOTU-
YECKHUX COCTOSHUNU. MOXKHO JOMYCTUTh BO3MOXHOCTD
WX UCIIOJI30BAaHUS JJIs1 OICHKU dPPEKTUBHOCTH Tepa-
MU 3TUX COCTOSTHHUM.
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Pe3rome

B crarbe U3n0KEH ONBIT IPUMEHEHHSI KETOTEHHOU JHe-
To1 (KJ]) B teuennn apMakope3sMCTEHTHON SMUIICTICUT
y MalMeHTOB C CHHAPOMOM Jie(UIMTa TPaHCHIOPTEpa
oko3bl | tuma (GLUT1). Tlox waGmiomeHueM Ha-
XOOUTCS 6 MeTel, CTpadalomux peppakTepHON dIH-
nencueit Benencreue GLUTI. YeranoBiieHa BBICOKas
s pexTBHOCTE Ucnionb3oBanust K[ B yieueHun naH-
HOro 3a0oyieBaHMs. Y BceX MAlMEHTOB Ha ()OHE MpH-
MeHeHust KJI ynanoch 1ocTHYb MOJIHOTO KyIMPOBaHUS
SNIIENTHYECKUX MPUCTYIIOB M HapylieHuil Ha DOl
VY nered cTanM OTMeEUYaTbCAd TMO3UTHUBHBIE CIBUTH
B KOTHHUTUBHOH cdepe u pedeBOM pa3BUTUHU. B cBs3m
CO CTOMKOM peMHCCHEN B OTHOUIEHUHN SITUIEHTHYECKUX
IIPUCTYTIOB AHTUKOHBYJIbCAHThI OBUIM OTMEHEHBI Y BCEX
MaIyeHToB. B nocnenyromem HameTHnach AaabHeNIas
MIOJIOKUTENbHAST TMHAMHUKA CO CTOPOHBI MHTEIIEKTY-
IBHBIX (DYHKIHHA, TICHX0IMOIIMOHATILHOM cephbl, T1eTH
MTOCEIIAI0T AeTCKU caja v mKkomy. Takum obpazom, KJI

«QUANTUM SATIS»

Abstract

The article summarizes the experience with ketogen-
ic diet (KD) in the treatment of pharmacoresistant
epilepsy in patients with glucose transporter I defi-
ciency syndrome (GLUT1). 6 children with refrac-
tory epilepsy due to GLUT1 are under observation.
High effectiveness of KD in the management of the
disease has been established. Epileptic attacks and
EEG disturbances were completely managed in all
patients using KD. The children had positive shifts
in the cognitive sphere and speech development.
Anti-epileptic drugs were discontinued in all pa-
tients due to stable remission of epileptic attacks.
Subsequent positive trend was noted for intellectual
functions and psychoemotional sphere; children go
the kindergarten. Thus, KD is considered as a high-
ly effective and probably the only management of
GLUTI.
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CUHOPOM OE®PULUTA TPAHCIMOPTEPA IMIOKO3bl | TUMA (GLUT1) U TIPUMEHEHUE
KETOrEHHOW AUETHI B IEYEHUU BOJIE3HU OE BUBO

OpeaACTaBIACTCA BI:ICOKOS(l)(l)eKTI/IBHLIM u, HO)KaJ'nyI,
CANHCTBCHHBIM B HACTOAIIEC BPEMSA METOAOM JICUCHUA
GLUTI.

Knrouesute cnosa: kemoeennas ouema (K/[), papmaxo-
pe3ucmenmuas SNuiencus, pepaKmepHas SNULencus,
cunopom Oepuyuma mpancnopmepa 2nokosvl 1 muna

(GLUTI)

Key words: ketogenic diet (KD), pharmacoresistent ep-
ilepsy, refractory epilepsy, glucose transporter I defi-
ciency syndrome (GLUTI)

Cunnpom aeduimra TpaHcopTepa TIIOKO3bI | Tumna
(GLUT1) — curonumsel — Glut1-DS, G1D umm De Vivo
Disease (OMIM #606777, ORPHA71277) — oTHOCHTCS
K pEIIKMM T'€HETHUECKHM PACcCTPONCTBAM C IIpEUMyIIe-
ctBeHHBIM TiopakeaneM [[HC. 3abomeBanne BIiepBBIE
onucano Jle Buso B 1991 romy. K nactosmemy Bpe-
MEHHU B MUpE 3apeructTpupoBaHo okojo 500 Takux ma-
nuentoB. Yactora GLUT1 He 3aBucHT OT mona, pacsl
U HalMoHaJbHOCTH [1, 2].

3aboneBanue BbI3BaHo aedexroM B rene SLC2A1,
KOTOPBI KOAMPYET OENOK — MEPEHOCYHK INIOKO3HI,
OTBEUAIONINH 3a €€ TPaHCIOPT W3 KPOBHU B TOIJIOB-
HOM MO3r uepe3 remarodsHiedannyeckuii 6apbep —
GLUT!1 (tpancmoprep mmtoko3bl | tuma). Mytamuu
B reHe SLC2A1 MoryT HapyIIUTh WJIH TOJHOCTBIO
onokupoBars Qynknuio Oenka GLUTI1, B pesynsrare
TOJIOBHOHM MO3T JIMIIIAETCS OCHOBHOTO SHEPTETHIECKOTO
cyOcTpara — IIIF0KO3bl, YTO MPUBOAUT K MPOTPECCHPYIO-
eMy HapyIIeHHIO MO3TOBBIX (DYHKIHI W TTOSBICHUIO
COOTBETCTBYIOLIEH CUMIITOMaTUKU. YPOBEHb LEpe-
OpanpHOTO MeTaboMu3Ma TIFOKO3bl, HU3KUI B TIEPUOT
BHYTPUYTPOOHOTO pa3BUTHS, JTUHEWHO BO3pacTaer
[0oCJ€ POXACHMS, JOCTHras IUKa B BO3pacTe 3 JIET,
OCTaeTCsl BRICOKUM B TEUEHHUE TMEPBOTO IECITHIICTHUS
YKU3HH U TIOCTETIEHHO YMEHBINAETCs B TEYEHUE BTOPOTO
JECSATUIIETHS KU3HHA. TakuM oOpa3zoMm, MpejoiaraeT-
csl, 9TO pUCK KIMHUYeckux npossiennit GLUT] B me-
puoA BHYTPUYTPOOHOTO Pa3sBUTHS SIBIISETCS HU3KUM,
HO 3aTeM TOBBIIIAETCS Ha MPOTSHKEHUN MJIaIeHIeCTBa
U paHHETO JIETCTBA.

Cpenu renernueckux acnektoB GLUT1 paccmarpu-
BaroTcs myTaruu B rene SLC2A1, darme crioHTaHHBIE,
XOTS B HEKOTOPBIX CEMbSX OIUCHIBAETCS ayTOCOM-
HO-ZIOMHHaHTHOE Hacienosanue. Penko GLUT1 Hacne-
JyeTcs M0 ayTOCOMHO-PELIECCUBHOMY THUILY. TSDKECTb
COCTOSTHUSI OTIpEeNIIeTCsI 0COOCHHOCTSIMU MYTAaIlHH.
Bo3moxxHO npoBeneHre NMpeHaTalbHON JUarHOCTUKH
y OepeMEeHHBIX BBICOKOH TpymIibl pucka [3].

Pe6enox ¢ GLUT! npu poxneHun He uMeeT ¢e-
HOTUIHMYECKUX OCOOEHHOCTEH, 3TO AETH, POXKICHHbIE
rocie (GU3HOIOTHIECKH MPOTEKaBIICH OCpeMEHHOCTH
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Y pOJIOB, IMEIOT HOPMAIIBHYIO Maccy Tella PH pOXKIie-
HUW W BBICOKYIO OIIEHKY IO mikaje Amrap. B manb-
HelimeM 3a00JieBaHNE pa3BUBAcTCS MO JBYM BapH-
aHTaM: KJaccHueckoMmy — smmientudeckomy (y 90%
MaIeHToB) u HedmmwientTuaeckomy (y 10% OompHBIX).
g kimaccuueckoro BapHaHTa XapakTepHa MaHuge-
CTarysl B TIEPBBIE MECSIIBI KU3HU B BUJE TOIHMOP(h-
HBIX DTWJIECHTHYSCKUX HPUCTYIIOB: TeHEPATU30BAHHBIX
TOHHKO-KJIOHUYECKUX, MUOKJIOHUYECKUX, aTUITUIHBIX
abcaHCOB, aTOHMYECKUX W MHOKJIOHHKO-aTOHUYECKHX.
IIpunagky MOryT BO3HHUKATH C Pa3IMYHONW 4aCTOTOU —
OT eXEMECSIIHBIX JI0 €KETHEBHBIX U XapaKTePHU3YIOTCS
BBIPKCHHOW PE3UCTEHTHOCTHIO K TEpaluy aHTUKOH-
ByJIbCaHTaMHU. BO3MOXKHBI MH30/bI alTHOD, IIHAHO34,
MapOKCU3MaNbHbIE JBW)KEHUS TJ1a3, KOTOPHIE MOTYT
NpEeALIeCcTBOBAThH cynoporaM. B mocnenyromem npuco-
eAMHSIIOTCS] ABUTATENbHBIE HApyIICHUs (aTakCcHs, JH-
CTOHHSI, CIIACTHYECKHE PacCTPOiCTBa), GOPMHUPYETCS
MHUKpOITe(haTus.

Ha 323I' mepenko BBIABISIIOTCS TeHEpaIU30BaH-
HBIC WJIU JIOKAIbHBIC SMWIENTH(OOPMHBIE H3MEHEHHUS.
BaxHbIM MaTOTHOMOHUYHBIM TIPU3HAKOM 3a00JICBaHHS
SIBIISICTCS PErPECC SMWISHTHYSCKUX PUCTYIIOB U HAPY-
menni 931" mocine mpuema manty. [Ipu HesnmIenTHIe-
CKOM TEYeHHH 3a00JIeBaHUs TOMUHHUPYIOT JBUTATEIb-
HbIE PACCTPOWCTBA: MAapPOKCHU3MAaJbHbIE TUCKHHE3UU
(XopeoareTo3/aUCTOHUS), aTaKCHsl, allbTEPHUPYIOIIHIE
TEeMHILIETUN PA3IUMYHON CTETIeHH BhIpakeHHOCTH. Ya-
CTOM KaJI000H Y TAITMEHTOB SBJISETCS TOJIOBHAS OOJIb.
B psine cnydaeB mpucoennHseTCsi TeMOIUTHYECKas aHe-
Musi. THMHYHO yCcHJIeHNEe KITMHUYECKOH CHMITOMATHKA
npu (pU3UIECKON Harpy3Ke, B IEPHOMAbI TUIIEPTSPMUN
Y TIPUCOENMHEHHS] WHTEPKYPPEHTHBIX 3a00JIeBaHMIA.
Jns Bcex manmentoB ¢ GLUT1 xapakrepHa mporpec-
cUpyromlas 3a7ep>kka oomero pa3sutus. Ctpanaet uH-
TEJUICKT, peueBble (PYHKINH (AU3apTPpHs), CO BPEMEHEM
yOIyONaroTCs YMCTBEHHAsT OTCTAJIOCTh M M3MEHEHHS
B JBUTATeIbHOU cdepe. PasnmudHbie BapuaHTHl TEUCHUS
3a00JIeBaHMs, CTETICHb BBIPAXXKEHHOCTH TOTO MIIM HHOTO
CHUMIITOMA B KQXJIOM OTICILHOM CIIy4ae CyIeCTBEHHO
sarpyasstor quarsoctuky GLUTI.
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Panee nmarno3 3a0oyieBaHUS YCTaHABIHBAJICS
Ha OCHOBaHWHW KIMHUYECKOH KapTHHBI U PE3yIbTaTOB
JIa0OpaTOPHBIX HCCICNOBAHUN, B MEPBYIO OUepelb —
OIIEHKH COJEPKaHMsI TIIOKO3bI B IIepeOpOCTIMHATBLHON
xkuaxoctu (LICXK).

IIpn GLUT1 B IHCXK BbIABHSIETCA CHUXKEHHE KOH-
IICHTPAINHN TIIFOKO3bI TIPH HOPMAaJbHBIX WM HHU3KHX
3HAYCHUSIX JlaKkTaTa Ha (poHe HopMmoriukemuwu. Jlua-
THOCTHYECKUM KpHUTEpHEM 3a00JEeBaHUS CITY)KUT CHH-
JKCHHE TITFOKO3bI Hike 60 mr/mn (<40 mr/mn y > 90%
naruenToB; 41-52 mr/mn ~ y 10% manueHToB).

B HacTosI11€e BpeMsi OKOHYATeNIbHbINA JUarHo3 ycra-
HAaBIIMBACTCS TOCJE TEHETHYECKOro OO0CIeNOBaHUS
(IHK-mmaraocTuka).

Amnanu3 nornoueHus 3-O-meTun-D-Ioko3s! B 3pu-
tpoumtax (35-74% OT HOpPMBI) B HACTOSIIEE BpeMs
paccMarpuBaeTCsi B Ka4eCTBE JUATHOCTHUYECKOTO 30-
JIOTOTO CTaHJapTa I 3Toro 3aboneBaHus [4].

SLC2A1 — equHCTBEHHBIN T€H, MyTalluH B KOTOPOM
CBsI3aHBI ¢ pa3BuTHeM cuHapoma aeduuuta GLUTI.
I'en SLC2A1, xommpytommuii 6enok GLUTI1, coctout
u3 10 5K30HOB U 9 UHTPOHOB, JIOKATU3YETCS HA KOPOT-
KoM Tutede xpomocoMmsl 1 (1p34.2) [5]. Ommcano Gonee
150 myTaruit B rene SLC2A1, SBISIFOIMXCS] MPUIUHOMN
cuapoma aedunura GLUT1 [6]. IlaroreHHpie Bapu-
AHTBHI MPECTABIEHB MHCCEHC-, HOHCEHC-MYyTAIHsIMH,
MOTYT BKJIFOYaTh HEOONIbIIUE BHYTPUTCHHBIC JACTCIIHH/
HWHCEPIINH, a TAK)Ke BapUaHTaAMU CAaNTOB CIUIaliCUHTA.

Benku, nmepeHOCUMKY TIIFOKO3bI M3 TPYIIbI OCIKOB
GLUT, — 310 OenKu-TpaHCHOPTEPHI, OOJeryaronme
naccuBHyr Au(pQy3u0 [IIOKO3bl Yepe3 TKaHEBbIC
Oapbepbl C IOMOINBI) YHEPrOHE3aBUCUMBIX MeXa-
HU3MOB. ['pynma BrirouaeT B ceds 12 6enkoB GLUT.
GLUTT skcnpeccupyercs B 9HIOTEIUATBHBIX KIIETKAX
COCY/IOB, BXOISIINX B COCTAaB reMaTOdHIE(aTHIECKO-
ro Oaprepa, ¥ OTBEUaeT 3a MPOHUKHOBEHUE TIIFOKO3BI
B ronioBHOM Mo3r, GLUT2 acconuupoBaH ¢ CHHAPOMOM
®ankonn — bukens, GLUT3 oTBewaeT 3a IpOHUKHOBE-
HUE TTIOKO3bI Yepe3 MeMOpaHy HEeHpOHATBHOM I1a3MBl,
GLUT4 siBnsieTcsi MHCYIUH-PETYIUPYOLUM TPAaHCIIOp-
TEPOM IJIFOKO3bI )KUPOBOW TKAHU, CEPJICYHON MBIIIIBI
U CKEJIETHBIX MBI ¥ OTBEYAET 32 WHCYIMHOIIOCPE-
IOBaHHBINA TpaHcmopT Troko3sl, GLUTS skcnpeccu-
pyeTcs B KULICUHUKE, TECTUKYNAX U mouykax. OyHKIus
GLUT7 na manHBII MOMEHT Hem3BecTHA [7-9].

B Hacrosiiee BpeMsi eqMHCTBEHHBIM (P EeKTUBHBIM
cpenctBoM Jieuenus: aered ¢ GLUTI sBusercs keto-
reanas queta (K/I). BeicokokupoBast HU3KOYIJIEBOTHAS
K] conmpoBoknaercs oOpa3oBaHHEM KETOHOBBIX TEII,
KOTOpPBIC CITOCOOHBI NMPOHMKATh Yepe3 reMaTtodHIeda-
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nrueckuil 6apbep ¢ momoiubto Tpancnoprepa MCT-1
1 00eCIIeunBaTh ATBTEPHATUBHBIA YHEPTETHUCCKII Me-
tabonusm B [[HC [10-14].

Meton K] 6pu1 paspaboraH paHbIe IS JICUCHUS
(apmakope3ucTeHTHbIX (Gopm smmericuu (OPD).

Kak cBHIETENbCTBYIOT AaHHBIC JIUTEPATYpPhl U pe-
3yIbTaThl COOCTBEHHBIX HAONIONEHUH, NCTIOIB30BaHNE
K npu ®PD mno3BosisieT JOCTHYD MOJOKUTEIHHOIO
a¢dekTa B BUJIE CHIDKEHHUS 9aCcTOTHI MPUTIAAKOB Ha 50—
75% Oosiee 4eM y MOJIOBMHBI MAIIMCHTOB U IMOJHOE
npekpaiieHre npunagkoB — y 15-20%. B npakruke
HCIIONB3YIOTCS pasnudasie Monudukarmu K] B 3aBu-
CHUMOCTH OT BO3pacTa U MHIUBHIYaJbHBIX OCOOEHHO-
crelt peOeHKa.

K]l xapakTtepusyercs BBICOKHM COAEP)KaHUEM KH-
POB B pallioHe, IPUBOAUT K META00INIECKOMY aluo-
3y, YTO MOXKET BBI3BIBaTh TaKue MOOOYHBIC dPQEKTHI,
KaK IJUCITUIHIEMHUH, OCTCONCHHIO, OMIHApHYIO THUC-
¢yHKIHIO, TacTpod3odareanbHblii pediroke, 3amop,
Juapero, THIepypaTypuio, Kapauonaruio u ap. etw,
koTopble nonyyaror KJI, HaxomsaTcst moJl MOCTOSHHBIM
KOHTpOJIEM Bpada-HeBposiora u aueronora [15-18].

IIpu GLUT1 K]| Oputa BuepBrie NpUMEHEHa
B 1991 roxy. Kak cBUACTENBCTBYIOT NaHHEIE JTUTEpa-
Typs! [2, 19], KJI npu GLUT1 mno3zBomsier kynupo-
BaTb CYIOPOXHBIE COCTOSIHUS, ITOJIOXKHUTEIBHO BIIUATH
Ha JBUraTeNbHbIC U KOTHUTHBHBIC (QYHKIMH, IIOKa3are-
a1 MeTaboM3Ma, a MPH CBOEBPEMEHHOM Ha3HAYEHUU
YIIy4IIaeT JOJrOCPOYHBIA HEBPOIOTUYECKUN UCXOM.

Ilo nanHbIM UTEpaTypHl, Y 95% netei ¢ mpuctyna-
mu ¢ GLUT1 na K/I oTMedeHO cokparieHne IpucTymoB
Oostee yem Ha 50%, a y 80% — cokpalleHre NprcTynoB
6oxee vem Ha 90% [20].

MHorue LeHTphl, KOTOpbIe 3aHUMAIOTCS JICUECHHU-
em GLUTI, paroT pexoMeHAaluu IO HCIOJIb30Ba-
HHIO kiaccudyeckod KJ[ ¢ BBICOKMM KETOT€HHBIM CO-
OTHOIIEHHEM 4:]1 C KOHTPOJIEM COAEpPKAHUS KETOHOB
B ChIBOPOTKE KPOBU WJIM B MOYE, YTO HOATBEPKAACTCS
Y HAIUMU KIUHUYEeCKUMHU NaHHbIMH [20]. OmgHako
€CTh U APYrHe JaHHbIC, CBUIETENLCTBYIOIINE O TOM,
YTO HET CYHIECTBEHHBIX pa3nuyuii B 3Q(PEKTHBHOCTH
mexnay KJ/| B coornomenun 4:1 (Gomee ctporomy)
n Oojee HU3KUMH cooTHOmeHHAMH. 5 u3 16 (31%)
MAIMEHTOB, NMPUACPKHUBAIOIINXCS KETOTEHHOTO COOT-
HotmreHus 4:1, ObUTH CBOOOAHBI OT IIPUCTYITOB IO CPaB-
Heruto ¢ 21 u3 38 (55%) npu MEHBIINX KETOT€HHBIX
cootHoureHusix [20].

[IporuBosnunentuueckue mpemapatsl (I1311)
npu GLUT], kak mpaBuio, HeapPeKTUBHBI HIN HMe-
I0T JIMIIb OIPAaHUYEHHOE IPUMEHEHME, a HEKOTOpbIE

85

2017 » VOLUME | * No 3-4



CUHOPOM OE®PULUTA TPAHCIMOPTEPA IMIOKO3bl | TUMA (GLUT1) U TIPUMEHEHUE
KETOrEHHOW AUETHI B IEYEHUU BOJIE3HU OE BUBO

MPOTUBOIIOKa3aHbl. Peub uaeT o OGapOuTyparax, 4acto
WCTIOB3YEeMBIX y JETEel MepBOro rojia )KU3HU, BaBIPO-
aTax, alneTrasoiaMue, Tonupamare u 3ouucamune. Le-
nmecooOpa3Ho n3berarh mpreMa METHIIKCAaHTHHOB [21].

YuuThiBas pUCK MOSIBIICHUS MOOOYHBIX 3(h(HEeKTOB
npu anutensHoM npumenennu KJI y nereit ¢ GLUTI,
pa3pabarbIBalOTCS AIBTEPHATUBHBIC METOJBI JICUCHHUS.
OHM BKJIFOYAIOT MOTUGDUIIMPOBAHHYIO TUETY ATKHHCA
(MIA) [22-25], xeToadups [26], TpurenTanouH [27],
anbda-nunoneByro kuciaoty [28] u amerazonamun [29].

B IOro-Bocrounom menuuuHckoM LieHTpe Texac-
ckoro yHuBepcureta B Jammace H. Pascual npooaut
PSAI HOBBIX MCCIIEIOBAHUN C MCITOB30BAHHEM TPUTEII-
tTaHonHa — numeBoro Macna C7 B orHomennn GLUTI.
Koneunoii 1enpio uccieqoBaHUN C HUCIOIb30BAaHUEM
npemaraeMoro jedeoHoro mutanus C7 SBISETCS T0-
JIy4eHHE OTBETA Ha BOMPOC O ToM, BiusieT Jin C7 Ha 3¢-
(heKTUBHOCTH HEUPOIICHXOJIOTHYECKOH AesITeIIbHOCTH
(korHUTHBHBIE criocobHoCTH) y nanuenToB ¢ GLUTI,
cobmonaromux u He cobmomatonmx KJI. CymectByer
03a009eHHOCTH, 4T0 C7 MOXKET OKa3bIBaTh OTPHIIATEITb-
Hoe Biusaue Ha KJI, u B pe3ynsrare mcclieqoBaTelin
HaMepeHBI TOJBEPTHYTh MOTCHIIMAIBEHYI0 COBMECTH-
MOCTB/HECOBMECTUMOCTh THIATCIILHOMY H3Y4YCHHUIO.
Tpurentanoun (C7) SBASETCS MUIIEBBIM MPOTYKTOM,
paccMarpuBaeMbIM B KadeCTBE BO3SMOXKHOTO JieueOHO-
ro nutanus. Bosamoxno, ckopo C7 MOSBUTCS Ha PBIH-
K€ B Ka4eCTBE JICYeOHOTO MUTAHUS HAPIAY C IPYTHMH
IIMPOKO JTOCTYIHBIMHU MHUILEBbIMH JOOABKAMU, TAKMMHU
kak ButamMuHbl (NANO VM) unmu macmo MCT [30].

Leanb uccjienoBaHusi: TIOBBIICHUE YPOBHS THATHO-
CTUKHU YU MEIWIIMHCKOW ITOMOIIH TPU CUHIpOME edu-
uTa TpaHcrnoprepa mioko3sl 1 Tnma (GLUTT).

O0bekT HcciaenoBanusi: B mcuxoHeBposoruye-
ckoM otnenenun ['bY3 «HayuHo-npakTuueckuil ueHTp
CIIEIMAIU3UPOBAHHON MEAUIIMHCKON MOMOIIM JIETSIM
nmenu B.®. BoiHo-fcenenkoro JI3M» B TeucHHE
6 neT HaONIONAIOTCS MAIlMeHTH C MOATBEPKICHHBIM
CUHJIPOMOM Jie(pHuIIUTa TpaHCIIOpTEpa MIFOKO3bI | THIa
(6omesnp Jle BuBo), accommnpoBaHHBIM C MyTalUIMHU
B rede SLC2A1. Bcero — 6 naumeHToB, U3 HUX 2 Je-
BOYKM U 4 MaJbuMKa B BO3pacTe OT 3 110 7 JeT.

Ha npoBeneHue ncciaenoBaHus MOTyICHO pa3perie-
Hue Otnyeckoro komurera HIIL] cnenmanusupoBanHo
MEAWIIMHCKON TIOMOIIH JIETSIM TTOCIIe TIOATIACAHUS PO-
JUTEIISIMU JIOOPOBOJIBHOTO HH()OPMUPOBAHHOTO COIIa-
cusl.

MeToabl MCCJIET0BAHUS: MOJICKYISIPHO-TCHETH-
YECKOE HCCIIEAOBAHUE MPOBEICHO C HUCIOIb30BAHUEM
COBPEMEHHBIX METO/IOB NWAarHOCTHKH. J[marHo3 cuH-
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npoma aedunmura GLUT1 y nepBoro o0cie10BaHHOTO
nareHTa ObUT TIOATBEPKICH B TEHETUIECKOM J1abopa-
topun HIIL] TapreTHbIM 3K30MHBIM CEKBEHUPOBAHHUEM
naHenu 34 TeHOB, aCCOIMMPOBAHHBIX C paHHUMU (Hop-
MaMH SIWISNTHYSCKUX dHIeaonaruii [32]. Beigene-
Hue reHomaol JIHK u3 nefikonnToB nepudepuyueckont
KPOBH H TOCIIEYIONIEE TAPTETHOE SK30MHOE CEKBEHH-
poBaHME BBINOIHEHO Ha aHanmu3aropax MagNA Pure
LC 2.0 m 454 Sequencing GS Junior (Roche) coorBet-
cTBeHHO. C I1eNbl0 TpeAcKa3aHusl KOHCEPBAaTUBHOCTHU
U CTENECHU NMAaTOI€HHOCTH, YTOUHEHHS KIMHUYECKOTO
3HAUCHUS] BCEX BBIABJICHHBIX BAPHMAHTOB B I'CHAX WC-
MOJIb30BAJTUCH CIIEHUATN3NPOBAHHBIE HHTEPHET-PECyp-
cel: SIFT (Predict effects of nonsynonmous/missense
variants), PolyPhen-2 (prediction of functional effects
of human nsSNPs) u MutationTaster.

Jis OleHKH TOMYJISIHMOHHBIX YacTOT BBISBICH-
HBIX BAapUaHTOB HCIIOJIb30BAHBI BHIOOPKH IPOEKTOB
«1000 renomoB», ESP6500, Exome Aggregation
Consortium (ExAc) u Genome Aggregation Database
(GenomAD). JIns OIEeHKH KIMHUYECKOW PEJICBAHT-
HOCTH BBISIBICHHBIX BapUaHTOB HCIOJIb30BaHbI 0aza
nmaaHbeix OMIM, criennanu3upoBaHHbIE 0a3bl JaHHBIX
(GeneReviews (NCBI), HGMD (The Human Gene
Mutation Database), LOVD (Leiden Open Variation
Database), ClinVar (NCBI) u nureparypHbie JaHHBIE.

Obunapyxennass mytauus B rene SLC2A1 mpen-
CTaBJIcHA WHCEPIMEHd (BCTAaBKOW) IOMOJHUTEIBHBIX
6 HYKJIEOTHJIOB B TIOCIenOBaTeNbHOCTH — €.1305-
1306insTGAAGA (p.V435VFI). Myranus He 3aperu-
CTpPUpOBaHa B KOHTPOJIbHBIX BBIOOpKax «1000 reHo-
MoB», ESP6500 u ExAC. Anroput™sl npeackazaHus
[IATOTEeHHOCTH PACLCHUBAIOT JAHHYIO 3aMEHY Kak Ia-
ToreHnyto [31].

IHony4yenHsle pe3yabTarbl: Y 2 HNaUUEHTOB MY-
tanuu TeHa SLC2A1 ompeaeneHsl METOIOM TIPSIMOTO
cexBeHupoBanus no Courepy: c.115-2A>G (IV S2-
2A-G) n ¢.101A>G (p.Asn34Ser).

Ilpyu mnpoBeaeHHH SK30MHOIO CEKBEHHPOBA-
Hug y 1 manmeHtra ObUTa OOHApyXXeHa MyTalus
¢.400G>A (p.Gly134Ser), koTopasi HE 3aperucTpHU-
poBaHa B KOHTPOIBHBIX BBIOOpKax «1000 reHOMOBY,
ESP6500 u ExAC. AnropuTmsbl mpeacKa3aHus 1maro-
TEHHOCTH PacLEHUBAIOT JAHHYIO 3aMEHY KaK BEpPOSITHO
[aTOTEHHYIO.

Juarno3 curapoma nedunura GLUT1 y aByx maru-
€HTOB OCHOBBIBAJICS HA KIIMHUYECKON KapTHUHE, JaHHBIX
OMOXMMHUYECKOTO aHAJIN3a CTMHHOMO3TOBON KHIKOCTH
(cHmxeHMe ypoBHS TToKo3bl B LICIK Huke moporoBoro
ypoBHS — 2,2—-3,3 MMOJIB/T) U OOHAPYKCHHUH MAaTOTCH-
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HbIX MyTanwii B TeHe SLC2A1. /IBym GoibpHBIM qua-
THO3 YCTaHOBJIEH M0 KIMHUYECKON KapTHHE U TaHHBIM
onoxumuueckoro ananmmusza [{CXK, mockonbky He OBUIO
MoNTy4eHo WH()OPMUPOBAHHOE COTIIacHe Ha TeHeTHde-
CKO€ TECTHPOBAHHE.

VY HaOnromaeMbpIX HaMH TAIUEHTOB BBISABICHBI pa3-
HbIe 1o THIy MyTanuu B reae SLC2A1. B cBs3u ¢ ma-
JIBIM YMCIIOM HaOJIOICHUI HE MPECTaBISACTCS BO3MOXK-
HBIM TPOBECTH TE€HO-(EHOTHITHYECKHE KOPPEIISIIHH.
Bce netu mocTynuim ¢ HampaBiISIOMIUM JTHArHO30M
SMUIICTICUS KPUIITOTeHHAs, 3aePIKKa IICHXOMOTOPHOTO
U pEYCBOTO Pa3BUTHSI.

W3 aHamHe3a U3BECTHO, YTO Bce 6 MAIIUEHTOB —
OT JOHONIICHHBIX HOPMAaJbHO MPOTEKAaBIIUX Oepe-
MEHHOCTEM, CaMOCTOATENBHBIX POJOB B CPOK, UMEIHU
XOPOIITyI0 Maccy Teja MPHU POXKIACHUH H BBICOKYIO
OLIEHKY 1o mkaje Amrap. [leproa HOBOpOXXKIEHHOCTH
mpotekan 0e3 ocobeHHocTell. OHAKO B JaNbHEHIIIEM
[ICUX0-PEYEBOE PA3BUTHE 3aMEIIIOCH, MOSIBIUIACH
aTaKkCHs ¥ MUJICTITUYCCKUE MTPHUIIAJIKH.

VY "acTu manueHToB OBLIO OTMEYEHO HapacTaHWe
YaCTOTHI MPUCTYTIOB BO BPEMS «TOJIOJIa», a TAKXKE BS-
JIOCTh U COHNIMBOCTB. [locie mprema mumm cocTosHue
JIeTel yaydIaaoch, YMWICHTHICCKUE MPUCTYIBI HC-
ye3anu. B nanpHelinieM y Bcex 6 AeTeil oTMedanuch
JKaI00BI Ha CIIA0OCTh B HOTaX, YCHIIMBAIOIIYIOCS TTOCIIE
(m3nYeCcKOl HArpy3KH.

Ha D3I Obwna BeIsiBiIeHA SMTHIENTA(OPMHAS MYIThb-
TUPETHOHANIbHAS aKTUBHOCTD, MEPUOIUYECKH CO BTO-
pUYHOM TeHepanu3anueid. DPQeKT oT nmpruemMa aHTH-
KOHBYJIbCAHTOB HEOTHO3HAYHBIM.

[Ipu kTMHUKO-71a00PATOPHOM ¥ HHCTPYMEHTAILHOM
WCCTIeIOBaHNN OBLIO BBISBICHO CHIDKEHHE KOHIICH-
Tparuu nroko3sl B LICXK mo 1,3-2,0 mmons/n (HOp-
Ma 2,2-3,3 MMOJIB/IT); YPOBEHb TIIMKEMUU B KPOBH —
4-5 mMonb/n (HopMma 3,9—6 MMOJIB/JT); COOTHOIIICHHE
mroko3bl B L{CXK k mimroko3e B kpoBu 0,3—0,45 MMomb/n
(mpu HOpMe 0,54—0,56 MMOmIB/1). YpOBEHBb JIaKTaTa
B KpoBHU ObLT NOBBILIEH (IpH HOpMe 0,5-2,2 MMOIB/1T).

V¥ yactu aereit Ha D3I 10 mpuema MUK PETUCTPH-
poBalics HEPETYISPHBIN O-pUTM, T€HEpPATU30BAHHBIC
paspsabl STWIENTUGOPMHON aKTUBHOCTH; MOCIIE TIPH-
eMa MHINN — PETYSIPHBINA O-pPUTM, PETPECC IIIICTITH-
(hopMHOI aKTHBHOCTH.

Ilo naHHBIM MAarHUTHO-PE30HAHCHOW TOMOTpa-
¢uu (MPT) rosoBHOro Mo3ra MaTOJOTMU BBISBICHO
He OBLJIO HH Y OHOTO M3 MAI[UeHTOB.

Ha ocHoBaHuM pe3ynbTaToB MPOBEIEHHBIX UCCIIEN0-
BaHWH ObLT YCTAHOBICH JUArHO3: CHHIAPOM JehUITa
TpaHcmopTepa Troko3s! I tuma (GLUT). Dnwmerncust.
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[Ipu MonexynspHO-TeHETHYECKOM OOCIIeI0BaHUU
nrarao3 GLUT1 01 moaTBepkIcH y 4 MAIUeHTOB.
Ot et ObUH cpa3y B3AThI Ha Kypc K/I.

[Ipn mpenBapuTenbHOM OOCIEIOBAaHWUU IPOTHBO-
MMOKa3aHW CO CTOPOHBI COMAaTHUYECKOTO U HEBPOJIOTHU-
YECKOTO CTaTyCOB ISl MCIIOJNIb30BAHHUS 3TOTO METOAA
Tepanuyu BbeIsiBIeHO He Obut0. IIpm BBemennn KJI Bce
neru npuHuManu 1311 B cBsI3u ¢ 3NWIENTHYECKUMU
MPHUCTYIAaMH: MAOKJIOHHYECKAMHU, MUOKIIOHHKO-aTOHH-
YECKUMHU, CIIOKHBIMH a0CaHCaMHM M TOHUKO-KJIOHUYE-
ckumu. Hepeako MUOKITIOHAN MMENH KacKaJIHBIA Xapak-
Tep, YCWIMBAINCH U yUYaIAINCh B COCTOSHUM TOJIO/A.
B HeBponoruueckom craryce OTMEYalach JBUTaTENb-
Hasi PaCTOPMOKEHHOCTbH, SKCIIPECCHBHASA pEYb B BHUJE
CJIMHUYHBIX CJIOB, OC/HBIN CIIOBApHBIN 3arac, JAu3ap-
Tpus, nudQy3Hass MBIIIEYHAsT THIIOTOHUS, MOTOpPHAS
HEJIOBKOCTb, aTaKCHsI.

Iocne BBemenus K/l oTmeueH monokuTeNbHBINA 3¢-
(heKT B BHIIE TIOJHOTO KYIHUPOBAHUS SIMICTITHIECKUX
MPUCTYNOB Y BCEX MAIMCHTOB, OTCYTCTBUS SIUJICITH-
(hopMHOWM aKTHBHOCTH TI0 NAHHBIM BHIE0-DI -MOHH-
TOPHHTIa, YITy4LIEeHUS YaCTOTHBIX XapakTepucTuk D01,
nonHo# otMeHnsl 11311, onHako ncuxo-HEBPOIOTHYECKUN
JC(UIIUT B BUJIC TUTIOTOHUH, JUCKOOPIUHAIIMU U TU3ap-
TPHUH COXPAHSETCS, XOTS U C BRIPAKCHHBIM YITyUIIICHUEM.

Habmnronenue 3a manueHTaM# MPOAOIDKAECTCS B JI0-
MAalTHUX YCIOBUAX C PErYISIPHBIM MOHHUTOPHUHIOM CO-
CTOSIHUSA AETEU, IPeayCMOTPEHHBIM MpoToKosioM. C 1ie-
TbI0 PO(UITAKTHKY 1 KOPPEKIUH MOOOUHBIX () (EKTOB
OblTa pEeKOMEHJOBaHA CHMIITOMATHYECKasl Tepamus:
npemaparsl  GEPMEHTOB TOMKEITYIOUYHONU JKEIIE3HI,
JKEITYCTOHHBIC CPEJICTBA, POKHMHETUKU U TPOOUOTHKH,
a TakKe MOCTOSHHBIM MpPHEM ITOJIMBUTAMUHHO-MHHE-
pPaJbHBIX KOMILIEKCOB.

VYxe mocne 3 MecsIeB OT Hadala AUETOTeparuu
OBLITM TOCTUTHYTHI IIO3UTHUBHBIC CIBUTH B KOTHUTHBHON
cthepe U peueBOM Pa3BUTHH: YITYyUIIWIACH COI[UAIINA3A-
Usl JeTel, BO3pOC MHTEpEC K MPOCMOTPY MPOrpaMm
TENEBUJCHUS, K OKPYXKAIOUTUM IIpeIMeTaM, OSIBUIIACH
¢dpazoBas peub (OTHETbHBIC (Dpa3bl M MPEITIOKESHUS).
[Ipu 3TOM CcOoXpaHSIOTCS JBUTATEIbHAS PACTOPMOXKCH-
HOCTb, HEYCHAUYNBOCTbD, Y HEKOTOPBIX — MIEPUOAHYECKU
arpecCUBHOCTH U Pa3IpaKUTEIHLHOCTE.

B Hamem meHTpe MBI KCIIONB3yeM MeTa0oIrde-
CKHY TIpernapaTr KapHUTHH IS yAydIIeHUus OOMEHHBIX
MPOIIECCOB, YMEHBIIICHUS MPOSBICHUN aCTEHUYECKOTO
cunapoma, maciio MCT unu KOKoCOBO€ Macjo JJisl o-
BBHINICHUS YPOBHS KETO3a, FTaMMa-aMUHOMACIISTHYIO KFHC-
JIOTY W XOJHMHA anb(ocuepar — sl YIIyqlIeHus Helpo-
KOTHUTHBHBIX (DYHKITHH.
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B nocnenyromem y Bcex manueHToB Ha GoOHE MpU-
ema K/ 1 comyTcTByIOIIe Tepanuu Hapoc Mporpecc
B KOTHUTHBHOM U PEYEBOM Pa3BUTHH, MOSBUIICS WH-
Tepec K urpam, ydeOe, yaydlIHIach SKCIPECCUBHAS
peyb — NOSBUIINCH MPOCTHIE TPEATIOKEHHS, eTH Hada-
JIY TIOCENIATh IETCKUE Ca/lbl U BCIIOMOTATEIFHYIO IITKO-
7y. 3HaYUTETHHO MOBBICHIIOCH KAUECTBO KHU3HHU CEMbHU
U MAIMEHTOB.

JuddepeHnmanbay0 TUAarHOCTUKY CHHApPOMA JIe-
¢umura GLUT1 npoBomwin ¢ APYrHMH MAaTOJIOTHYE-
CKAMH COCTOSIHHSIMH, BBI3BIBAIOIIIMIMHU HEHPOTIIUKOIIE-
HUIO (XpOHHYECKAs WM MPEXOJSIIas THIIOTITUKEMHUS
MY CEMEHHOM THIIEPUHCYIMHU3ME), CYAOPOTH Y HOBO-
POXIEHHBIX U MHUKpOIE(haTnio, B YaCTHOCTH, paHHHUE
MposBIeHUs cuHApoMa PerTa, cuHIpoma AHrensMaHa,
nHpaHTUIBHBIE (HOPMBI HEHPOHAIBHOTO IIEPOUI-JIH-
moQyCIHHO32; CUHIPOMOM OIICOKJIOHYC-MHOKJIOHYC;
KPHUIITOTEHHOW 3MIIICITHYECKONW dHIIe(aIomaTnuen
C 3a/IEP’KKOM pa3BUTHS; CEMEMHON MUIIETICUEN C ayTo-
COMHO-JJOMMHAHTHBIM THUIIOM HacJeAOBaHUS; SIH30/a-
MH TTapOKCH3MAIIEHON HEBPOJIOTHUECKON TUCHYHKINN
B OTBET Ha MOTPeOICHUE YITIEBOIOB, OCOOCHHO COoueTa-
IOIIUECS C YEePEeNyIOIIUMUCS TeMUTIApE30M, aTaKCHEH,
KOTHUTHBHBIMH HapYIICHUSMH WIIH CyIOpOTaMH; JIBU-
raTeabHBIMH PAcCTPONCTBaMU, BKIIOYasd AUCTOHMN [31].

Oo0cy:xnenue

ITo nanaeiM KomymOwuiickoro yHuBepcuteTa (pe-
3yJBTaThl MOJIYYEHBl OT MHOTHX MAlMEHTOB IO BCEMY
MHUDPY W CXOJHBI C pe3yibTaTaMU yHHBEPCUTETA), Ta-
nuentsl ¢ GLUT1, momydaromme KJI, MoryT noOuthcs
COKpalleHusl mpucTynoB Oonee yem Ha 90% 6e3 uc-
ronb3oBanus 11311 [20]. B Hame# KIMHUKE MBI CMOTITH
noctuyb 100% KOHTpOMNS Haja MPHUCTYNAaMHU, MO-BUIH-
MOMY, 3TO CBSI32HO C MaJIBIM KOJIMYECTBOM MAI[EHTOB.

IIo maHHBIM MMPOBOW JNHUTEPATYphl, CPEAU TEX,
KTO Haual JUEeTOTEepanuio B Oosiee paHHEM BO3pacrte,
3 peKTUBHOCTE JieueHHs ObLIa BBIIIE, YeM MpHU Ooliee
no3nHeM HazHadeHnu K/I. Mbl nmomyuniu aHajgoruy-
HBIE PE3YIBTaThl, CBHETEIHCTBYIOIINE O TOM, YTO HaH-
sydrmid 3Q(EKT OT AMeTOTEPaNuy B OTHOIICHHUU JITH-
JIETICUY ¥ KOTHUTHBHEIX (DYHKIIUI HaOIIOMaeTcs MpH ee
HA3HAYCHWU B MaKCUMAaJIbHO PaHHUE CPOKH U B Ooliee
paHHEM BO3pacTe.

Ckpunuar TeHa SLC2A1 TIOMOXKET YCKOPUTH paH-
Hioto nuarHoctuky GLUT1 u MmoxkeT npuBecTu K 6onee
cBoeBpeMeHHOMY Ha3HaueHuto K] [20].

BonbmmHCTBO UTEpaTypHBIX IaHHBIX, B TOM YHCIIE
Y pe3yabTaThl HAIIMX HAOIIONEHUH, CBUICTEIbCTBYIOT
0 BeIcokoi a3 dexTrBHOCTH K] ipm cuampome GLUTI.
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Takum 00pa3oM, MOXKHO yTBepkaaTh, uTo K/ aBnsercs
30710TEIM cTaugaproM B jedenus GLUT1, xots ocra-
€TCsl HE BIIOJHE SICHBIM, KaKOW BapHaHT KOHKPETHOH
et cienyeT ucnoip3oBarb. [lo ganaeiM H. Kass
¢ coaBTopamu (2016), cpenu neTei, TOCTUTIIUX pe-
Muccuy, npoueHt Haxoausumxcs Ha K/ u MCT-nuere
(BKITFOUATOIIEH TPUTITUIIEPUIIBI CO CPETHEH TITHHOM 11e-
MOYKH ), OBUT IPUMEPHO PABEH MPOICHTY HAXOMBIINX-
cs Ha MJIA u runormukeMudeckont nuere, 74% u 63%
cootBeTcTBeHHO [20].

Cpenn manueHTOB, MPUMEHSBIINX KIIACCUYECKYIO
K/l ¢ pazmuunsiMu cootHomeHusIMH (0T 4:1 1o 2:1),
a taxxe MCT-auerty, pe3yasTarsl JJe4eH!s ObUIN Mpak-
TUYECKHU MICHTHUYHBI BHE 3aBICUMOCTH OT THIIA JHETHI
Y BapHaHTa COOTHOILECHHUS )KUPOB € OEIKAMHU H yTIEBO-
namu [20].

[To HamwmM naHHBIM, 3(Q(QEKTUBHOCTH IUETHl Ha-
MPSAMYIO 3aBHCHT OT YPOBHS KETOHOB B OpraHU3ME.
IIporoxomn, ncnons3zyemsrii B HIILI, Bxirogaer B ceds
00s13aTeNIbHBI MOHUTOPUHT YPOBHSI KETOHOBBIX TEI
B CHIBOPOTKE KPOBU M B Mode. Y JBOWX TAIEHTOB
(33%) oTmeuanach 4eTKast 3aBUCUMOCTb YACTOThI MPU-
CTYIIOB OT YPOBHS KETOHOBBIX TEI.

YuuteiBass HE0OXOMUMOCTh JAJIUTEIBHOTO, MHO-
TOJIETHETO JICYEHMs, MBIl PEKOMEHIYEM MalHUEeHTaM
¢ GLUT]1 cuMmnTomMaTudecKyro Tepamnuio (Teraronpo-
TEKTOPHI, (DEPMEHTHI TOKENYTIOYHOM JKeNle3bl, MeTabo-
JTUYECKUe TpenapaTsl, BATAMUHBI B MUKPOAIIEMEHTHI),
yIydIIaIyio nepenocumocts K/, HelTpanusyomnyio
noOouHbIe 3(P(EKTHI, a TaKKe MHIIEBBIC JOOABKH U HO-
OTPOIIHBIE TIPeTIaparhl AJs yAyYIIeHUS KOTHUTHBHBIX
¢byHKIMNA. AHAIOTHYHBIE PEKOMEHIANH JA0TCs 00TIb-
ITMHCTBOM aBTOPOB, 3aHUMAIOIINXCS JEYEHUEM YKa-
3aHHOM Kareropuu manueHtos [10, 15].

3akawuenune: cuaapom aepumura GLUTI,
CBSI3aHHBI C HapylIEHHEM TpaHCIOpTa IJIIOKO3BI
B TOJIOBHOW MO3I, Kak pe3yJbTaT MyTallMd B TeHE
SLC2A1, puBOANT K HEBPOJIOTHIECKHUM PaCCTPOi-
CTBaM ¢ OOJBIIMM (DEHOTUITMYESCKUM Pa3HOOOpa3HEM.
CrnnHHOMO3TOBasl MyHKIHA JTOJDKHA OBITH BBITIOJHEHA
y KaXKIOTo MalueHTa ¢ MoJl03peHneM Ha CHHIPOM Jie-
¢unura GLUT] ¢ nenbio onpeneneHus: ypoBHS INIO-
KO3bl B JIWKBOpE. CHIKEHNE KOHIIEHTPAIUH TIIOKO3BI
B JINKBOpPE MEHBILE 2,2 MMOJIB/J SIBIACTCS IMOKa3aHUEM
JUTST MOJIEKYJISIPHO-TEHETHIECKOTO MCCIIEIOBAHMS TeHa
SLC2A1 u pannero Beenenus KJI.

VYnosneTBoputeabHas nepeHocumMocTs K/ npu BbI-
cokoil apdexruBHoCcTH (IpakTudecku 100%) B OTHO-
[IEHUH SMHICNTUYECKUX MPHUCTYIIOB U 3HAYUTEIHLHOM
YAYYIIEeHUH ABUTATEIBHBIX M KOTHUTHUBHBIX (DyHKITHIA
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SIBIIIETCSI OCHOBAaHMEM AJISl €€ JUINTEIBHOIO MPUMEHe-
HUS Y JAaHHBIX TAI[MEHTOB, 0COOEHHO C YYETOM TOTO
(akTa, 4TO AUETOTEpaIusl B HACTOsIIEE BpEeMs SIBIIS-
€TCSl €IMHCTBEHHBIM (PPEKTHBHBIM METOIOM JIEICHUS
GLUTI.

Menauko-TeHeTHYeCcKoe KOHCYJIBTHPOBAHHE CEMBU
TarueHTa HeoOX0MMO TIPY TUTAHUPOBAHUH CIISTYTOIIeH
OepeMeHHOCTH. Ty HacieAOBaHMS ayTOCOMHO-IOMH-
HaHTHBIM, pUCK TIepeauu MaTOreHHOW MyTalllu OT Po-
ouTtenei k pedeHky coctasiusier 50%. [Ipu BhIsBICHUH
mytamuu B TeHe SLC2A1 y npobaHia pekoMeHIyeTcs
MIPOBEZCHUE MOJIEKYISIPHO-T€HETHUYECKOTO TECTUPOBA-
HUS €TO POJUTENEN, TOCKOIBKY POIUTEIN MOTYT UMETh
CyOKIMHUYECKyI0 opMy 3abomeBanus [31].

[IpuBeneHHbIE KIIMHUYECKHE CIIy4an AEMOHCTPHUPY-
10T Bo3MoxHOCTH K]l B JIe4eHNN TAIlMEHTOB C TaKUM
PEAKUM U TAXKCIBIM HACJICACTBCHHLIM 3360J'ICB3HI/IGM,
KaK CHHJIPOM Jle(hUINTa TPaHCTIOpTEpa TIIFOKO3bI | THma
(GLUT1).

Jluteparypa

IN TREATMENT OF DE VIVO DISEASE

BriBoabI:

Cunanpom nedunura GLUTI1, mpuBogsmwmii K -
POKOMY CIIEKTPY HEBPOJOTUYECKUX PACCTPOUCTB,
XapakTepusyercs 00JIbIINM (HEHOTHITHIECKAM Pa3-
HOOOpa3ueM.

CHnMHHOMO3rOBas MTyHKIUS JAOJDKHA OBITH BBITION-
HEHa y KaXJIOTO TAIMeHTa C MOI03pEHNEM Ha CHH-
npom nedpurmra GLUT 1. CHrkEeHUE KOHIICHTpaIUK
TTIOKO3HI B JIMKBOpe MeHee 2,0 MMOJIB/T SBIISETCS
MOKa3aHUEM JJI1 MOJIEKYISIPHO-T€HETUYECKOTO HUC-
cinepoBanusi reHa SLC2A1 u paHHero BBeICHHS
KETOT€HHOM JTUETHI.

B Hacrosiiee BpeMsi KETOT€HHAsl JUETa SBISICTCS
HanOosnee 2 (HEeKTUBHBIM METOIOM IaTOTCHETHYE-
ckoit Tepanuu cunapoma GLUTI.
Menuko-TeHeTHIeCKOe KOHCYIFTHPOBAHNE CEMbBH
MaIeHTa HeoOXOAMMO MIPH IJIAHUPOBAHUU CIICITY-
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Pesrome

Bomnpoc koHTposs kadecTBa MEAUIMHCKON MOMOILH
B cepe MaTMaTUBHOW MEIUIIMHBI CTOUT JOBOJIBHO
octpo. Crenuduka BOIPOCa 3aKJIOYACTCS B HEOM-
HO3HAYHOM MOHUMAaHUU el MEIUIMHCKOTO BMe-
matenbcTBa. OCHOBHBIM KPUTEPUEM KadyecTBa OKa-
3aHHOW MEJUIIMHCKOMN MOMOIIIY SIBISIETCS U3MEHEHHUE
B COCTOSIHUHU 3J0POBLA MAallMUCHTA 10 OCHOBHOMY -
arHo3y B paMKax 3akOH4YeHHOro ciydas. [Ipu oxasa-
HUHY TTAJNTHATUBHON MTOMOIIH MTOJOXUTEIbHAS JINHA-
MHKa TI0 OCHOBHOMY TWarHo3y BCTPEUYAETCS PEIKO
B CHIULy CaMOI0 TOHSTHS MaJIMAaTUBHOTO CTaTyca.
C uenbio0 OOBEKTUBHOW OI[EHKW COCTOSHHS Iallu-
€HTa B YCJIOBUSIX TOCHUTAJIBHOIO MaJUIMATUBHOTO
OTJICJICHUS HEeoO0X0oauMo Npu (GOPMHUPOBAHUH TLTAHA
JICUCHUS YETKO Pa3AeisiTh OCHOBHOW M COIyTCTBY-
IOIINE JUATHO3BI, ONMPENeIITh KOHKPETHYIO HApaB-
JICHHOCTh JICYECHHUS U OLIEHKY KaueCcTBa MPOBOAUTH
[0 KPUTEPHUIO0 AOCTHUKEHUSA MOCTABICHHBIX IPH TO-
CIIUTAIU3ALUHN LIEJEH.

Knrouessie cnosa: neouampust, naiuamueHas NOMoub,
opeanusayus 30pasooXpanenus, KOHMpOib Kauecmed

Abstract

The issue of palliative medical care quality control is
rather pressing. It is specific as the purposes of medi-
cal intervention are given an ambiguous interpretation.
The basic quality criterion of the rendered medical care
is the variation in the patient’s health condition based
on the principal diagnosis within the completed case.
When rendering palliative care the positive dynamics
related to the principal diagnosis is rare. This can be
explained by the very definition of a palliative status.
To provide for an objective assessment of the patient’s
condition in a hospital palliative setting we need to dif-
ferentiate between principal and secondary diagnoses
when generating a treatment plan, define a treatment
and estimate quality using the criterion of achieving
goals set on admission.

Key words: pediatrics, palliative care, health manage-
ment, quality control

OnHOH M3 OCHOBHBIX TEHJICHIUI B Pa3BUTUH 31pa-
BOOXPAHCHUA B NOCICAHUC T'OJbI ABJIACTCA IOBBIILICH-
HOE BHHUMaHHUE K MpoOJieMaTHke KauecTBa OKa3bIBae-
MO MEIUIMHCKOM TOMOIIH.
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Honroe BpeMsi B yCIOBUSX OIOMKETHOW CHUCTEMBI
CyIIEeCTBOBAJIN OOOOIEHHBIC KPUTEPUU «HAIJIEXKa-
LIETO» U «HEHAAJIeKAIIEro» OKa3aHUs METUIMHCKON
HIOMOLIH.
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[Iepexon k cTpaxoBOil MOJENM OPTaHU3ALMH 30pa-
BOOXPAHEHHS MOTPeOOBal KOHKPETH3AUUH MOHATHA
«MEIUIMHCKas yCiIyra», a Takke Kak KOHKpeTH3a-
UM, TaK U PACIIUPEHUS OLIEHOYHON KpUTEPHUAIHHOU
0assbl.

OTYeTnuBO 3Ta TEHACHUUS MPOCIEKUBAECTCS B OC-
HOBHBIX JOKyMeHTax Munzapasa PO u /[3M mo nan-
Hoit Tematuke: Ilpukas M3 PO or 10.05.2017 Ne203n
«O0 yTBepKICHUN KPUTCPHUEB OIEHKH KadecTBa Me-
JULMHCKON MOMOIIM U OTMEHEHHBIX 3TUM [Iprkazom
paHee AeiicTBOBaBIIMX AOKyMeHTOB — [Ipukaza M3
P® or 15 utonsa 2016 . Ne520n «OO6 yTBEepKICHUH
KpUTEpUEB OLIEHKM KauyecTBa MEIUIMHCKON IOMO-
i U [pukaza M3 PO ot 07 utons 2015 1. Ne422an
«O0 yTBEep)KACHUHN KPUTEPHEB OLICHKH KaueCTBa MEU-
LIMHCKOM MoMoIIn», a Takxke [Ipukaz M3 PO ot 21 nge-
kabps 2012 roga Ne 1340n «OO0 yTBEp:KIACHUU TOPsiIKA
OpraHu3alliy U IPOBEIECHUSI BEAOMCTBEHHOIO KOHTPO-
7Sl Ka4ecTBa U O€30MaCHOCTH MENUIIMHCKON AesITelb-
Hoctu» u llpuka3z JlemaprameHTa 3apaBOOXpaHEHUSA
IIpaBuTenscTBa MockBel oT 16.08.2013 «O coBep-
LIEHCTBOBAHWU OPraHU3alliid BHYTPEHHETO KOHTPOJIS
KadecTBa M 0€30MaCHOCTH MEIUIIMHCKON AeATEIbHOCTH
B MEIUIIMHCKUX OpraHU3aIUsaX roCyJapCTBEHHOW CH-
CTEMBI 3[IpaBOOXpaHEHMs ropoja MOCKBBI».

[IposiBisieTcst e OHAa B KOHKPETU3ALUH KPUTEPUEB
KadyecTBa OKa3aHUs MEAULIMHCKON MOMOIIM KaK Ha aM-
OyJaTOpHOM 3BEHE, TaK U B YCIOBHIX AHEBHOTO U KPY-
IJIOCYTOYHOTO CTalMoHapa. B pamkax 3Toro Tpennaa
B HOPMaTHBHBIE JOKYMEHTHI BKJIIOUAIOTCS U IOCTOSIHHO
MOJM(UITUPYIOTCS STIEMEHTBI OTPACIIEBBIX CTAHAAPTOB
OKa3aHMs MEIUIUHCKON MOMOILIH.

Ilopsinku okazaHus MaUTMATHUBHON MEIMUITUHCKOU
TIOMOLIH B3pPOCIBIM U JIETAM PErIaMEHTHUPOBAHBI CO-
BceM HenaBHO — [Ipukaszom M3 PO ot 11 mapra 2013 .
Ne 1211 «OO0 yTBepkaeHHHM TpeOOBaHHUN K OpraHu3a-
UM U BBIIOJIHEHHUIO paldoT (yCayr) Npu OKa3aHUH Hep-
BUYHOW MEIMKO-CAHUTAPHOMU, CIEIUAIN3UPOBAHHON
(B TOM 4mcIe BRICOKOTEXHOJIOTUYHOM), CKOpPO (B TOM
YUCJIe CKOPOH CIEeNUaTn3UupPOBAHHON), MATHATHBHOM
MEIHUIIMHCKOM IMOMOIIM, OKa3aHUU MEIUIIMHCKOM IIO-
MOIIY NPU CAaHATOPHO-KYPOPTHOM JICUEHHUH, IIPU MPO-
BEICHUH MEIWLIHMHCKUX DJKCIEPTH3, MEIUIIMHCKHUX
OCMOTPOB, MEAULINHCKUX OCBUJIETENILCTBOBAHUH U ca-
HUTApPHO-TIPOTUBOANMHACMUYCCKHX (MTpOodIITaKTHYIC-
CKHX) MEPONPUATHI B paMKaxX OKa3aHHsI MEAUIIMHCKON
IIOMOIIIH, TIPY TPAHCIUIAHTAINH (TIepecajike) OpraHoOB
U (M) TKaHel, 0OpaIleHny TOHOPCKOM KPOBH U (MJITH)
€ KOMIIOHEHTOB B MEIMIMHCKUX Uensax» u Ilpu-
kazoM MuwunsnpaBa Poccum ot 14.04.2015 Ne193H

«QUANTUM SATIS»

«O6 ytBepxaenuu [lopsiaka okazaHUs MaNIHATHBHOM
MEIULMHCKON TTOMOIIX IETSIM.

AHanu3 TNpUBENEHHBIX JOKYMEHTOB IOKa3bIBAET,
YTO TPHU BBIAEPKABIINX HECKOIBKO PENaKInid peria-
MEHTax PabOThI MO KAYECTBY MEAUIUHCKON MOMOLIH
B OOJBIIMHCTBE OONACTEH NPAKTHUYESCKOW MEIUIIH-
HBI (MH(QEKIMOHHBIX OOJE3HSIX, OHKOJIOTHH, JIETCKOU
OHKOJIOTMH, OTOPWHOJAPUHTOJOTHH, MPOOIeMaTHKe
BUY-undexmumn, GTU3NATPUN | T.7.) BOMPOCH Kade-
CTBa MaJUIMATUBHOW MEAWIIMHCKOW MOMOIIH, 0COOEH-
HO B TIeUATPUH, HA HACTOSIINIA MOMEHT MPAKTHYECKU
HE pelleHbI.

Onpenensarcs 3TO, BUAUMO, KaK OTHOCUTEIBHON
«MOJIOIOCTHIO» TATMATHBHOMN CHENHalnu3aluy B Ha-
nIeld ctpaHe, Tak U Oojiee YeM BBIpRKEHHOU ee crie-
T (QHUKOH.

Cormacao  IIpukazy MunsapaBa Poccum
or 14.04.2015 Ne193n «O6 ytBepxkaenun Ilopsia-
Ka OKa3aHWs NaJUIMaTUBHON MEIUIIMHCKON ITOMOIIH
netsaM» Hacrosmuil Ilopsnok ycranaBiuBaeT mpa-
BHJIa OKa3aHWS NETSAM IMaJUTMATHUBHONW MEIUITMHCKON
MOMOIIIM, HamnpaBlICeHHOH Ha H30aBieHHE OT OOIH
1 OoO0JIeTYeHHe APYTHUX TSDKENBIX MPOSBIEHUN 3a00-
JIEBaHWM Ha CTagUM, KOTJA MCYEepPIIaHbl BOZMOXKHOCTH
PaAuKaIbHOTO JIEYEHHS, B LENSIX YIyqlIeHHs KadecTBa
KU3HU HEM3JIEUNMO OONBHBIX JETEeH, 32 NCKITIOYCHHEM
oonpueix BUY-undexuuneit. CormacHo 1. 4. [Ipukaza
MaJTHaTHBHAS. MEIUITUHCKAS TTOMOIIb OKA3bIBAETCS HE-
M3JICYUMO OOJIBHBIM JIETSAM C OTCYTCTBHEM pPEaOMIIN-
TaIlMOHHOTO MOTEHIMANA, KOTOPhIE HYK/IAalOTCS B CUM-
MITOMAaTUYECKOM Tepanuu, MCUXOCOLMaTbHON TOMOIIIH,
JUIUTEIHHOM IIOCTOPOHHEM YXO/IE.

HopmaruBHBIE MOKYMEHTBHI, pErTaMeHTHPYIONIHe
KaueCTBO MEIUIIMHCKOI MOMOIIM, OCHOBaHbl HA MHO-
TOJIETHUX MEIUIIMHCKUAX MPO(EeCCHOHANBHBIX TpaIu-
IUSAX U YCTOAX.

OneHka Npou3BOAUTCA MO TaKUM TPAJIULHUOHHBIM
KPUTEPHUSIM, KaKk 00beM cOopa MepBUIHON HH(POpMAITIT
(>kano0 1 aHamHe3a), 0ObEKTUBHOTO CTaTyca MalueH-
Ta, 00OCHOBAaHHOCTH TPEIBAPUTEIHHOTO JHATHO3A,
aZICKBaTHOCTh Kpyra OOCIieIOBaHMsSI U MOTHBHUPOBKH
JIMarHO3a KIIMHIUYECKOTO, COONIOCHNE TIPEITUCAaHHBIX
BPEMEHHBIX MapaMeTPOB — CPOKH YCTAHOBKH JHArHO-
30B, 0(hOpMIICHHS MEAUIMHCKON JOKyMEHTALUH H T. II.

[Ipu aTOM Hmcxom 3aboeBaHUs KaK KPUTEPHUH Ka-
YecTBa OKa3aHHOW NOMOIIM HU B amOyJIaTOpHOM,
HU B CTaIlMOHApHOW cdepax HE paccMaTpUBaETCs BO-
Bce. PermameHTHupyercs JUIIb MOCIEI0BATEIbHOCTh
JIEUCTBUH B CIy4asx, BBI3BIBAIOIINX MPaKTUYECKHE
3aTpyOHEHHUS.
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Tem He MeHee Bcs crucTeMa KOHTPOJIS KauecTBa Jeii-
CTBYET B JIBYX HAIPaBICHUAX:

1. TlpemynpexaeHue HeCOOTIOACHHUS MEIULIUHCKUX
TEXHOJIOTHH, BIEKYIINX 32 COOOH yIepO 310POBEIO
MaIMeHTa.

2. PerpocneKTUBHBII aHANW3 CIIy4acB OKAa3aHUS MEIU-
IIMHCKOW ITOMOIIIH, TIOBJIEKIIINX 33 CO00H yrpo3y yIrep-
0a 3710pPOBBIO MAIMEHTA JIMOO COCTOSIBIIIMICS YIIepO.
OTIpaBHOW TOYKOM OIEHKH KaueCTBa B CYIICCTBY-

fomeil cucreme siBisiercss AuarHos. [IpenBapurens-

HBIM JIM, OKOHYATEJbHBIN JU, HO auarHo3. W oueHka

CTPOHUTCSI Ha ero 0OOCHOBAHHOCTH W aJICKBATHOCTH

(eMy) MpOBEIEHHBIX MEPONPHUITHH.

CoBepIlicHHO WHas CHUTyanusi HaOmromaeTcs B cde-
pe MajuIMaTUBHOW MOMOIIH, KOTJa MPaBHIBHOCTh TO-
CTaHOBKH OCHOBHOTO JMarHO3a YTPadHBAeT BeIyIIHE
MO3HIINH, TIOCKOJIbKY MOTPEOHOCTh B ITOMOIIY B Tal-
JIMATUBHOM CTaTyce OMPEACIIIOTCS HE CTONBKO KITHU-
HUYECKUM JIHarHO30M, CKOIIBKO OCJIOKHEHHUSIMHU €To
1 COMYTCTBYIOIIEH marojorueil. Y, npu npusHaHHON
KOMHCCHOHHO JICUeOHON OECIepCIeKTUBHOCTH TI0 OC-
HOBHOMY JHAarHo3y, onpezeiseT HalpaBIeHHOCTh Jie-
4eOHOW TaKTUKWA MMEHHO Ha CIIEKTpP BTOPUYHOW U CO-
IIyTCTBYIOIIEH NaTOJIOTHH.

[Ipu oTCYyTCTBUU MOJIOKUTENHHONH TUHAMHUKHU B CO-
CTOSTHUU TIAI[MEeHTa (M3 ONpeAeNeHs] MaUTHaTHBHOTO
cTaryca) 0 OCHOBHOMY JAWarHo3y (3a0olieBaHHIO) OC-
HOBOH KpHTEepHAIbHONW 0a3bl KadecTBa MEIUITHHCKON
TIOMOIIH SIBIISICTCS HHCTHUTYT LIEJICyKa3aHUsl.

JlaHHas MOCTaHOBKA BOIIPOCA JJABHO BOIILIA B MPAK-
THKY peaOWIIUTAINH, TIe a/IeKBATHO TIOCTABICHHAS 1IeTTh
TOCIIMTAIN3ALUH WU Kypca JICUeHHS SIBISICTCS OIHUM

Jluteparypa

13 OCHOBHBIX MEXaHU3MOB IIAHUPOBAHUS JIeueOHO-pe-

a0MIMTAIIMOHHBIX MeponpusaTuid. OMHAKO B peadwm-

TOJIOTHYECKON TPAKTHUKE IICJIb 3aBUCUT B OOJIBIICH

CTETIeHN OT KJIMHUYECKOTO IWarHo3a u JaBHOCTH (cTa-

nuun) 3a0osieBaHus. B nannuaruBHOW ke cdepe oHa

ompezensercs B OONbIIeH CTENEHU BBHIPAXKEHHOCTHIO

OCJIO)KHEHHI OCHOBHOTO JIMarHO3a WJIM TPOBOJIUMOM

M0 MOBOJy €r0 TEPaIluu JIMOO CIIEKTPOM U BBIPAXKCH-

HOCTBIO BTOPHYHOW ITaTOJIOTHH.

TakuMm 00pa3oMm, MpH OIICHKE KauecTBa MajTHaTHB-
HOW TTOMOIIN JIOTIOJHHUTENBHO K UMEIOIIUMCS U TIepe-
YHUCJICHHBIM B HOPMAaTUBHON 0a3¢ KpUTEPUAM KauyecTBa
MEIUIMHCKON OMOIIH OyayT:

1. O00CHOBaHHOCTH COCTOSHHIO W HMEIOMIEMYCS
CIICKTPY MATOJIOTUU IEJIN JICUCHUSI.

2. AJEKBaTHOCTH IMOCTABJICHHBIM LEJISIM BBIOPaHHOTO
Habopa METOJIHK.

3. DOddexTHBHOCTS NPOBENEHHBIX JEYEOHBIX MEPO-
npuUATUi (110 KPUTEPUIO JOCTHKECHUS — HE JTOCTH-
JKCHHS TICITH ).

[Ipn oOo3HaueHNH AMHAMUKH COCTOSHHS peOCcH-
Ka TaKke HEOOXOIMMO pa3felisiTh €ro Ha COCTOSHHE
M0 OCHOBHOMY JTMarHo3y W COCTOSIHHE 110 BTOPHUYHOU
NaToNOruH (OCIOKHEHUSIM OCHOBHOTO JIMarHO3a U Mpo-
BOIUMOW MO €ro MOBOAY TEPaluH, COMYTCTBYIOLIEH
¥ BTOPHYHOM IATOJIOTHH).

Takoro pona nuddpepeHIMPOBaHHbINA MOAXO0] K OLIEH-
K€ M COCTOSHUS peOeHKa, M Ka9eCTBa OKa3bIBAEMOU eMy
MEUIIUHCKOM MOMOIIH MO3BOJIUT aJICKBaTHO OLICHUBATH
3QPEeKTUBHOCTH TPYy/a MEAUIIMHCKOTO ITEPCOHANA, OTpa-
JKasi ¢ HauOOJIbIIEH TOJTHOTON M COCTOSIHHE TAllUeHTa,
Y CMBICJ TIPOBOJIUMBIX €MY JICUCOHBIX MEPOTIPUSTHIA.
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[Tpukaz M3 P® or 10.05.2017 Ne203n «OO0 yTBEpXIEHHH KPUTEPUEB OLIEHKH KaueCTBA MEIWIMHCKOW ITOMOILY.
OdunumansHeIii HHTEPHET-TIOPTAJ MpaBoBoi MH(popManuu. ['ocyaapcTBeHHas cucTeMa npaBoBoi MH(popmaruu http://
publication.pravo.gov.ru/.

[Ipuxaz M3 PO ot 15 utong 2016 . Ne 5201 «O6 yTBEpXIeHHUH KPUTEPHEB OIIEHKH Ka9eCTBA MEAUIIMHCKON TTOMOIIIN.
Oo¢unmansHBI HHTEPHET-TIOPTAJ MpaBOBOM MHGpOpMaIuu. [ocygapcTBeHHas cucTeMa ImpaBoBoi mHGpopmanuu http://
publication.pravo.gov.ru/.

[puxaz M3 P® ot 07 uromst 2015 . Ne422an «O06 yTBep KICHHN KPUTEPHUEB OIICHKH KaueCTBA MEAUIIMHCKOM TOMOIIIN.
OodunmansHBI HHTEPHET-TIOPTA MPaBOBOH MH(pOpMaruu. [ocyaapcTBeHHas cUcTeMa IMpaBOBOW WHGpopMmanuu http://
publication.pravo.gov.ru/.

[Mpuxaz M3 P® ot 21 nexabpst 2012 roga Ne 13401 «O0 yTBEepsKI€HUH MOPSAKA OpPraHU3aIMU U IIPOBEIECHHS BEIOMCTBEH-
HOTO KOHTPOJIS KauyecTBa M 0E30IIaCHOCTH MEIULIUHCKON NesTeNnbHOCTH». OGHUInalbHbIA HHTEPHET-TIOPTaJ PaBOBOM
uupopmanuu. ['ocynapcTBeHHas cucTeMa mpaBoBoil nHpopmaruu http://publication.pravo.gov.ru/.

[Ipuka3 [lenapramenTa 3apaBooxpanenus [IpasurensctBa Mockssl oT 16.08.2013 Ne 820 «O coBepuieHCTBOBaHUH Opra-
HHM3aIMU BHYTPEHHETo KOHTPOJIS KauyecTBa M 0€3011aCHOCTH MEIMIIMHCKOM IEATENFHOCTH B MEIUIMHCKIX OPTraHU3aLisIX
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rOCyJapCTBEHHOM CHCTEMBI 3[paBOOXpaHeHus ropoaa Mocksbey. OdunmanbHbli caiit JlernapramenTa 31paBoOXpaHeH s
IIpaBurenbcTBa Mocksel http://mosgorzdrav.ru/.

. Ilpukaz M3 P® or 11 mapra 2013 . Ne121H «OO6 ytBepxaeHUn TpeOOBaHMW K OPraHM3allKM W BBHIIOIHEHUIO padoT
(ycnyr) mpH OKa3aHWU TEPBUYHON MEIUKO-CAaHUTAPHOM, CHIEIMAIM3UPOBAHHON (B TOM YHCIIE BBICOKOTEXHOIOTUIHON),
CKOpO#1 (B TOM YHCIIE CKOPOIl CIeIMaIn3NpOBaHHON), TAITHATABHON MEAWIIMHCKOM MOMOIIH, OKa3aHUH MEIHIIMHCKOM
TTOMOIITH [P CAaHATOPHO-KYPOPTHOM JICUCHUH, TIPU TIPOBEACHUN MEAUITMHCKUX SKCIIEPTH3, METUIIMHCKAX OCMOTPOB, M€-
JTUIIMHCKUX OCBUICTEIECTBOBAHUNA ¥ CAHUTAPHO-IIPOTHBOIMUACMUICCKAX (TIPOPHUIAKTHICCKHX ) MEPOIIPUATHI B paMKaxX
OKa3aHUs MEIMIIUHCKON MOMOIIIH, TIPY TPAHCIUTAHTAIMK (TIepecajke) OPraHoB U (W) TKAHEH, 0OpalleHH: JOHOPCKOM
KpPOBH M (WJIH) €€ KOMIIOHCHTOB B MEAUIUHCKUX Leisax». OQUIHaTbHBIA HHTEPHET-IOPTAN IPABOBOM HH(OpPMAIIHH.
TocynapcTBeHHast cucteMa mpaBoBoit uadopmarriu http:/publication.pravo.gov.ru/.

. Tlpuka3z M3 P® ot 14.04.2015 Ne193u «O06 yrBepkacHuu Ilopsinka oka3aHus MaUIHATUBHOW METUIIMHCKOW MOMOIIH

netam». OduimanpHeIi HHTEPHET-TIOPTaJ IpaBoBoii nHGopMarn. [ocynapcTBeHHas cucTeMa MPaBoBOW HH(OpMAIHN
http://publication.pravo.gov.ru/.
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PROFESSIONAL AND ETHICALASPECTS
OF PALLIATIVE CARE RENDERED TO CHILDREN

WITH ANEUROLOGIC PATHOLOGY

' St.Luka’s Clinical Research Center for Children, 38, Moscow
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Pe3rome

B uucne pereit, HyxAarmKUXcs B NaVIMATUBHOW TIO-
MOIIIY, TPYMIA MMalHEHTOB C MOPAKEHUSAMHU T'OJIOBHO-
ro mo3ra o0JaZaeT CyIIeCTBEHHBIM CBOEOOpa3ueM.
OpnHoll U3 0COOEHHOCTEH ee SBIAETCS MPOJIOHTHPO-
BAaHHOCTh NMAJUJIMATUBHOTO COCTOSHMS M OTCYyTCTBHE
NpsIMOM YIpO3bl KU3HHU B KPAaTKOCPOUYHOM IEPHOJE,
CBOMCTBEHHOM, K IPUMEpY, JETAM C OHKOJOTHYECKON
ratojiorueii. Bropoit 0COOEHHOCTHIO TaKUX JETEH SB-
JISIETCSl HANM4HWe, MoaYac TIyOoKoro, AedeKxTa HHTeN-
JIeKTyallbHO-MHEeCTHYeCKUX (pyHKIui. Tem He MeHee
HUKakas ryOrMHa (QyHKIHMOHAJIBHOTO Je(eKTa ronoB-
HOTO MO3ra He 0CBOOOXaeT OT HE0OXOAUMOCTH IPO-
BeACHUS a0MIINTAIIMOHHBIX M ICUX0JIOT0-KOPPEKIIMOH-
HBIX MeponpusTiid. [IoTpeOHOCTh B UX TUIAHUPOBAHUH
IpelyCcMaTpUBacT HEOOXOAUMOCTh OOBEKTHBHOTO Te-
CTHPOBaHMs YPOBHA Pa3BUTHUSA MHTEIUIEKTyaIbHO-MHE-
cTudeckoil cdeprl pedeHka. Ha ceromHsmHuil 1eHb
OTCYTCTBYIOT MpPOCTBIE M JOCTYIIHBIE, B TOM YHCIE
U Bpady-Teauarpy, MHCTpYMEHTSHI JUIsl TAKOTO TECTHPO-
BaHUs. X pa3paboTka BUOUTCS aKTyallbHOU 3a/1aueH,
paspelieHne KOTOpOH MO3BOJUT HANIQJUTh a0UITUTAIIN-
OHHYIO ITOMOILb JAaXKe JETSIM C IIyOOKUMHU [OPasKEHH-
SIMH TOJIOBHOT'O MO3Ta.

Knrwouesvie cnosa: neouampus, naiiuamueuds no-
MOWb, abUAUMAaYUsL, NCUXOLO20-KOPPEKYUOHHAS pabO-
ma, OUacHOCMU4ecKue WKabl
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Abstract

Among children requiring palliative aid, a group of
patients with brain injuries has a significant diversity.
One of its peculiarities is a prolonged palliative state
and short-term lack of a direct threat to life typical of
children with cancers. Its second peculiarity consists in
a defect of intellectual and mnestic functions which is
sometimes deep. However, no depth of the brain func-
tional defect could release from abilitation and psychol-
ogist and correction activities.

The need for their planning necessitates an objective
testing of the child’s intellectual and mnestic sphere.
Currently, no simple and affordable instruments for the
testing that could be used by specialists including a pe-
diatric physician are available. Their development is a
crucial task that could facilitate provision of abilitation
aid even to children with deep brain lesions.

Key words: pediatrics, palliative care, abilitation, psy-
chological and correction activity, diagnostic scales
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PROFESSIONAL AND ETHICAL ASPECTS OF PALLIATIVE CARE
PROVIDED BY CHILDREN WITH NEUROLOGICAL PATHOLOGY

Uctopus MHCTUTYTA NPU3PEHUS YXOJUT CBOUMU
KOPHSIMHU B TTyOOKOE€ CpeIHEBEKOBBE U, IO OOJBIICH
YaCcTH, ONPEACISACTCS PaclpOCTPaHCHUEM XPUCTHAH-
CKOTO BOCIpHATHS YenoBeka, CO3MaHHOTO MO 00pasy
u nogoburo boxuro. Ha Pycu oTHomeHue k AeTsIM
1 yOOTHIM W3HAYaIbHO OBIIO KAK MUHUMYM TE€PITUMBIM,
BUAMUMO, TI0 TMPUYUHE OOIIMHHO-3EMIIEICITBICCKOTO
ykiana, npukasel xe Iletpa | npuaecu B 31y cde-
Py, KaK ¥ BO Bce cepbl JKU3HHU TOCyJapCTBa, YETKHE
(hOpMYTUPOBKH U YIOPSAOYCHHOCTh. BO BCsIKOM City-
yae, UMEHHO ATUMHU JOKYMEHTaMH Oblja TMpeKpalie-
Ha MpaKkTUKa WHOAHTUIUAA TI0 OTHOLICHUIO K JETIM
C OTKIIOHCHHSIMH B Pa3BUTHH M C BPOXKIEHHOW IaTO-
morueit [1].

MOXHO JIH CUUTaTh OTKA3 OT YMEPIIBICHHS «HE-
MTOJTHOIIEHHBIX» JIeTell TMEepBBIM IIaroM K OKa3aHHUIOo
najuaruBHoOi nomoru? Cropee 3To OyIeT BhINISAIETh
CHEKYJIATHBHO, HO TEM He MeHee de jure 3To 03Hadano
TIPU3HAHKE 33 TAKUM PEOCHKOM IpaBa Ha JKU3Hb.

HaOmronaBmuiicss B mMOCiCIy OIIME CTOIETUS POCT
BHUMaHMS O0IIECTBa K MpoOIeMaTHKe TIOMOIIH Oe3Ha-
JIC’KHO OOJIBHBIM M YMUPAIOIIUM HE COMPOBOKIAICS
BBIJIETICHHEM JIETCKON TEMBI KaK TaKOBOH.

OTpakeHneM TO3UIMH YemoBeuecTBa 1Mo OTHOIIIE-
HUIO K OOJBHOMY M «HETIOJHOIEHHOMY» PeOeHKY CTa-
na popmymupoBka 5-ro Ilpuanumna Jlexmaparmm mpas
pebenka, nmpuHsaToi pesonrorueit 1386 (XIV) I'ene-
pamsHO#t AccamOien OOH ot 20 HOsI0pst 1959 Toma,
KOTOpPBIN Iacut: «Pe0eHKy, KOTOPBIH SBISIETCS HEMO-
HOIIGHHBIM B (PH3WUYECKOM, TICHXUIECKOM FLTH COIHAITh-
HOM OTHOIICHHH, TOJIKHBI OOCCIICUMBATHCS: CIICIIH-
aJNbHBIC PEXUM, 00pa3oBaHKe U 3a00Ta, HEOOXOUMbIE
BBHJLy €T0 0COO0TO COCTOSTHHS.

K dopmynupoBaHHi0 KOHIICTIIUU COOCTBEHHO MaJ-
JIUATUBHOM MTOMOIIHN AeTsM YelmoBeuecTBO MPHIILIO CO-
BCEM HEJIaBHO, JIMILIb BO BTOPOl mosioBuHE XX BeEKa,
Korga ObuT OTKpHIT aerckuid xocmmc Helen House
B Okcdopne. I[locnmeayromuii mepuoa xapaKTepu30-
BaJicsi OypHBIM POCTOM YHCJIa XOCIIUCOB B 3araHOM
u Bocrounoii EBpone, B CIIIA 1 Ha Torga y»e «IocT-
COBETCKOM» MPOCTPAHCTBE.

Ha Hacrosimuii MOMEHT NaJUTMaTUBHAS ITOMOIIb
JETSIM TpuoOpelia BCe Y4epThl MEKIUCIUIUIMHAPHOM,
B TOM YHCIIe — MEIUIIMHCKOM, CIIelUaibHOCTH. Pa3pa-
0OTaHBI OCHOBHBIC NPUHIIUAIIEI U MMOHATHS, 00Opa3oBa-
TeJbHBIC MPOrPAMMBI, OPraHU3AI[MOHHBIE (OPMBI €
OKa3aHMsL.

IIpu sToM OCHOBHAs HAMpPaBICHHOCTh MaJINATUB-
HOW IIOMOIIU JeTSM H3HAYalbHO ObLIa OHKOJIOTH-
YeCKOW O MPUYMHE TOTO, YTO MMEHHO OHKOJIOTHYe-
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CKasl TIaTOJIOTUSl HeXKJIaHHA U HanOoJee 0e3KalloCTHA,

a cMepTh pebeHKa 3a4acTyio MPUHUMAETCS CO3HAHUEM

B3pPOCJIOTO, 0COOCHHO — OJIU3KOTO YeJIOBEeKA, KaK COOBI-

THE MTPOTHBOECTECTBEHHOE.

Tem He MeHee K HACTOSIIEMY BPEMEHH OHKOJIO-
TUYecKas IMaToJIOTHs cocTaBisieT He Oonee 10-20%
n3 500 muarHo30B, «OrpPaHMYMBAIOLINX )KU3HBY pPeOCH-
ka mo MKB-10.

CymiecTBeHHBIN TIporpecc oTMedaeTcs B (hopMu-
POBaHMM CYIIHOCTH W OpraHU3alMU MaJJTUaTUBHOU
MOMOIM JeTsM B Hamiei crpane. [Ipobnemarunka
«TaJJIMaTUBHOTO CTaTryca» JeTallbHO mpopadoTaHa
B [Ipukase Munsapasa Poccun Ne193 ot 14 anpens
2015 1. «O6 ytBepxacann [lopsinka oka3aHUs MaJUIN-
aTHUBHOM MEIULMHCKOM momouu aeram». lIpukazom
oTIpe/ieNIsieTCsl, YTO «IaJUIMATHBHAS MEAWIIMHCKAS T10-
MOIIb OKa3bIBAETCS HEU3JICUNMO OOJIBHBIM JICTSM C OT-
CYTCTBUEM peabMINTAIMOHHOTO OTEHIINANA, KOTOPHIE
HY)KJIAIOTCS B CHMITTOMATHYECKOM Teparuu, TICHX0CO-
UATHHOW TMOMOIIH, JUIUTEILHOM OCTOPOHHEM yXO-
ne». B xadecTBe comep:kaHus NaJUIMATUBHON OMOIIM
YKa3bIBaIOTCS: «U30aBlieHuEe OT O0NM U oOJeryeHue
JIPYTUX TSDKEINBIX TPOSIBICHUH 3a00IeBaHN HA CTaIUH,
KOT/Ia MICUEpIaHbl BO3MOXXHOCTH PAIUKAIBHOTO Jieue-
HUS, B LEJSIX YAYYIIEHUS Ka4eCTBA )KU3HU HEU3IIEUUMO
OOJIBHBIX IETEI.

Tem cambiM (OPMYTUPOBAHUEC TIOHSATUS «HAJIIU-
aTUBHOTO CTaTyca» CYMIECTBEHHO PacIIMpHIIO chepy
MMaJUTHATUBHON MEIUILIMHCKOM IIOMOIIH, BKIIFOYHB B HEE
TaKyl0 CHEeIU(UIECKYI0 TPYIITY, KaK JIETH C TKEIOH
HEBPOJIOTUYECKOW MATOIOTHEM.

Crnenuduka 3TOH TPYMIBI ONPEACIICTCS MPEXKIS
BCETO Pa3HOPOTHOCTHIO TIO TIEJIOMY PSIIy TPHU3HAKOB,
TaKuX KaK YPOBEHb Pa3BUTUS HMHTEIICKTyalbHO-MHE-
CTHUYECKHUX (PYHKIUH, CTETIeHb (PU3NIECKOTO U TICHXH-
YECKOTO Pa3BUTHS HA MOMEHT HACTYIUICHUS MMaJlTna-
TUBHOIO COCTOSIHUSL.

Ilo ypoBHIO CO3HaHUS U Pa3BUTHUS WHTEIJIEKTYallb-
HO-MHECTHYCCKUX (DYHKIMHA JETeH, HYXTAFOIINXCS
B MAJUTMATUBHOW TTOMOIIN, MOXXHO Pa3leNuTh Ha TPU
OCHOBHBIC TPYIIIIBI:

1. Jdetu c coOXpaHHBIM YPOBHEM HWHTEIUICKTYyallb-
HO-MHECTHUYECKUX (QYHKIUH (psn HeoOpaTUMBIX
MIPOIIECCOB HACIEACTBEHHO-IEIC€HEPATUBHOTO Xa-
pakTepa, ocobasi TpyTIia MaMeHTOB CO CIMHAb-
HOW MBIIICYHOHN aTpodueii).

2. Jletn ¢ OrpaHUYEHHBIM YPOBHEM WHTEIIEKTYallb-
HO-MHECTHYECKHUX (DYHKITHM,

3. Jeru c¢ miybokuM naeeKTOM HHTEIEKTyallb-
HO-MHECTHYECKHUX (DYHKITHIA.
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NMPO®ECCUOHATBbHbIE U 3TUYECKUE ACNEKTbI NANNIMATUBHOWN MOMOLLU

OETAM C HEBPOJNIOTMYECKOW NATOJIOMMEWN

dopmMupoBaHUe NAJUIMATUBHOTO CTaTyca BO3MOXKHO
IIpH J1000M YPOBHE HEPBHO-IICUXUYECKOTO Pa3BUTHS
peOeHKa, 1 CTeneHb yTpaThl IPUOOPETEHHBIX QYHKIUH
MO3Ta OIPEIeseTCs] B OCHOBHOM JIMIIb TSKECTHIO I1a-
TOI'CHHOT'0 BO3/IcHCTBUA. BrineneHue xe 3toro dak-
TOpa BHIUTCS aOCOIIOTHO HEOOXOAWMBIM, MOCKOJIBKY
MMEHHO OH BO MHOTOM OITpeieisieT 0COOEHHOCTH pe-
aKuuM ONM3KUX Ha MPOU3OLISANIYI0O MO3TOBYIO KaTa-
ctpody.

OTHoOIIEHNE K CUTYyallMd POAUTENEH AeTel, mepe-
HECIINX TSDKEJIYIO YEPEerHO-MO3IOBYIO TPaBMYy, U TeX,
YU JETH MEIJIEHHO, HO HEYMOJHMMO «YTracaroT»
Ha WX Ma3ax (K mpumepy, OOJBHBIX CO CIIMHAIBHOM
MBITIIedHor arpodueit 11 Tuma), — KapauHAIBEHO pas-
HSTCSL.

B nepBoM ciyyae Mbl HIM€EM KJIACCHYECKYH0 KapTH-
HY «rOpsi, CBSI3aHHOI'O C yTparoi». Bo BTOpoM — KOM-
IUIEKC MEepeKMBAHUM, CBSI3aHHBIX C «IIPOJIOHTHPOBAH-
HOH yTparoii», 0CO3HAaHHEM HEM30EeKHOCTH yTpaTHl,
3HAYUTENBHO PACTIHYTHIM BO BpeMeHHU. [Ipuuem 310
COCTOSIHUE OTYETIMBO OTINYAETCS OT COCTOSIHHS PO-
auTenel peOeHKa ¢ OHKOJIOTHYECKOH maroiorueii, mo-
CKOJIBKY B IIOCJIEHEM CiIydae OOJIBIIYIO YacTh BpeMe-
HU OOJIE3HU HAJICkK/1a Ha OJIaroImoyYHbIi CXO]l JKUBET
C HUMH, & OCO3HAHHE HEN30EKHOCTH KOHLIA IPUXOIUT
3a KOHEYHBIM OTPE30K BPEMEHHU.

[Ipu BceM TOM M B MEPBOM M BO BTOPOM cllyyae
MEXaHU3Mbl Pa3BUTHA PEaKLUH ropsl HecreuuUIHbI
W HE 3aBHCAT OT XapakTepa KaracTpodbl, MpUBEIIICH
K Pa3BUTHIO NAJUIMATUBHOTO CTaTyca y peOeHKa.

CogsepiieHHO 0c00yI0 B 3TOM OTHOIICHUHW TPYTITY
COCTABJISIIOT JIETH € TSDKEJION BPOXKIEHHOM MaTonoruen
LIEHTPAJIbHOM HEPBHOW CHUCTEMBI.

[NosiBnenne Takoro pebeHka B ceMbe — yKe OO0Jb-
moe rope. ['ope ¢ camoro ero nossiexus. Oco3Habae-
MO€ HacCTOJIbKO, HACKOJIBKO HH(POPMUPOBAHBI POIUTEIH
0 €ro COCTOSHUM.

B nocnennee BpeMs 3a TAKUMH A€THbMU OQULIAATIBHO
MpU3HACTCA MAJIMATHBHBIA CTaTryc, U BOJEH-HEBOJEH
Bpady NPUXOIUTCS HHPOPMHUPOBATH POAUTENECH U O Ts-
KECTU COCTOAHUA, U 06 OTCYTCTBHU IICPCIICKTUB B HU3-
neueHny. CteneHb MHPOPMHUPOBAHHOCTH POIUTENEH
B TaHHOM BOIIpOCE T-IpC?:BI)IT-IaI‘/’IHO Ba)XHa, IMOCKOJIbKY,
MpPUHUMAs PelIeHne 00 «OCTaBICHUN» B CEMbE TaKO-
ro pebeHKa, pOTUTENH MPUHUMAIOT Ha ce0s1 OTPOMHYIO
HOIILY ¥ OTPOMHYIO OTBETCTBEHHOCTb.

Bonpoc 00 oTBeTCTBEHHOCTH Bpaya 3a JOBEACHHUE
JI0 pOAMTENIeH BCell MONHOTH MHpOpMaNuU 0 pedeH-
K€ — TSKECTH COCTOSHHS, [IyOMHBI IIOPaXEHUST MO3-
ra, MepcrneKTuBax pa3BUTHs — KpailHe BakeH. Bpau
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HE UMEET IpaBa YTO-TO CKpbIBaTh. M Hanmmuue B ap-

CeHaJIe MEIUIMHCKNX PaOOTHHUKOB almaparypsl, 1O-

3BOJISIEOIIEH AJUTENBHO MOJAEPKUBATh JKU3Hb, HU-

KOUM 00pa3oM HE JOIKHO CKPAIIUBATh 3Ty KapTHHY.

Benp Oymyun yBie4eHHBIM MPOTrPeccoM MEAUIIMHCKUX

TEXHOJIOTHH, Jieyaliii Bpad HEBOJBHO HAYMHAET pac-

CMaTpHBaTh NAJUIMATUBHBIN CTaTyCc Takoro pedOeHKa

HE KaK «COCTOSIHHE», OECIIEPCIEKTUBHOE B TIaHE MPO-

THO3a, a KaK 0OJe3Hb, B KAPTUHE KOTOPOH €CTh IIyCTh

HEsICHBIE, HO BCE-TaKW IepcreKkTuBbl. 1 Takoe ucka-

KEHHOE BOCHPHSITHE CUTYaLUH HEBOJILHO IIEPEHOCUTCS

Ha pOJUTENCH.

OO011ecTBO MOXET OBITH CIIOKOMHBIM 33 JO0OPOBOIIb-
HOCTb IIPUHSTHS POAUTEISIMU PEIIEHHUs 00 OCTaBIEHUH
peOeHKa B ceMbe JIMIIB TOIBKO TOT/A, KOTa Bpad J0Bel
JIO POIUTENICH MONHBIH 00heM HHPOPMAITUH O OOJIEC3HH
U TSOHKECTH COCTOSIHMU MX pebenka. KoHeuHo, 3T0 He-
NPOCTOE MCHBITAaHKUE AT JII0O0T0 Bpada, HO ele 00ib-
1mee, KOHEYHO, JUIsl POJIUTEIEH.

PaccmoTpenne cocTaBisIOIIMX aCNEKTOB Majliva-
THUBHOTO CTaTyca JeTel ¢ TSKENbIMU OPAXKEHUSIMH TO-
JIOBHOTO MO3ra BBIIBUTAET Ha MEPBYIO 110 3HAYNMOCTH
MO3HULUIO MPOOIEeMaTuKy cTpafaHus U JuckoMopra,
MOCKOJIBKY «...n30aBJIeHHe OT 00U 1 o0NeTYeHue Ipy-
TUX TSDKENBIX MpOosiBIeHUH 3aboneBanuid...» (Ilpukas
M3 P® ot 14 ampens 2015 . Ne 1931 «O06 yTBepx)ae-
HUH TIOpSJKA OKa3aHUs MaJUIMATHBHOM MEAMIIMHCKOM
MIOMOLIH JIETSAM» SIBIISI€TCSI OMHOW U3 OCHOBHBIX IIeJIeH
NAJJIMaTUBHON MeIULIMHCKON nomouu. M mpu Takom
paccMOTPEHUH BO3HUKAET, HABEPHOE, CAMBIH Ba)KHBIH,
HO BIIOJTHE TOHSTHBIA BOIPOC: CIIOCOOEH JIM HCIIBI-
TBIBaTh CTPafaHusl peOCHOK ¢ rpyObIM OpraHMYECKUM
MMOpakKeHHEM TOJIOBHOTO Mo3ra? PaccMoTpum ¢ 3ToH
TOYKH 3PEHUS] OCHOBHBIE KIIMHMYECKUE (PEHOMEHBI:

1. ToHuueckue cma3mbl U U3BECTHOE M3 MPAKTUKH
0o11eBOE CONPOBOXKIEHUE TAKHUX CIIa3MOB. [ pumMaca
oT 00JIH, CTOH U KPUK B IIEPHOJ TOHUYECKOTO CIIa3-
Ma Jlaxe y JeTel ¢ AJIEMEHTaMM JeKOPTHKALlMOH-
HOTO CHHJpPOMa MO3BOJISIOT AyMaTh O IepeHECEHUN
MMM KECTOKUX CTpaJaHui.

2. KacatenpHO CyIOpOXXHOTO CHUHIPOMA U MPHUCTYTIOB
SMUJICTITHYECKON MPHUPOABI: MPOTEKasi, KaK MpaBHU-
JI0, C YTHETEHHEM CO3HaHHS, HEMOCPEACTBEHHO
OPUCTYIBI BPAJ JIM OCO3HAIOTCS JIETbMHU, TeM 0o-
Jiee MMEIOUIMMHU HU3KUH YPOBEHb MHTEIIIEKTYyallb-
HO-TICUXUYECKOTO Pa3BUTHSL.

3. Jlucmenicun W CBSA3aHHBIA C HUMH JHUCKOMQOPT
1 OoJeBbIe ONIyIICHUS, (HOPMUPYIOIINE KAPTHHY
330¢parura, racTpuTa, KALIEYHBIX KOJIWUK W Ap.:
(u3nKanpHas KapTHHA KIMHUYECKUX IPOSABICHUI
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ATUX COCTOSHHUM BPSJ JM 3aBUCUT OT YPOBHS HWH-

TEIJIEKTYaIbHOTO pa3BUTHS peOeHKa. A dacToTa

WX BCTPEYACMOCTH y JIETCH C pa3THYHBIMU OPTraHU-

YECKUMH MOPAKEHUAMHU 1IEHTPATbHON HEPBHOM CH-

CTEMBI HUKAaK HE MOJKET OBITh HIJKE, UYEM B OOIIEH

TIOTYIISIIUH, TIOCKOJIBKY OTPEeIIeTCsl CHHAPOMOM

BET€TAaTUBHBIX HAapYLICHUH, CONPOBOXKIAIOIINM

Y JTOTIOJTHSIONIUM KIIMHUYECKYIO KapTHUHY TSKEIIO-

TO TIOPaKEHHsI TOJIOBHOTO Mo3ra. M1 MBI HEe MMeeM

HUKaKNX COMHEHUH B TOM, 4YTO Cy6’I)CKTI/IBHOG onry-

IIEHUE JTOW CHMIITOMATHUKH MPHUCYTCTBYET Iake

y JieTei ¢ TIyOOKMMH TIOPaKeHUSIMH LIEHTPATbHON

HEPBHOHN CHUCTEMBEI.

4. PecnmpaTopHBIE pPacCTPOWCTBA, CBSI3aHHEIC
C OOWJIBHBIM OTJCJICHUEM M HEIOCTAaTOYHOCTHIO
9BaKyalli¥l CJIM3U W MOKPOTHI W3 BEPXHUX JIbIXa-
TCJIBbHBIX HYTeﬁ, TAKXC UMCIOT KIIMHUYCCKYIO Kap-
THHY, KPACHOPEYHBO CBUJETEIHCTBYIOIIYIO O TPH-
YUHSIEMBIX PeOCHKY CTpaJaHusX.

TakuMm ke o0pa3oM MOXKHO pa3o0parh Kaxabld
13 OCHOBHBIX M COIYTCTBYIOIIWX KIMHHYECKUX CHH-
APOMOB M CMMIITOMOB U HH OJUH M3 HUX HCBO3MOXKHO
OyIeT UTHOPUPOBATh KaK HE OKA3BIBAIOIIHUN BIUSHUS
Ha peOeHKa.

Oco00 crenyeT OCTaHOBHTHCS Ha OIIYIICHHH pe-
OcakoM Oosn. UyBCTBYeT i 0OJb PEOCHOK C TsDKe-
JILIM OPTaHUYCCKUM IMOPAKESHUEM TOJIOBHOTO MO3ra?
HommmentuBHas cucrema — OflHA U3 CaMBIX (PHIIOTEHE-
TUYECKU JPEBHUX U MMEET MHOTOYPOBHEBYIO OpraHu-
3alHi0 — OT peIeKTOPHOI 10 OTYETIMBO OCO3HAaBae-
moi. To ecTp omrymenne OOIM TOCTYITHO TIPH JTHOOOM
ypoBHe jeexTa MO3roBoii nestenbHoCcTH. W ncuesaer
JIAIITH B COCTOSTHUH TITyOOKO# KOMBI. [[pyToii Botpoc —
OCO3HAET J1 PeOCHOK 3Ty 005167 TO eCTh MPUUYUHSIET JIN
ona emy CTPAJJAHUA? He npuyuHsaeT TOJIBKO B TOM
cirydae, Korna oH ()YHKIIMOHUpPYET Ha peduIeKTOPHOM
ypoBHe. Koraa ypoBeHb pa3BuTHS Ui (YHKIIHOHHPO-
BaHUS KOPHI TOJIOBHOTO MO3Ta, a C HEI0 W MHTEJUICK-
TyaJIbHO-MHECTHYCCKUX (PYHKIIMIA, HE TpEIoaract
caMoro ocMbIcieHusI 6o, 1 popMUpOBaHHS SMOITHO-
HaJbHOTO KOMITOHEHTa JUCKOMQOopTa.

Tem campIM (PH3HMOJOTHYECKH 3HAYMMBIX TPEIIIO-
CBUTOK K UTHOPHPOBAHUIO CTPaJaHUi peOeHKa ¢ TIIy00-
KHM MOPAYKCHUEM TOJIOBHOTO MO3Ta HET U OBITh HE MO-
KeT. 3HaYNT, IMEIOTCS BCE OCHOBAHMSA K MIPOBEICHUIO
MOJIHOTO O0beMa JIeYeOHO-AMArHOCTUYECKUX MEpO-
MPUSTHNA TaKUM JETIM COO0pa3HO MX MaJUTHaTHBHOMY
CTaTycy ¥ O€30THOCUTEIILHO YPOBHS UX IICUXHYECKOTO
pa3BuTHS, TEM Oo0Jiee YTO TI0 ITOMY IOKa3aTeNt0 TPyI-
ra KpaliHe HeoJlHOpoJHa. B 1ienom psije ciydaeB ety
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C TSDKEJICHIIMMU TIOPOKaMH Pa3BUTHSI MO3Ta, BBIPAKEH-
HO¥ ruaporiedanyeii ¥ T. 1. BIOJTHE PEaKTHBHBI U JaXKe
CHOCOOHBI BCTYMUTH B KOHTAKT H CPOPMHUPOBATH IMO-
[IUOHATIFHYIO PEaKIIHIO.

Kpome Toro, nedekr MHTEIIeKTyaIbHO-MHECTHYEC-
CcKUX (PyHKIMI HOCUT y HUX ABOSKHN Xapakrtep. [lep-
BUYHBIA KOMIIOHEHT, CBSI3aHHBIN HEMOCPEICTBEHHO
C MaTOr€HHBIM BO3/IEHCTBUEM Ha MO3T U MOCIEAYIOIINM
XO/IOM Pa3BHUTHA TI0 pENapaTuBHO-KOMIIEHCATOPHOMY
MyTH, COIPOBOXKIAETCSI BTOPHUUHO-JEIPUBALIMOHHBIM,
MOCKOJIBKY OOJBINast YacTh TAKUX JETEH SBISIFOTCS «OT-
Ka3HBIMI» M CBOU THHU MPOBOJAT B IOMax peOeHKa.

Ilcnxonoro-KOppeKIMOHHBIN acleKkT y AeTeH, HH-
TEJUIEKTYaTbHO COXPAHHBIX M UMEIONIUX YaCTHYHBIHA
JIe(eKT UHTEIUIEKTyaIbHO-MHECTHYECKOH cephl, TOoJI-
poOHO TIpopaboTaH OTEUYECTBEHHBIMHU ITKOJIAMU Tea-
TOTUKH, TICUXOJIOTHU U Je(EKTOJIOTHH, U 00BbEM TaKOH
MTOMOIIIX JIOJDKEH OTIPENENSIThCA COCTOSTHUEM peOeHKa
Y TIyOMHON OCO3HAHMA UM COOCTBEHHOTO JAe(]eKTa.

Jna nereit ¢ m1yOOKHMM NeEKTOM MCUXHUYECKHX
¢byHKIME Hamboee ameKBAaTHBIM IPABHIIOM OTIpEIe-
JeHust 00beMa TCHXO0JIO0T0-KOPPEKIUOHHON TOMOLIH
MOXeET OBITH ciienyromee: «/laBaTh peOeHKy CTOIb-
KO, CKOJIbKO OH CMOKET BOCIIPHHSTDH, U €Ille HEMHOTO
JUISL TOTO, 4TOO OBITH YBEPEHHBIMH, YTO B35 BCEY.

Beskmii pas, korga 3aXomuT pedb 00 OKa3aHWW Ta-
KHM JeTSIM TCHXOJOr0-NeAarorndeckod MoaAepk KH,
BO3HHKAET BOMPOC O peaduiauranuu. [lammnaTuBHEINH
craryc (IIpuxaz M3 PD Ne193n ot 14.04.2015) non-
pazyMeBaeT OTCYTCTBUE PEaOWMIINTAIMOHHOTO MOTEH-
nuana. B ciaydae ¢ meTbMu, MepeHECIINMHU TKEIYIO
MO3TOBYIO KaTacTpody (TpaBMarudecKue M aHOKCH-
YeCKHe TOPaKeHUs TOJOBHOTO MO3Ta) 3a MpeeTaMu
MepPUHATAIBHOTO MIEPHOa, — 3TO MOJIOKEHNE BUAUTCS
XOTh KaK-TO ONPAaBJaHHBIM, HO B OTHOIICHHH JIETEH
¢ Bpoxknennoit nmarojorueit ITHC Bpsn mu. ITockomb-
Ky Pa3BUTHE WX HJET MO PEHapaTMBHOMY ITyTH, MyTH
KOMIeHcannn (yHKIHOHAJIBFHON HEIOCTaTOYHOCTH
JIe(EeKTHOW TKaHM, M MPOTEKaeT STOT Mpolecc 0 TeX
op, MMOKa MACT MOCTHATATLHBIA OoHTOreHe3. W ole-
CTBO HE BIPABE JIMIIATh TAKUX JETEeH ICUXOJIOTO-TIe-
Jlarornyeckoi moxanepkku. He B paMkax peabunura-
UM, TIOApa3yMeBaloIell BOCCTAHOBJICHUE KaKUX-TTHO0
W3 YTpPauyeHHBIX (YHKIMH, HO B paMKax KOPPEKIIH-
OHHBIX M Pa3BUBAIONINX 3aHSATHI, COOTBETCTBYIOIIIX
YPOBHIO UX MCUXUYECKOTO PA3BUTHSL.

[ImanupoBaHue Takoi MOANEPIKKHU TOTHKHO OIUPATH-
Csl Ha JOCTYITHBIE METONIBI OOBEKTHUBHU3AIINN COCTOSIHUS
peOeHKa B «MaJUTMaTHBHOM craryce». Ha HacTosmmii
MOMEHT KOMITJIEKCHAs! OIIEHKA COCTOSIHUS TAKOTO peOeH-
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NMPO®ECCUOHATBbHbIE U 3TUYECKUE ACNEKTbI NANNIMATUBHOWN MOMOLLU

OETAM C HEBPOJNIOTMYECKOW NATOJIOMMEWN

Ka MPOU3BOIUTCS Ha OCHOBE JAHHBIX, COCTABJISIOIIUX
pazmen Status praesens MEAWITMHCKOW KapThl. OTBIT
MOKAa3bIBACT, YTO (POPMAIBLHO MPABUIBHO O(OPMIICH-
Has MEIWIMHCKAas KapTa Takoro peOeHKa MOXKET JaTh
BeChbMa OrpaHMYCHHBIN 00beM HH(pOPMAIIUK 00 YPOBHE
BOCIIPUSTHSI, CTETIEHH COXPAHHOCTH HHTEIUICKTYallb-
HO-MHECTHYECKHX (QYHKIMH, pa3BUTHS SMOIIMOHAEHOM
chepsl 1 T.4. B mpuHImne, Takoro poua 3KCIEePTU3Y
B COCTOSHUHM MPOBECTH MEAMKO-TICHXOJIOTO-TIEeAaro-
THYC€CKasd KOMHCCHA, HO OHAa HC MOKET MPOBOAUTHCA
C LIENBI0 OIEHKU NWHAMHKH COCTOSHUS, JUIS TUIAaHHPO-
BaHUs BHYTPEHHUX MOKa3aTesneil padoThl HalUTMaTUBHO-
rO IEHTpa, B KOHIIE KOHIIOB — JJISl OIIEHKUA TUHAMUKH
coctosHUs pebeHka. [ 3Toro HyXHBI cCreragbHbIe
TEXHOJIOTHH O0BEKTHUBHU3AIMU COCTOSHHS peOCHKA.
TakuXx TEXHOJOTHM — MPOCTHIX U MOHATHBIX U Bpa-
4eOHOMY, U CpelHEMY MEIULUHCKOMY, U HEMEIu-

Jluteparypa

HUHCKOMY IIEPCOHANy, W OOBEAMHSIOIINX BOEIUHO
WX OLCHKHU W MO3HAHMs — HA HACTOSIIMNA MOMEHT HET
U CO37]aHHe UX B BHJIE€ OLIEHOYHBIX LIKaJ C BO3MOX-
HOCTBIO TIPEIOCTaBIICHUs] WHPOPMANHK B ITH(PpPOBOM
¢dopmate BUIUTCS KpaiiHe HeoOXoauMmbiM. [IpuunHon
TOMY — HACTOSITENIbHas MOTPeOHOCTh B auddepeH-
[UPOBKE JeTel C TSHKEIBIMH IMOPAKEHUSMH TOJIOB-
HOTO MO3ra MO BBIPA)KEHHOCTH HEBPOJIOIMUYECKOTO H,
YTO HE MEHEE BaYKHO, MHTEJIEKTYaIbHO-MHECTHYECKO-
ro nedeKTa ¢ BBIXOJOM Ha KOHKPETHBIE IOAXObI U CXe-
MBI OKa3aHHs MM HE TOJIBKO MEPONPHUATHHI IO YXOLY,
CHUMITOMATHYECKOM MEIUKaMEHTO3HOW Tepanuu Hu,
B psiE CIIy4aeB, pECIUPATOPHOIN MOAAEPIKKH.

Taxue neTH HyKIAIOTCS M B IICHXOJIOTO-IIENArOr -
YeCKOW KOPPEKIHH, U B aOMINTAIIMOHHBIX MEPONPHSI-
TUSIX COOOPAa3HO MX KIMHUYECKOMY CTaTycy W YPOBHIO
TICUXUYECKOTO PA3BUTHSL.

1. Muxupmuuan I'' JI. OTHOmEHNE O0LIIECTBA K HEM3JIEYMMO OOJNBHBIM AETSIM: HCTOPHKO-KYJIBTYpaJIbHbINA aHau3 // Bonpocsr

coBpeMeHHo# neauatpun, 2012, T. 11, Ne1, c. 188—196.

ABTOpBI

COKOJIOB
Tasen Jleonuoosuu

J.M. H., Bemymwid HayIHbId coTpyaHuk I'bY3 «HaydHO-TIpakTHIeCKUi IEHTP
CIIEIIMAIM3UPOBAHHON MEIUIIMHCKON TTOMOIIU AeTsIM uMeHu B.®. BoiiHo-

Scenenkoro /lemapramMenTa 3apaBooxpaHeHus: ropoga Mockse». 119620,
Mocksa, yin. ABHatopos, 38

IIPUTBIKO
Anoperi I'eopeuesuy

.M. H., mpodeccop, akagemuk PAEH, nmupexrop I'BY3 «Haydano-
MPAKTUYECKUH EHTP CINEeNUATM3UPOBAHHON MEAUITMHCKON MOMOITH IETSIM

nMenu B. @. BoiiHo-fcenenkoro JlemapraMeHTa 3ApaBOOXPAHEHUS TOPOAA
Mockss». 119620, Mocksa, yn. ABuatopos, 38

TPYXAH
Anexcandp Huxonaesuu

3aBenyrommuii [leguarprmaecknm otneneHrneM MOCKOBCKOTO IIEHTpa
nepuHatanbHON nomomu aetsiM I'bY3 «HaydHo-npakTuuecKuil LeHTp

CIIeMaIN3UPOBaHON oMoy aAetssM umeHu B. @. Boitno-fcenenxoro
Henapramenta 3apaBooxpaHeHusi . MockBb». MockBa, yi. UepranoBckas, 58a

JIAIIIITMHA
Hamanwvs Braoumuposua

Bpau-ueBpoinor I'bBY3 «Hay4uHO-IpakTH4YECKUN LIEHTP CHELUAIU3UPOBAHHOMN
MEIUUMHCKOM noMomu AeTsM uMeHu B.d. BoitHo-fcenenkoro JlenapramenTa

3npaBooXpaHeHus ropoga Mocksey. 119620, Mocksa, ya. ABuatopos, 38

100

«QUANTUM SATIS»

2017 « TOM | » Ne 3-4



Kopenesa M.B., lemkuHa C. .

OCOBEHHOCTWU CECTPUHCKOIO HABJFOAEHUA
3A JETbMU C BPOXOEHHbIMU MOPOKAMU

CEPALA

CECTPUHCKOE OEJIO

BY3 «[leTckas ropoackas knmHuyeckas bonbHuua nmenn 3.A. bawnsesoit lenaptameHTa

31paBooxpaHeHus ropoaa MockBbi»

Koreneva M.V., Demkina S.1.

PECULIARITIES OF NURSING CARE OF CHILDREN
WITH CONGENITAL HEART DEFECTS

State Budgetary Healthcare Institution ‘Z.A. Bashlyaeva Children’s Municipal Clinical Hospital

of the Healthcare Department of Moscow’

Pe3srome

Hapymienusi aHaTOMUYECKOTrO CTPOCHUS cepiia M Ma-
THCTPAIBHBIX COCYIIOB SIBIISIOTCS OHOM M3 CaMbIX pac-
MPOCTPAHEHHBIX aHOMAJIMHK pa3BUTHUs y JeTeil. B crarbe
JaeTcsl OmpelelicHHe TOHSTUSI «BPOXKACHHBI MOPOK
Cep/Iay, MPUBOIATCS CTATHCTHYECKHE JaHHBIE YaCTOTHI
POXXIEHUS A€TEeW C TAaHHOW MaTOJIOTUEN KaK B MUPE, TaKk
u B Poccun. Ormucansl NpUYUHEI U PaKTOPHI PHCKA, TIPU-
BOJAIINE K (POPMHUPOBAHHUIO BPOXKIICHHOTO TIOPOKA CEPI-
1a y pebenka. KonnuecTBo THIIOB BPOXKIEHHBIX TOPOKOB
CepIIia COCTaBIsIET OoJIee IECATH, IIO3TOMY Kiaccuhuka-
LU TaKKe CyIIecTBYeT OOJbIIOe KOJTUYEeCTBO. ABTOpa-
MU TIpeJICTaBIeHa HauboJee MpocTas, HO B TO JKE BpeMs
nHpOpMaTuBHAs Kiaccuukanys. [1o kaxiaoMy THITY
MIPEJICTABIICHBl KIMHUYECKUE TMPU3HAKU MPOSBICHUS
3a0omneBaHms, 0coOeHHOCTH TeueHus. [lomuepkuBaercs
BaXHOCTb CBOGBpCMCHHOI)'I JUArHoCTUKU MW JICUYCHUA.
OnwuchIBarOTCS 0COOEHHOCTH CECTPHHCKOTO HAOIONEHUS
U yXO0fla 33 IETbMU C BPOXKIICHHBIMH ITOPOKaMH CEpILia.
B crarbe npezcTaBieH OnbIT padOTHI KO IS POITU-
TeJe JeTel ¢ BpOXKICHHBIM MOPOKOM Cepiia.

Knrwuesvte cnoea: epoosicoennvlii nopox cepoya, Oe-
JIble NOPOKU, CUHUE NOPOKU, NPUSHAKU CepOedHOll He-
docmamouHocmu, UHGAPKM MUOKapoa, KapouaibHblil
CUHOPOM, OUSOKCUH

Abstract

Disturbance in the anatomical structure of the heart
and major vessels is one of the most widely spread ab-
normalities in children. The article defines the term ‘a
congenital heart defect’ and describes statistical data
regarding the frequency of birth of children with the
pathology both in the world and in Russia. The reasons
and factors of risk causing the formation of a congen-
ital cardiac defect in a child are described. There are
over ten types of congenital cardiac defects and a great
number of classifications. The authors submit the sim-
plest and informative classification. Clinical signs of
the disease and peculiarities of the course are presented
for every type. The importance of timely diagnosis and
treatment is stressed. Nursing care characteristics of
children with congenital cardiac defects is described.
The article presents the experience obtained at schools
that can be used by parents of children with congenital
heart defect.

Key words: congenital heart disease, white flaws, blue
flaws, signs of heart failure, myocardial infarction,
cardiac syndrome, digoxin

BBenenne

BpoxneHHble TOPOKHM cepjlia SBISIOTCS OAHUM
M3 CaMbIX YaCTBhIX CPEOU BPOXKJIECHHBIX MOPOKOB pas-
Butusi. Ha cerogHdmiHui JAeHb pOXKJIEHUE JeTel

«QUANTUM SATIS»

C BPOXJICHHBIM TOPOKOM CEpJlla HE YMEHbIIACTCS.
MupoBasi cTaTHCTHKA ITOKa3bIBACT, YTO YACTOTA POXK/Ia-
E€MOCTH JIETeH C BPOXKICHHBIMU MTOPOKAMH COCTABIISIET
6—8 Ha 1000 >KUBBIX POIOB.
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OCOBEHHOCTU CECTPUHCKOIO HABJIIOAEHUA 3A AETbMU

C BPOXAEHHbIMU MOPOKAMU CEPOLA

[To naHHBIM MAaTONIOrOAaHATOMUYECKHUX HCCIIEI0BA-
Huil, B 1,9% Bcex CymecTBYIOMUX MPUIHH CMEPTHOCTH
HOBOPOKJICHHBIX BUHOBHBI BPOXKICHHBIE TIOPOKH CEeP/-
ua. Ilokazarens MinaIeH4eCKO CMEPTHOCTH OT aHOMA-
JIUH KpOBOOOPAIIICHHUS B HACTOSIIIIEE BPEMsI COCTABIISACT
15,1 na 10000 ponuBmmxcs xuBbiMU. [Ipu oTCyTCTBUM
BMEIIIATEIHCTBA y JACTEH C BPOXKICHHBIMH aHOMAJIHS-
MU KPOBOOOpaIlleH!sI HA TIEPBOM IOy JKU3HHU MOrHdaeT
ot 30 1o 50% HOBOpOXIEHHBIX U MiIaeHIeB. OcTanb-
HBIE MEPEKUBAIOT 3TOT KPUTUUECKUN BO3PACT, OIHA-
KO TIPOTPECCUpYIOMasi CepliedHasl HeJOCTaTOYHOCTh
U JApyTHE OCJIOXKHEHUsI OOJIE3HU MPUBOISAT K CMEPTHU
B Oollee Mo3/IHEM JIETCKOM BO3PACTE WIIH TSIKEIION MH-
BaJIMTHOCTH.

OueHb BaXXHBIM IS ATUX JETEH SBISETCS CBOCBpE-
MEHHas TMarHOCTHKA TaTOJOTUH U MPOBEJEHHUE COOT-
BETCTBYIOILLEH XUPYPru4eCKOW KOPPEKIUU, IO3BOJISAIO-
1ieid n30exaTh OCIOKHEHUH 1 PaHHEH WHBATMIN3AIUH.

Poib cecTpuHCKOTO TTepcoHana B BEIXQKUBAHUH JIC-
Tel ¢ IOpOKaMH Ceplilla OUYECHb 3HAYUMA U HEOLCHUMA.
HMeHHO OT IpaBMIIEHOTO CECTPUHCKOTO yXO/Ia B MOCIIe-
OIEPAIMOHHOM TEPHUOIC 3aBUCUT, HACKOJIBKO OBICTPO
pebeHok BeI3mopoBeeT. /i KaYeCTBEHHOTO W YCIIeI-
HOTO BBIX2)KHBAHUS JIETEH C BPOXKICHHBIMHU MMOPOKAMU
pPa3BUTHUS MEAULUHCKHUE CECTPhl AOKHBI UMETH BBI-
COKYIO KBaJIM(DUKAIHMIO, YIUTHIBAIOIIYI0O OCOOCHHOCTH
yXOZla ¥ JIEUECHHs JETEN C JAHHOW MAaTOJIOTHEN.

MarepuaJibl

BpoxxaeHHbIe TOPOKH cepAla MPeCTaBISIIOT CO00i
BechbMa OOIIMPHYIO M PasHOPOIHYIO Tpymiy 3adose-
BaHUi{, B KOTOPYIO BXOIST Kak OTHOCHUTEIBHO JIETKHE
(OpMBI, TaK U COCTOSIHUSI, HECOBMECTHMBIE C )KU3HBIO
pebenka. BpokaeHHbIE MOPOKH cepala o0pazyroTcs
BCJICACTBHE HApyLIEHUI MpoLeccoB 3MOpHOreHe3a
cepila WM 3aJep>KKH ero HOPMallbHOTO (OpMHUPO-
BaHUS B MOCTHATaJbHOM IE€pHONE. YCTaHOBUTH KOH-
KkpeTHbIe puunHBl hopmuposanus BIIC y pebenka
ype3BbvaitHo TpyaHo. ®opmupoanue BIIC cBsa3biBa-
10T ¢: 3a00J€BaHUSIMM XPOMOCOMHOIO ammapara; He-
OJaronpusITHEIMU BO3JIeHCTBUSIME (DaKTOPOB BHEITHEH
cpenbl; BHYTPpUYTPOOHBIMH HH(EKIUSIMHY; HEOIaronpu-
STHBIMH BO3/ICHCTBHSIMH BO BpeMsi OepeMeHHOCTH (KY-
peHue, alKorojib, HAPKOTHKH, MEANKAMEHTHI, 3a00J1eBa-
HUs Marepu). VIMeroTcst JaHHbIe, YTO CUHAPOMAJIbHbIE
npuuunsl npu BIIC BeiaBnsercs y 6-40% nereit, a Mo-
HoreHHas npupoaa BIIC Bcrpedaercs B 8% ciydaes.

CriertuanucThl BBIIEISIOT (PakTOphI prcKa, KOTOpPBIE
MOTYT YBEIWYHUTH BEPOSTHOCTH POXKACHUS peOCHKa
¢ BIIC. K HuM oTHOCAT:
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1. HacnenctBeHHbIl (axTop:

— y KOTO-TH0O0 M3 WICHOB CEMBH CO CTOPOHBI 000HX
poauTeneit ObuIa Kakas-mudo BpOXKAEHHAsl MaTo-
sorus (He TOJIBKO BPOXKICHHBIN IMMOPOK CEpIa);

— BpOXICHHBIN TIOPOK Cep/la y MaTepu;

— OT TIpeApIAymuX OepeMeHHOCTeH pPOXKIAINCH
JIETH C BPOXKJICHHBIMU ITOPOKAMU CEPIIA.

2. Bospact marepu crapiue 35 nert, otia — 45-50 ner.

3. Bpennsie BO3EUCTBUA HA MJIOA B NIEPBBIE TPU Me-
csa 6epeMEeHHOCTH:

— BpEeIHBIC MTPUBBIYKH (AJIKOTOJIb, HUKOTHH, HAPKO-
TUKH | T.]11.);

— uHQEeKUusa, NepeHeceHHas MaTepblo B Iep-
BOM TpUMECTpE, BKJIIOYass OaHAIBHBIA TPHUII
u OPBU;

— KOHTakT ¢ OONBPHBIMU KPaCHYXOH;

— TpUeM JIeKapCTB, OCOOCHHO aHTHOWOTHKOB,
B TIEPBOM TPUMECTpe OEpEeMEHHOCTH.

4. Xponndeckue 3a00JeBaHUS MaTepH:

— TOPMOHAaJIbHBIE 1 OOMEHHbIE 3a00JIeBaHUs, 0CO-
OCHHO caxapHBIA THa0eT;

— CHCTEMHbIE 3a00JIeBaHUsI COSTUHUTENBHOM TKaHN
(peBmarusm);

— TUINEepPTOHHYECKask OOJE3Hb;

— XpOoHHMYECKHE HH(PEKUNHU Y MaTepH (LIUTOMETaJI0-
BHpPYC, ypearuiazma, reprec).

5. Bo3speiicTBuEe  pagWOAKTUBHOTO  HW3IIyYEHHUS
(HE TOJBKO BO BpeMs OEpeMEHHOCTH, HO M JO €€
HACTYIUICHUS).

6. llpodeccronanbHbie BpemHOCTH (paboTa Marepu
Ha XUMHUYECKUX MTPOU3BOJCTBAX, KOHTAKT C Kpacu-
TEJISIMH, B TOM YHUCJIE 9TO KaCaeTCsl M MEITUIIMHCKIX
pabOTHHUKOB OT/IEJICHUS] peaHUMAaIlNd U WHTEHCHB-
HOW Teparuu, ONepariOHHOTO OJIOKA).
BpoxneHHBIE TTOPOKH cepAla — 3TO aHOMalluu

MOPQOIOTHYECKOTO Pa3BUTHUS CEp/lla, €ro KiIalaHHO-

rO anmapara ¥ MaruCTPalbHBIX COCYAOB, BOSHHKILIHE

Ha 2-8-if Hejene BHYTPHYTPOOHOTO pPa3BUTHSA B pe-

3yJbTaTe HapylIeHUs MPOLEecCcOB IMOpHOTeHe3a. DTH

ne(eKTh MOTYT BCTPEYaThCsl H30JIMPOBAHHO WU B CO-

YeTaHUH JIPYT C JPYTOM.

BpoxieHHbIe TOPOKH YCIIOBHO ACISAT HA 2 TPYTIIIHL:

1. bensie (6nemHbIe, C JEBO-TIPABBIM COPOCOM KPOBH,
0e3 cMelnBaHus apTepHalbHONH U BEHO3HOH Kpo-
BH). BKITIO9aroT 4 TpyMIIBL:

— ¢ oOorallleHHEeM MaJIoro Kpyra KpoBooOpariie-
HUs (OTKPBITHI apTepHAIbHBIA MPOTOK, AEPEKT
MEXKITPEACEPIHON MePeropoKu, 1e(eKT MexoKe-
JyAOYKOBOM Ieperopoaku, AB-koMMyHHKaIus
U T.11.);
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— ¢ obOegHEHMEM MaJoro Kpyra KpoBooOpaiie-
HUS (M30JIMPOBAHHBIN ITYJIEMOHAIBHBIA CTCHO3
U T.1.);

— ¢ obemgHeHneM OONBIIOTO Kpyra KpoBooOparie-
HUS (M30JIMPOBAaHHBIN aOpTaJIbHBIN CTEHO3, KOap-
KTaIusi aOpTHI  T.]1.);

— 0e3 CylIecTBEHHOTO0 HapylleHHs CUCTEMHOU Te-
MOIMHAMUKHU (AUCHO3MLIMHU CepAla — AEKCTPO-,
CHHUCTPO-, ME30KapANH; AUCTONHH Cepara —
nreiHasi, rpy/aHasi, OpromrHasi).

2. Cunwue (c mpaBo-JIEBBIM COPOCOM KPOBH, CO CMe-
IIMBaHWEM apTepHalbHOW M BEHO3HOW KPOBH).
Bxmroyarot 2 rpynmsl:

* ¢ oborameHrueM Majoro Kpyra KpoBOOOpameH s
(TonHas TPAHCIIO3HUIIUS MAaTUCTPANTBHBIX COCYI0OB, KOM-
ieKke Di3eHMeHTepa | T. 11.);

* ¢ o0egHEHHEM MaJioro Kpyra KpoBOOOpaIeHHs
(Terpama ®anmo, anHomanus DOMTEHHA U T. 1I.).

Y HOBOPOXJICHHBIX C UAHOTHYECKUMH BpPOXKICH-
HBIMH IIOPOKaMU CepLla OTMEYAETCsI IUaHO3 (CHHIOLI-
HOCTh) KOXKHBIX ITOKPOBOB M CIH3HCTBIX OOO0JIOYECK.
CHHIOIIHOCT YCHIIMBAETCSI TIPY MaJICHIIIEM HarpsbKe-
HUU: COCaHUH, Tutade pebeHka. bensie mopoku cepama
MPOSIBIISIIOTCS MTOOJIETHEHUEM KOXH, TOXOJIOJaHHEM
KOHEYHOCTEM.

JeTtn ¢ BpOXIEHHBIMU MTOPOKaMH CepAIia OOBITHO
OecIoKOWHBIE, OTKA3bIBAIOTCS OT TPYAH, OBICTPO ycCTa-
0T B MpoIecce KOPMIICHHA. Y HUX TOSBISIOTCS TIOT-
JIUBOCTh, TaXUKAPIWs, apUTMHH, OJBIIIKA, HaOyxaHue
Y IyJbcalus cocyaoB men. [Ipu xpoHudeckoM HapyIie-
HUU KPOBOOOpAIEHHS €T OTCTAIOT B NMPUOABICHUH
Beca, pocte U (puzndyeckoM pazsutun. [Ipu BpokaeH-
HBIX MTOPOKaxX cepAma OOBIYHO cpa3y IOJIe POXKACHUS
BBICITYIIMBAIOTCS CepAcUYHbIe MIyMbl. B nanpHelem
0OHapYXUBAIOTCS MMPU3HAKHA CEPACYHON HEOCTaTOu-
HOCTH (OTEKH, KapJIMOMeTallusi, KapJUOTCHHAsl THIIO-
Tpodusl, remaToMeranus 1 ap.).

[To xTMHIYECKNM TPOSIBICHUSM BPOXKICHHBIE TTO-
POKH cepla MOKHO OOBETUHNUTE B 4 CHHIAPOMA!

Kapouanvuwiii cunopom (xanobwsl Ha 6ok B 00ma-
CTH cepjlla, OJBIIIKY, cepAnedrueHue, nepedon B pa-
0oTe cepala; Ipyu 0CMOTpe — OJIETHOCTh WIIH ITUAHO3,
HaOyXaHHe W IyJbCalus COCYIOB IeH, aedopmarivst
TPYAHOH KJIETKH MO THUIy CEpAEYHOro ropba; maib-
maTopHO — W3MeHeHus! AJl W XapakTepHCTHK TEpH-
(depudeckoro mynbca, HW3MEHEHHE XapaKTEPUCTHUK
BEPXYIIEYHOTO TONYKA MPH THIEPTPOGUH/ AUIIATAIIHA
JIEBOTO JKETyJO0YKa, MOSBICHUE CEPJECYHOTO TOIYKa
[pU TUIEPTPOGUU/AUIATaAlUA TPABOTO >KEIYJOUKa,
CHCTOJIMYECKOE/TNAaCTOTNIECKOE KOIIaYhe MYpPIIbIKa-
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HbE MPHU CTEHO3aX; HEPKYTOPHO — pacUIMpEeHHE Tpa-
HUI] Cep/illa COOTBETCTBEHHO PACIIMPEHHBIM OT/IENaM;
ayCKyJIbTaTUBHO — W3MEHEHHUS PUTMHYHOCTH, CHIIBI,

TeMOpa, MOHOIIMTHOCTH TOHOB, TIOSIBJICHHE XapaKTep-

HBIX JUIA Ka)XJ0TO NMOPOKa IIyMOB U T.11.).

Cunopom cepoeunoil Hedocmamoyrocmu (OCTpas
b0 XpOHHYECKas, MPaBo- JHOO0 JIEBOXKEITYIOUKOBas,
NPUCTYNBI OABILKYA U IMAaHO3a U T.1.).

Cunopom xponuueckoli cucmemHnou aunoxcuu (0T-
CTaBaHHE B POCTE M PAa3BUTHH, CHMIITOMBI 0apaOaHHBIX
MAJOYeK ¥ YaCOBBIX CTEKON H T.].).

Cunopom Ovixamenvhvix paccmpoticms (B OCHOB-
HoM mipu BIIC ¢ oOorameHnemM mManoro Kpyra KpoBoO-
obOpareHus).

OcCnOoXXHEHUSMH BPOXKJICHHBIX MIOPOKOB CEPLIA MO-
TYT CTaTb OaKTepUaNbHBIN SHIOKAPINT, TTOTHIIUTEMILS,
TpoMOO3bl TIEpUPEPHUUECKUX COCYAOB U TPOMOOIMOO-
JIMH COCY/IOB TOJIOBHOTO MO3Ta, 3aCTOWHBIE ITHEBMOHUH,
OJIBIIIEYHO-ITHAHOTHYECKHE TPUCTYTIbI, CTEHOKAPUTH-
YEeCKHI CHHAPOM WM MHPAPKT MHOKapAa.

Jlnaranoctuka 3a00JIeBaHMs BKIIIOUAET B ceOs CIIeIy-
IOIME BUBI METUIIMHCKUX MEPOIPHUSTHIA:

1. DOxokapauorpadmusi, KoTopasi BHITOMHIETCS (heTab-
HO. C ee NOMOIIBIO OCYIIECTBISETCS AUATHOCTH-
pOBaHHE MPU3HAKOB BPOXKICHHOTO MOPOKa CepALa
erie B mepuoa 6epeMeHHOCTH.

2. ®onokapauorpadus. DuUKcHpOBaHHE LIYMOB
JUTSL TIOCTIEYTOIIEN MX OIICHKH.

3. IlIposenenue Y3U cepara mocie poxxaeHus peoeH-
Ka.

4. Dnextpokapauorpadus.

5. Pentren rpynHoii knetku. C MOMOIIBIO pEHTTEHA
MMEEeTCsl BOSMOXXHOCTh OIIEHHUTH Pa3Mepsl, KOHTYPHI
U MECTOpacCIONIOKEHHE Ceplia.

6. Ilynpcokcumerpus. ObcnenoBaHue, MOCPEACTBOM
KOTOPOTO MOJKHO TIOJTyYUTh UH(POPMAIIUIO O colep-
YKaHUU KUCJIOPOZa U €ro HelocTaTka B epudepuii-
HBIX TKaHSX.

7. Tomorpadusa. HUcnonezyercs B ciiydae peakoro
BHJIa BPOXKJIEHHOTO TTOPOKa.

8. AHanu3 KpoBH: oOmmii u OmoxuMudeckuii. bia-
rofaps aHalu3y MpPelOoCTaBIsAETCS BO3MOXXHOCTH
OIICHMBAHUS CTETICHH HACBIIICHUSI KPOBH.
BonbmMHCTBO BPOXKAEHHBIX MTOPOKOB cepaia TpeOy-

FOT XHPYPTHUECKOTO JICUSHHS, YCIIeX KOTOPOTO 3aBHUCHT

OT TOTO, B KAKOM COCTOSTHHM PEOEHOK MOCTYIIAeT Ha OIle-

pamuto. JleTn, He MoTy4aBIINe METUKAMEHTO3HOTO Jie-

YeHUsI JI0 OIEpaliH, JACTH B KPUTUIECKOM COCTOSHUM

WM C CEPhEe3HBIMU COMYTCTBYIOIIMMHU 3a00JI€BaHUAMU

MMEIOT NCXOTHO HEONaronpusITHRINA POTHO3 OTIEPAITUH.
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C BPOXAEHHbIMU MOPOKAMU CEPOLA

Otnenenne kapauonoruu locynapcTBeHHOro Orof-
KETHOTO YUpEKIEeHHs 3ApaBoOXpaHeHus ropoxa Mo-
CKBBI «JleTckas Tropoackasi KIMHWYEcKass OOJIbHHIA
umenu 3.A. banuisieBoit JlemaprameHTa 31paBooxpa-
HeHus ropoga MockBb» OTKpbUIoch 1 uions 2013
u paccuutaHo Ha 30 xoek. OHO mOpeaHA3HAYEHO
JUUI OKa3aHUA SKCTPEHHOM M IJIAHOBOW CIelHaIu3u-
POBAHHO MOMOIIM AETSIM C pOXKJIeHHS 10 18 ner ¢ na-
TOJIOTHEH cepllia U coCynoB. ExXeromHo B OTIeICHUN
npoxonat neueHue 6onee 1500 mereit. OcHOBHOH TO-
TOK COCTAaBIISIOT IMIKOJBHUKU — 58%, 27% 3aHuMaioT
rpyaHble AeTd. bonpiryro 4acTe 3aHUMAIOT JIETH C T0-
pOKaMH cepAlia, Ha BTOPOM MECTE — C apTepUaIbHOMN
TUIIEPTEH3UEN, TPEThE MECTO MPHUXOJUTCS Ha JAeTei
C TaXUAPUTMUSMH.

Otnenenne pacronaraetT KaOMHETOM (QYHKIIMOHAb-
HOMW TMarHOCTUKH, OCHAIIEHHBIM COBPEMEHHBIM 000pY-
JIOBaHHMEM, YTO TIO3BOJISIET MPOBOAUTH OOCIIEIOBaHUE
JeTel KaKk B OylHHU, TaKk ¥ B BBIXOJHBIE JTHH.

Henocpeacreenno Ha 6a3e oTaeneHns IPOBOASTCS:

— JIIeKTpoKapauorpadus MoKos ¥ ¢ PYHKITHOHAIb-
HBIMHU TIpo0Oamu;

— TeCT MIEeCTUMUHYTHOH XOAbOHI;

— kimHoopTocTaruueckas npobda (KOI);

— cytousbiii MoHuTOpHHT OKI' o Xonrepy;

— CYTOUHBI MOHHUTOPHHT apT€PHAIHHOTO JABICHHUS
(CMAJD);

— axokapauorpadus (9XO-KI');

— ctpecc-0XO-KI' (BXO-KI' B ycrnoBusix no3upo-
BaHHOU (PM3UYECKON HArpy3KH).

Exeronno mpoBomutcs ©Oomee 2000 OKIT,

400 CMAZ, 700 XM u 6onee 1800 2XO-KT.

Kpome Toro, ormenenne pacmosaraet BO3MOXKHO-
CTBIO BBITIOJIHEHHS CIEAYIOMINX J1a00paTOpHBIX UCCIie-
IOBaHUI:

— OIpefieNIeHHe ypOBHS KapAHOMapKepoB KpPOBH
(rpomonuH | u kpearnadocpoxknnaza MB-ppak-
1us);

— ompenenenne yposHs MHO.

Bce mepeunciieHHbIe TECTHI BBITIONHSIOTCS B TeUe-
HH€ HECKOJIbKUX MMHYT, SIBJISIOTCA BBICOKOYYBCTBH-
TENBHBIMU U CHEIU(PUIHBIMY, YTO IIOMOTAeT B BEPH-
(uKkarum xapakTepa MOBPEXACHUS MUOKapa

Tpononun I — onun u3 OENKOB, MPUCYTCTBYIOLINHA
B CEPJIEUHOIN MBIIIIIE U YYaCTBYIOIIUN B €€ COKpallle-
HUU. SIBsieTca paHHUM T€CTOM JUAarHOCTHUKH MOpaxe-
HUS CEPICYHOMN MBIIIIIHL.

Kpearundochoknnaza — 310 pepMeHT, KOTOpEHIit
COZICPKUTCA B PA3IMYHBIX TKAHSX, IPEUMYILECTBEHHO
MO3ra, CKEJIETHBIX MBIIIII, cepAna. BeicTymaeT xaranm-
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3aTOPOM Ba)KHBIX OMOXMMUYECKUX MPEBPAICHUM, 1aeT
SHEPIreTHUUYECKYI0 OCHOBY Ul COKPAIIEHUS MBIIILI.

ITo ypoBHIO 3TOTO (hepMEHTa B KPOBH CYIST O IIO-
BPEKACHUSIX MBIIIII.

MHO, unam mexayHapogHOe HOpPMaJHM30BaHHOE
OTHOILIEHUE, — TOKa3aTellb CBEPTHIBAEMOCTH KPOBH,
4acTh KOMILIEKCA aHAIN30B JUISl TUATHOCTHKH KPOBO-
TOYMBOCTH M TpoMbOooOpazoBanus. [IpoBenenue naH-
HOTO TecTa HeOOXOAMMOTO TSI TTom00opa M KOHTPOJIS
3((EeKTUBHOCTH aHTUKOATYISSHTHOW Tepamuu JeTsIM
C MPOTE3WPOBAHHBIMU KJIAllAHAMH U BBISBICHHBIMU
TpoMO03aMHu.

VYuuTteiBas crienuduky 3a0oieBaHUI cepaeyHO-CO-
CYAWCTOH TaTOJIOTHH Y AETEH, CYIECTBYIOT 0COOCHHO-
CTH CECTPHHCKOTO HaOIIONEHHS U YXOAa.

MenuuuHCKas cecTpa AETCKOrO KapAHOJIOTHYECKO-
TO OTJCIICHHUS 0JKHA BIIA/IETh CIACAYIOIIMMU MaHHITY-
JSIUSAMU:

1. Tloacuer u ouenka YCC, UJ/I;

2. Wzmepenue AJl;

3. lloacuer u omeHKa CyTOUYHOTO OajaHca JKHUIKOCTH;

4. BwusyainbHas OllEHKa COCTOSTHHS peOeHKa,

5. Peructpauus 9KT;

6. Pabota ¢ xapauoMoHUTOpPOM, OlteHKa SO2;

7. Omnenka KIIC;

8. OkxazaHue HEOTIIOKHOH ITOMOIIM TIPH aHOd, KOJI-
narice, 0OMOpPOKe, TaXUaAPUTMUHU;

9. OpwueHTanus B mpoOiieMax IMalMeHTa, CBI3aHHBIX

C CEpIIeYHO-COCYIMCTOM MaTOoJIOTHEH.

B kapamonorndeckoM OTAEICHWU C HOMOIIBIO CO-
BPEMEHHBIX KapAHOMOHUTOPOB, ITYJIbCOKCUMETPOB
MeAHLMHCKUE cecTpbl KoHTponupytoT YCC, Y/, ca-
Typauuio.

Kpome MoHUTOpHHIa >KM3HEHHOBa)KHBIX IOKa3a-
TeJIeH MOJ MX KOHTPOJIEM HAaXOOUTCS Ta30BBIH COCTaB
KpOBH, B KOTOPOM Ba)KHBIMH TOKa3aTesIMU SBIISIOT-
cs Ph (armumo3 wimm ankanos), napiuaibHOE aBICHUC
YIJIEKHUCIIOTO ra3a U KUCIOPOza.

Ocoboe mecTo B paboTe MEIULIUHCKOH CECTpHI
KapAHOJIOTUYECKOTO OTAENEHUS 3aHWMAaeT BBINOJ-
HEHUE Ha3HAuYCHUU Bpada, KOHTPOJIb IpHEMa JIeKap-
CTBEHHBIX IpENaparoB, HaONIOACHUE 3a peaKIHeH
Ha MpUeM IpemnaparoB, TaKk KaK MOPOW OHH OYEHBb
crnenuuyHbl, TPeOYIOT YeTKOH NO3WPOBKU M KpaT-
HOCTH TIpuMeHeHHUs. Oco0yio CrIemnPUIHOCTH UMEET
MEJULUHCKUH IIpenapar, KOTOpbIid Ha3bIBACTCS AUTOK-
cuH. /laHHOE JeKapCTBEHHOE CPEACTBO AAETCSA TOJb-
ko mox koutpoieM UCC u tonpko mipu UCC cBsime
120 ymapoB y IpyIHBIX J€TeH, y AeTel cTaplie roaa
[0 YKa3aHMIO Bpada.
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JIMrokcuH siBIsieTcs cepAeYHbIM IUKO3UI0M U 00-
JIalaeT CIENYIOUMMU JEHCTBUSIMU.

OCHOBHBIM €T0 TepaneBTUICCKUM dPPEKTOM SIBIIS-
eTCsl KapANOTOHWYECKOE JAeCTBHUE (MTOBBIIIEHNE (HYHK-
[IMOHATHHOU aKTUBHOCTHU CEpAIa).

WnotpornHoe neiicTBHE — yCHUIIGHHE COKpaTUTENb-
HOM cIocOOHOCTH MHOKap/a (MBIIIIA CepAla) 3a cYeT
YBEJIMYCHHUS KOHIIEHTPAlMM HOHOB KallbLUsl, OTBET-
CTBEHHBIX 32 NPOLIECC COKPAILEHUS MBIIIEYHBIX BOJIO-
koH. [Ipu sTOM cam mpoliecc cokpamieHus: (CUCToa)
CTaHOBUTCS OoJiee MOIIHBIM, YHEPIHYHBIM U MEHEe
MIPONIOJKUTETHHBIM IO BPEMEHH, a BpeMs pacciadie-
HUS MUOKapzAa (JUacToia) YIUTUHSIETCS.

OtpunarenbHOEe XPOHOTPOIIHOE JEHCTBHE IPOSB-
JISIETCS. B CHWIKCHHMH YacTOTHI COKpPAICHHH cepaua
3a cYeT NPsSMOro BIMSHHSA Ha CHHYCOBBIM y3ein (Te-
HEpPHUPYET UMITYIbCHI, 3aCTaBIISAIONINE CEPALle COKpa-
LIaThCS) ¥ ONOCPEIOBAHHOTO ICHCTBUS HA CTPYKTYPHI
BEreTaTUBHOW HEPBHOW CUCTEMBI.

BazokoHcTpUKTOpHOE AEHCTBHE — MOBBILIEHHE TO-
HyCa COCYAOB, 4TO YIy4IIaeT KPOBOTOK B HUX COBMECT-
HO C YCUJIEHHEM COKpallleHUl cepara.

VYBenMUMBaeT OKCUI'€HALMIO JIETKUX 3a CYET Hemo-
CPEICTBEHHOTO BIIMSHUS HAa XEMOPEHENTOPHI B OTBET
Ha THIOKCHIO (CHWKCHHE HACBILICHHS KPOBU KHCIO-
pomom).

BaxnpIM pazznenom paboThl MEAMLIMHCKONW CECTpEHI
SIBJISIETCSL KOHTPOJIb TeMIlepaTypsl Tena. MoxkeT moka-
3aThCsl, OYEeHb MPOCTask MAHUITYJSIMS, HO OHA OYCHb
nHpopMaTHBHAsA U HeoOxonumasl. M3MepeHue Temiie-
parypbl Tena MpOBOJUTCS YTPOM W BeuepoM. B Heko-
TOPBIX CIy4asx M3MEPEHHE TeMIIepaTypbl Telaa HeoO-
XOOUMO KaXkIble TPHU Haca.

Yacto mocne omepanuu HEOOXOOUMO TMPOBOAUTH
CaHALMIO BEPXHUX ABIXATEIbHBIX IyTEeH AT yaydiie-
HUS JIbIXaTeNbHON (QYHKIMH peGeHKa. MeTuuHCKON
CECTpO IPOBOIUTCS aCIUPALUs U3 HOCA, POTOITIOTKH,
Tpaxeu u OpoHxoB. [y 3TOro UCNoIB3yeTCst IEKTPO-
OTCOC M CTEPUJIbHBIC OTHOPA30BbIE KaTeTEPHI.

ExenHeBHO CECTPUHCKUN MEPCOHAT OTJIEJICHUS
MPOBOAMT y4YeT BOAHOTO OamaHca. Boaublii GamaHc —
3TO COOTHOLICHHE KOJMYECTBa MOTPeOICHHOM U BbIze-
JIEHHOM YKUJKOCTH PEOCHKOM 3a CYTKH. DTO HEOOXO-
JVMO OCYIIECTBIISTD [T BBISIBIICHHUS CKPBITHIX OTECKOB
1 KOHTPOJISL JEHCTBUS ANYPETUIECKUX CPEACTB.

HexoTopsie nanueHTs TpeOyIoT AOITOH HH(PY3HUOH-
HOH Tepanuy, H03TOMY NPaBUIBHBIN YXOII 3a LEHTPalb-
HbIM BeHO3HBIM KareTepoM (L[BK) sBisiercst BaxHOU
4acThl0 PabOTHl MEIULIMHCKON cecTpbl. Bo n3bexanue
KaTeTep-aCCOLMUPOBAaHHBIX MH(EKINH MEIUIIMHCKHUE
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CECTpPBI OTJENICHUS BHIIOIHSAIOT CMEHY MOBS30K, 00pa-
0O0TKy KOXKH, OCMOTP COCTOSIHHSI KareTepa, MPOMBIBa-
Hus [IBK u «3aMKOB» cOIIacHO BCEM HHCTPYKIUSM
Y CaHUTAPHO-3MUAEMUYECKOMY PEKIMY.

MenuIMHCKHE CECTPhI KapAUOJIOTHUECKOTO OTACIIC-
HUs Takke o0ydeHbl TexHuke rmocranoBke [IBK.

KopMmieHue depe3 HazoracTpajbHbIM 30H] OYCHBb
YyacTas MaHUIYJAUS B pabOTe MEIUIIMHCKOW CEeCTPBhI
JIETCKOTO KapJIHUOJIOTHYECKOTO OTHENCHHS. Y HeIo-
HOIIICHHBIX WJIA TSHKEIO0OJIBHBIX JIETEH OTCYTCTBYET
TJIOTaTEeIBHBIA U COCaTEIbHBIA pPEeQIEKCH], MO3TOMY
OHHM HE CIOCOOHBI CaMOCTOSITEIIBHO MMUTAThLCS, MUY
MONYYaroT Yepe3 CIelHalbHOe YCTPOMCTBO — Ha30ra-
CTpaJibHbIN 30H]I.

[NokazaHneM K KOPMIICHHUIO Yepe3 30H] SBISIOTCS
HE TOJBKO OTCYTCTBHE JTaHHBIX pe(iexcoB, HO U J0-
M TOCJICONEPAMOHHBIN MEePHO, OBICTpast yTOMIIse-
MOCTh TIPY KOPMJICHHH, YTO YacCTO HAOIIOMAETCS y Je-
teii ¢ BIIC.

B 3aBHCHMOCTH OT CTENCHH TSHKECTH COCTOSHHS Pe-
OEHOK MOYKET HaXOIUTHCS B OOBIYHOM IMajare ¢ MaMon
WM B MAJaTe WHTCHCUBHOM Tepanuu.

[lanaTel ”HTEHCUBHOM Tepaniy OCHAIEHBI TOABO/I-
KOU K KUCJIOPOY, HAJIMYMEM KapJHOMOHUTOPA, Iep(hy-
30pOB.

MenunuHCKHE CeCTPbl UMEIOT HEOOXOAMMBIE 3HA-
HUS ¥ MTPAKTHUYSCKUE HABBIKK MO OKa3aHUIO HEOTIOXK-
HOU omMonw pedeHKy. Ha mocTy MequIMHCKO#H cecTphl
umeercst aepuOpmIsITOp M Memok AMOy U OKa3za-
HUS SKCTPEHHOW METUITMTHCKON TOMOIITH.

Ha 6a3e kapamonormdeckoro otaeneHusi pabora-
€T IIKOJIA JJI POAMTENCH JIETeH ¢ MOpPOKaMu Cep/iia.
C pomutensmu paboTaroT BpadH, mpodeccopa, ICHXo-
JIOTH.

Bo Bpems TaHHBIX BCTped METUIIMHCKHE pAOOTHUKH
pacckaspIBaOT UM O 3a00JIEBaHUH PEOCHKA, TIOBBILIAIOT
3HaHus cembu 0 BIIC, o0y4aroT HaBbIKaM yxoja 3a pe-
OEHKOM C TTOPOKOM Cep/Iia, OKa3bIBAIOT IICUXOJIOTHYE-
CKYI0 TIOAJIEPIKKY B IIEPUO SMOIIMOHAILHOTO CTpecca,
CBSI3aHHOTO C 3200JIEBaHUEM.

MenUIIMHCKHE CEeCTPhl TAKKE YYaCTBYIOT B TOM,
aKTUBHO Pa0OTaIOT C POJUTEISIMH, OOYJarOT UX YXOIY
3a IETbMH C BPOXKICHHBIMH IIOPOKAMHU CEpIIia.

BriBoabI

BposkaeHHbIE TIOPOKHM CepAlla — OYEHb TSIKEIbIE
3a00JIeBaHMsI, KOTOPBIC CTaBAT IOJ YIrpo3y >KU3Hb
MajJeHbKOTO duemoBeuka. OUeHb HYKHO TOBOPHTH
00 3TOM — 3TO HEOOXOIMMO TMPEXKIIE BCETO TEM POJIH-
TEJISIM, YbH JIETH POAMIUCH C BPOXKICHHBIM IIOPOKOM
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CepAla, U TEM >KCHILMHAM, KOTOPbIE BXOJAT B IPYIIy CTBY CHPaBIATHCS CO MHOTUMU paHEE HEU3ICUUMBIMU
pHCKa 0 POXKICHHUIO IETEH ¢ TakuMm 3a00jeBaHHEM. HEIyTaMHU.

JltomsaM, CTONIKHYBIIUMCS C 3TUM 3a00JICBaHHEM, HE- W momoub B Takoli 60OphOE CMOXKET MPEXKIE BCETO
00X0aMMO 3HATh KaK €ro MPUYMHBI U OCOOCHHOCTH HYeTKOE MPEICTaBICHHE O IPUPOAE OOIC3HH, TOHUMAHHE
MPOTEKaHUs, TaK U METOABI JicdeHuss. COBPEMEHHBI  CMBICHIA T€X WM MHBIX METUITMHCKAX MAHUIYISIIIAHA H,
YPOBEHb Pa3BHUTHs MEIUIIMHBI TIO3BOJISIET YellOBeUYe- Oe3yCIOBHO, POAUTEIbCKAS JIFOOOBh M TOIEPIKKA.

AN
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OCHOBHOH IIEIBI0 BCECTOPOHHEH IOATOTOBKHU CeE-
crep mumnocepaus Poccuiickoro O6mectBa Kpac-
Horo Kpecra cramo obecrieueHrne KBaIH(UITUPO-
BaHHOTO MEIUITMHCKOTO yXOJa U JIEYeOHOW IMTOMOIIH
OOJBHBIM M PAaHEHBIM BOEHHOCITYXAIINM. B BOeHHBIX
TOCIIHUTAIAX MOITIM CIYXUTb TOJIBKO YJICHBI O6H_[I/I-
HBI CECTEP MHUJIOCEPUs. Y YUTHIBAsi BOCHHO-IIOJIUTH-
yeckyto cutyauuto Ha [lansHem BocTtoke B Hauaie
XX Beka, B 3a0aiikanbCKOi 001acTH OBLTH OTKPBITHI
Uutnackas u Bepxueynunckas OOIIMHEI cecTep MHU-
nocepaus. JleueOnbie yupexaenus u nepconan O6-
IUHB (YHKIMOHUPOBAIU Ha OJIarOTBOPUTEILHBIE
CPEICTBa, U BCS UX JEATENBHOCTH ObliIa HAallpaBiIeHA
Ha OKa3aHWE MPEUMYIIECTBEHHO OecruiaTHON Me-
OUIWHCKON TOMOINM HE TOJHFKO BOEHHBIM YHHAM,
HO U 0OpaTUBIIUMCSI MECTHBIM XuTeisiM. [Tomyunna
pa3BUTHE XUpyprHuecKkas, TepaneBTUUYECKas, aKy-
mepcKasi MeIUIMHCKAsi TOMOIIb, OCIIONIPUBHBAHUE.
Bueapsutice HOBBIE METOABI PEHTIE€HOJIOTHYECKOTO
1 7a00paTOpPHOTO HCCIeNoBaHUsA. TakuM 00pazom,
co3nanmne Yutunckoit (1901 1) u BepxHeynuHckoit
(1907 r.) O6muH cecTtep MHIOCEepAUs MpH ciabo
OPraHW30BaHHOU T'PAXKAAHCKOW MEIHIUHE ChITPaIo
MTOJIOKUTEIBHYIO POJb B MOBBIIIEHUN ITOCTYMHOCTH
M KayecTBa JICYeOHOW TMOMOIIM BCEMY HAaCEIICHHIO
3abaiikanbckoil o0macTu.

Knroueswvie cnosa: sotina, Yuma, Bepxneyounck, O0-
wecmeo Kpacnoeo Kpecma, Obwuna, cecmpa muno-
cepous
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Abstract

The main purpose of comprehensive training of nurs-
es from the Russian Red Cross Society was to pro-
vide for a qualified medical care and aid to the ill and
wounded military service men. Only members of the
Nurse Community could work at military hospitals.
Considering the military and political situation in the
Far East of Russia in the beginning of the 20™ cen-
tury, Chita and Verkhneudinsk Nurse Communities
were started in the Transbaikal Region. Medical in-
stitutions and personnel within the Community used
the contributions and their total activity was aimed at
the provision of primarily free medical aid not only to
military service men but also to local people. Surgical,
therapeutic, obstetric medical aid and smallpox vacci-
nation were developed. Methods of X-ray and labora-
tory investigations were introduced. Thus, in poorly
developed civil medicine, formation of Chita (1901)
and Verkhneudinsk (1907) Nurse Communities pro-
duced a positive effect on the increased affordability
and quality of therapeutic aid provided to the people
of the Transbaikal region.

Key words: war, Chita, Verkhneudinsk, Red Cross Soci-
ety, Community, a nurse
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YNTUHCKAA W BEPXHEYOUHCKAA OBLUUWHBI CECTEP MUITOCEPOUA
B NICTOPUUN 3OAPABOOXPAHEHUA 3ABANKATbA

22 aBrycrta 1864 rona B JKeHeBe coCTOANOCH NMOA-
MHCaHWE aKTa, MO-KOTOpOMY OOJBHBIE W paHEHbBIE
BOMHBI HE3aBUCUMO OT HAIIMOHAIBHOCTHU IMOTYyYaIH
MpaBo IOJB30BAThCS TOMOIINBIO Bpaded, oObemu-
muBmuxca B O6mectBo Kpacnoro Kpecra. Cnycts
TpU Trola K 3TOW KOHBEHIIMH TMpUMKHYyna u Poc-
cus, uMeBlas eue co BpeMeH KpbhIMCKOW BOMHBI
1853—1856 rr. cBoto OOmUHY cecTep MUIOCEPAUs
[1, c. 19-20]. 3 mas 1867 roma mmmepaTop AJek-
cauap Il yreepaun Ycra OOuiecTBa MONEUYCHHS
0 paHeHBIX U OONBHBIX BOWHAX, IEPEUMEHOBAHHOTO
B 1879 roay B Poccuiickoe O6mectBo Kpacnoro Kpe-
cra [2, c. 159]. C 1880-ro mo 1917 r. Poccuiickoe
OobmectBo KpacHoro Kpecra Haxoauiioch moj BEI-
COUYaMIIUM TTOKPOBUTEIBCTBOM Ee mMmmepaTopckoro
BEJIMYECTBA TOCYAApblHU UMIeparpuubl Mapuu De-
nopoBHEL. B 1909 rogy ['maBnoe ynpasnenue POKK
Haxommwiochk B ropore Cankr-IlerepOypre Ha ynuie
Wmxeneproit, 9'. Ilenpio mMaHHON CTaThbU SIBIISET-
Cs aHaJHU3 OOCTOSATENIBCTB 3apOoxaAcHUS UYUTUHCKON
n Bepxueynunackout (Yman-Ym3) OOmuH cectep MHU-
nocepaus POKK B 3a0aiikanbe, ChIrpaBIINX TaKkKe
MTOJIOKUTENBHYIO POJIb B CHCTEME OXPaHBI 370POBbSA
rpaxaanckoro Hacenenus. OTcroa 3aja4aMy HAIIETro
WCCIIEIOBAHUS SIBJISIOTCS BBISIBJICHUE MPEANOCHLUIOK
11t opranm3anuu OOMmMWH cecTep MAJIOCcepans B 3a-
Oaiikanbe, yCIOBUH U BO3MOXKHOCTEH 1st ux 3ddek-
TUBHOU NI€SITEIBHOCTH.

OcuoBoii Poccuiickoro O6mectBa KpacHoro
Kpecra sBnsnuce OOHIMHBI cecTep MUIOCEPAUS,
MOCKOJIbKY UMEHHO CECTpBI, KaKk PabOTHUKHU cpel-
HEro 3BEHA, IMPETBOPSUIM B KU3Hb UJEU M MPUHIIH-
mel O6mecta [1, ¢. 36]. KpecToBOo3aBm»)KeHCKas
oOuIHa cectep MUJIOCEPAUs, OCHOBAaHHAs! B IEPHOJ
Kpsmmckoi#t Botiasl (1854) H.U. IluporoBsiM, mo-
JIOXKWIJIa Havajo MOATroTOBKe B Poccuu 3TOro oveHb
Ba)XHOTO 3BeHA KBaJM(DUITMPOBAHHBIX MEAUITUHCKIX
pabOTHUKOB I yXoAa 3a OOJFHBIMH W PAaHCHBIMHU
[3, c. 141]. C 1867 r., xorna Poccus Bctynuia B XKe-
HEBCKYIO MEXIIYHAPOIHYIO opranu3anuio KpacHoro
Kpecra, moaroroBka cecrep Mujocepausi crajia of-
HHM W3 OCHOBHBIX pazzelioB paboTsl Poccuiickoro
O6mectBa Kpacnoro Kpecra. B otnuuue ot npyrux
rybepuuii B [IppamypckoM renepan-ryoepHaTopcTBe
1o cepenunbl 1890-x TogoB He ObLI0 HU oxHONU OO0-
LIMHBI CECTEP MUJIOCEPUs, He CYLIECTBOBAJIO U CO-
OTBETCTBYIOIINX OOydaromux KypcoB (c 1884-ro

! TocymapctBenHslit apxuB Pecy6muku Bypsitus (TAPB).
®.101. Om.1. 1.3. J1. 82.
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o 1906 r. 3abalikanbckast 00J1acTh BXOAHWJIA B COCTAB
IIpmamypckoro reHepan-rydbepraropcTsa). Pykoson-
ctBo Poccuiickoro Oo6mectBa Kpacnoro Kpecra
HEe WHUIMUPOBAJO WX CO3JaHWE, a MECTHas oOIe-
CTBEHHAs XHM3Hb €lIe HEe OTINYalach aKTUBHOCTHIO.
[lepBBIe KypCHI IO TIOJTOTOBKE CECTEpP MHIIOCEPIUs
ObuTH OpraHn3oBaHbl BO BiaguBocTtoke B 1894 romy.
[TpumeuarenbHO, YTO Bpayu TOpPOJAa BBIPA3HUIU TO-
TOBHOCTh YHTATh JICKITNU Oe3Bo3Me3qH0. OOyueHUe
npomnu 10 yenoBek, Bce OHM YCHEUTHO CAATH 3K3a-
MEHBI B MPUCYTCTBUH BOEHHOTO r'yOepHaTopa obia-
ctu [4, c. 243].

Hrak, YutnHCcKOE MecTHOE ympaBneHue Poccuii-
ckoro O6mectBa Kpacroro Kpecra Hagano yHKImo-
HUPOBATh caMoCTOATeNbHO 8§ Mas 1894 1., u Torna xe
BO3HHUK BOIPOC O MOATOTOBKE CECTEP MUIIOCEPIUs,
T. K. BOCHHBIH [TOJTYTOCIIUTAb ¥ TOPOACKas 0OIbHUIA
Ha 10 KOeK OYeHb HYXKIAIMCh B CECTPax MHIIOCEP-
nust. C 3To# 1eapio ObUT OPTaHN30BaH cOOp MOXEPT-
BOBaHUU. /[eHe)KHbIC cpeicTBa MOCTYIIalu Ha cOepe-
rarejbHyr0 KHIKKY Ne271 UUTHHCKOTO OTAEICHUS
rocynapcTBeHHoro Oanka. Ha 1 suBaps 1895 roma
CyMMa BCeX MOXepPTBOBaHUHU cocrapisia 129 pyoneit
20 xon. K 1 uroHS TOTO XK€ Troja oHa yBEIWYUIIACh
1o 370 pyOneit 12 xom., 1 Kk 1 ceHTI0pIo cymma 1mo-
)epTBoBaHUM cocTtaBisuia 503 py6mns 49 kom. 3aTem
KOJIMYECTBO TIOKEPTBOBAHHI HAYallo COKpAaIIaThCs,
M 3a [IBa CIEQyIONMX Mecamna (CeHTAOPh U OKTIOph
1895 roma) OBUIO MOXXEPTBOBAHO JIHINL 7 pyOseH.
[ToxxepTBOBaHMS OMPEEICHHBIX CYyMM HOCHJIH CTIOH-
TaHHBIN XapakTep, a MPOLEHTHI, MOJy4aeMbIe 10 cOe-
peraTebHON KHUXKE, OBUIM BeChbMa HE3HAUUTEIIb-
HeIMHE [5, ¢. 88]. TloaToMy mist oTKpbITHS OOUTHHBI
cecTep MuUOcepaus HEOOXOAUMBIX (DHMHAHCOBBIX
CpPEeACTB He XBaTajo. BHemIHemonuTH4YecKas CUTya-
nug B 1900 roxy Ha poccuiickom [lansnem BocTto-
K€ MpOoJoJKana OCTAaBaThCs CIOXKHOH, a mpobiema
HEXBAaTKU B Kpae MEAWIIMHCKUX yUPEKICHUH W KBa-
TUGUITUPOBAHHOTO TIepcoHana — oCcTpoi. OOIIMHBI
cecTep MIIIOCEpANs C JedeOHUIIaMH, OTYACTH €€ pe-
[aBIIne, JEeHCTBOBAIN TOIBKO B XabapoBcke u bia-
roBemieHcke [4, c. 245]. Boennsie neiictBus Poccun
1900 1. Ha TeppuTOpUKN MaHBIKYPHUH YCKOPHIIN pe-
IICHUE ATOr0 BONpPOCca. B MOJABMKHBIX BOCHHBIX T'O-
CIIATAIISIX MOTIIH paboTaTh TOIBKO WieHbl OOIIHHBI
cecTep MHUJIOCEPIHUs, KOTOPBIX B 3abaiikalbCKoi 00-
nactu He Obuto. [losToMy nake B UuTHHCKMN Nasa-
peT ObUIH MOCTaBJIEHBI HIECTh CECTEP MHIIOCEPAUS
u3 IlerepOypra. OTu 0OCTOATEIBCTBA M 3aCTaBUIU
3abaiikanbckoe MECTHOE ympaBlieHHe Poccuiickoro
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OobmectBa Kpacnoro Kpecra Ha 3acenanum 12 cen-
T0pst 1900 1. Gostee peIIMTEIHHO MOCTAaBUTH BOIIPOC
00 yupexnennu B Uure OOMIMHEBI cecTep MHIIOCEp-
mus ¢ amOynaropueil. «B nedeOHBIX yUpeKIeHUIX
oOnacTu He UMeEETCsl HaJIeKalero yxoaa 3a 0ob-
HBIMH, T.K. MY>KCKOW TepCOHAT HE BCErNa MPUTO/ICH
IUTSl DTOTO, CECTep YK€ MIJIOCEPANs B O0IaCTH HET», —
nucanu B [maBHOe ynpasienue Poccuiickoro O6uie-
ctBa KpacHoro Kpecrta y4acTHUKH 3TOro 3acelaHus
u npocuau o cyocuauu B 3800 pyOneit enuHOBpe-
MEHHO U TaKyIO XK€ CyMMY €XETOIHO /I OTKPBITHS
u cogepxanusi OOUIMHBI CecTep MUJIOCEPIUS C aM-
Oynaropueit u neueOnuneit. K 1900 r. Yntunckoe oT-
nenenne Poccmiickoro Ob6mecTBa Kpacnoro Kpecra
cMorIo cobparh Tonbko 2459 pyOnel, B T.4. cBbILIE
1500 pyOme#l mocTymmio OT OIaroTBOPUTENBHBIX
CHEKTaKJICH U MyOJINYHBIX JIEKIHHA YUTHHCKUX Bpaden
[6, c. 27-31]. Eme no odpunmansHoro oTkpeitrs O6-
uHEl B uroiie 1900 roga YUnTHHCKOE MECTHOE YITpaB-
nenue Poccuiickoro O6mecTBa Kpacunoro Kpecra co-
00mano kak B XabapoBCKOE OKPYXKHOE yIpaBicHHUE,
tak u B Cankr-IlerepOypr 00 MMEIOUIUXCS ACCATH
JOOPOBOJIBHBIX CECTPaX MIIIOCEPIUS, KOTOPHIE MOTIIH
0Ka3aTh MOCUJIBHYIO TTOMOIIL OOJIBHBIM M PaHEHBIM
ydacTHUKaM KuTauckux coObiTuil. Ho Obl1 momyden
OTKa3. B BOEHHBIE TOCTIUTANIN MPEAINUCHIBAIOCH Ha-
3Ha4YaTh MCKIIOYUTENBHO CecTep, MPUHAJJICKABIINX
OobmunHaM. JlanHoe mpeamucaHue OBUIO 3aPUKCH-
poBano B nupkymipe POKK Ne275 or 1 aBrycra
1900 roma, KOTOpPBIM HA TOT MOMEHT SBIISUICSI OCHOB-
HBIM DPETIaMEHTHPYIOIEM aKTOM IO OpraHu3aluu
OTIIPaBKH CAaHUTAPHOrO mnepcoHana. JJoOpoBonbHBIE
CECTPBI MOMPOCTY MOTIN CKOMIIPOMETHUPOBATH CeOs
U TakuM 00pa3oM BeCh 3apOKIAIOLIMICS WHCTUTYT
CECTPUHCKOTO Jelia W TOJ0pBaTh JOBEpHE K HEMY.
s opraHu3amniy oka3zaHusi TOMOIIH OOJTBHBIM U pa-
HeHbIM [ maBHOE ynpasnenue POKK agmunuctparus-
HO MOJICJINJIO 30HY BOEHHBIX JEUCTBUH C MpUIeraro-
IUMH TEPPUTOPUSMH Ha palioHBL. B Kaxablii paiioH
OB HA3HAYEeH YIOJTHOMOUYEHHBIH. B 3abaiikanbe um
cTall IaBHBIM Bpad KpecToBO3IBMKEHCKOW 0OIIN-
HBI cectep munocepaus ropona Cankr-IlerepOyp-
ra Bnagumup IlaBnoBuu PaeB. YmoJiHOMOYEHHBIH
B COCTaBe€ OTPs/a UIMECHH TOCYAApbIHK UMIEPaATPULBI
Anekcanapsr @enopoBHbI TpuOBLT B UnTy 14 aBrycra
1900 roma. Otpsan cocrosin u3 7 Bpaueit, 48 cecrep
Musiocepaus (24 KpecTOBO3IBIKEHCKHUX, 6 TOMCKHX,
6 KpacHOSpPCKHX, 12 MOCKOBCKHX), 4 CaHHTapoB
u 1 aprenpuiyka, mo3xe ObUT ycHIieH 6 JEKapCKUMH
romormHUKaMH. 12 ceHtss6ps 1900 roga cocTosmoch

«QUANTUM SATIS»

3acenanne YUTHHCKOro MecTHOro ympasieHusi Poc-
cuiickoro O6mectBa Kpacnoro Kpecra, ygactue
B KOTOpOM NpHH:I U A0KTOp PaeB. B xone 3acenanus
OBLIIO TOATOTOBIIEHO XOMaTaiicTBO Ha uMsa E. M. Omnb-
neHOyprckoii 06 ocuoBanmu B Yumre OOmUHBEI ce-
crep Muiocepausa. B temerpamme ot 13 ceHTAOps
1900 roma nanHOE XomaTaiicTBo ObUIO IEpenaHo [maB-
HoMy ympasienuto Poccuiickoro O6mecta KpacHo-
ro Kpecra [5, c. 89-90].

B sauBape 1901 r. paspenieHrne Ha yCTpOICTBO
OOmuHBl OBIIO TOJYYEeHO, BBIIEICHBI HEOOXO0IU-
Mble cpencTBa. [naBHoe ymnpaBieHue Poccuiicko-
ro ObmectBa KpacHoro Kpecra nanpaBuno ans ee
ycrpoiicTBa u comepxkanus B 1901 r. 5000 pyO6meti,
M0 pachopsDKEHUI0 UMIepaTpullbl Asekcanapel De-
JIOPOBHEI — emie 5652 pyomns. [lns obecneuenus Oy-
OyIIUX MOTpeOHOCTEH cama WMIleparpula IMOXKepT-
BoBasla UWTHHCKOW OOIIMHE cecTep MIIOCEPIAUs
2000 pyOneii. Takum obpasom, B 1901 1. Ha HYXKIbI
O6wmwmHBl O0bII0 monyuyeHo 13794 pyOms, uspacxo-
noBaHo 6236 pyOneii. CpencTBa MONIIA HA PEMOHT
JoMa pu YNTHHCKOM >KEHCKOM MOHACTHIpE, MPUOO-
peTeHne MEIUIIMHCKOTO 000PYIOBAaHUS U MHCTPYMEH-
TOB JIJIsl aMOyJnaTopuu, MEIMKaMEHTOB JIJIsl alTeKH,
KHUT W HaTrISJHBIX TOCOOMH i oOydeHHus: cecTep
MUJIOCEPIINA, a TaKXKe Ha WX OJeXAy W MHuTaHue [7,
c. 254-255]. OtkpriTe OOIUHBI cECTEp MUIOCEPIHS
B Hute coctosiiock 3 anpens 1901 roga nmpu xKeHCKOM
MOHACTBIPE, HO MEPBBIX OOJBHBIX CMOIIU MPUHSATH
TonbKko 9 uroHd. B mtare cocrosio 3 Bpaua, 5 cectep
Mmtocepaus, 3 yuenunsl, 1 canurap [8, c. 68-72].
[Tpuem Benu Tpu pasa B Hexemo. Ilo yrpam amOyna-
TOPHBIN TIPUEM OCYIIECTBIISIIN TIIaBHBIA Bpad OOmm-
Hel K.J[. KonpueBckuii, Bpau ropoJckoii jJedeOHULIBI
A.JL. Ueiitnun u Bpau ConoBeldvuk. 3a nepBble CEMb
MecsieB 1901 r. GoyibHBIE MOCETHIIM aMOYJIaTOPHIO
1635 pa3, B 1902 1. yxe ObL10 GoJiee 5 ThIC. mocenie-
Huii. [lmara ¢ 60IBHBIX HE B3WMaiach. Bpauw Bemun
npueM 0e3BO3ME3/IHO U JeKapcTBa u3 anteku Oo0um-
HBI O00JBHBIE TIONyYanu OecruiaTHo. IlpuroroBnsmn
UX CeCTPBhl MUJIOCEPAUS O] PyKOBOJCTBOM IIPOBU30-
pa JI3eBoHn. MenukaMeHTHI OBLITH TIOJJAPEHBI COJEP-
xaresnem anteku A.H. @penkenem, anTeqyHyo MOCyny
MPUHECIH XHUTEIH ropoa, K KoTopbiM O0muHa obpa-
THIIach depes raszery. B 1908 r. B amOymaropun ObLI0
npuHsaTo 6038 OonbHBIX. Heumymue Takke mosiyda-
T TIOMOING OECIUTaTHO, OCTAJIbHBIE TUIATHIIN 33 CO-
BET, JICKAPCTBA, MEePEBsI30UHbIC MaTepUaNbl He Oojee
20 Kom. B CIEUAIIEHO MTOCTABJIEHHYIO B aMOYy/IaTOPHH
KpyX)Ky. O4eHb Ba)XHO, YTO OCCIUIaTHYIO MEIHITUH-
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CKYI0 TIOMOII[b MOTJIM TIOJy4aTh Kak XUTeau YUUTHI,
TaK 1 OTM3IeXKAIMHX Cel.

B mepBbie TOABI M3-32 OTPAaHUYECHHOCTH CPEICTB
OOmuHa cecTep MIJIOCEPIHs MOTIa MPHHATH
JUIs 0OyueHHsS He OOJIbIle MATH JKCHIIUH, PEIIUB-
mux u30paTh 3Ty OYEHb HEJNETKYH Mpodeccuro.
Yeras OOMUHBI MPETBSIBIAT K CECTPaM MHUJIOCEPIUS
oueHb cTporue TpeboBanms. «CecTpa MIIIOCEPAHS
JOJDKHA OBITH MPEXKJIe BCEro JINIIOM, YMENO YXaKH-
BalOUIUM 3a OOJIBHBIM, CBOUM YMEJBIM U HEXKHBIM
YXOJIOM CIIOCOOCTBYIOIIMM MPaBUIBHOMY JIEHCTBUIO
MpEeANNCAaHHOTO BpadoM pexxnma. OHa crmocoOCTByeT
CBOCH BBIIEPKKOM, CBOUM MSTKHM K OOJIBHOMY OT-
HOIIICHHEM TPEeXAe BCETO HPABCTBEHHOMY €T0 yCIIO-
KOCHHUIO, OHA BO BCEM IMOMOTAET OOJBHOMY, CIEHs
3a BCel OKpyXaromieil ero 00CTaHOBKOH U He Ope3ras
naxke gyepHoit paboroii. [IpucBoeHne 3BaHUS CECTPHI
munocepaust Poccuiickoro O6mectBa Kpacnoro Kpe-
CcTa MOXXET OBITh JaHO JIUIIb 10 yoexxaenuio CoBeTa
B IIOJJHOW CAaHUTAPHON M HPAaBCTBEHHOM MOATOTOBKE
HUCTIBITYEMOM K OPEACTOSIEeMY €l TpyIHOMY Jely.
Cnyxenue cecTpbl 0e3Bo3Me3nHO. beckopricTue
JIOJDKHO OBITH TIEPBBIM YCIIOBHEM €€ XPUCTHAHCKO-
ro npusBanus. CecTpbl HE UMEIOT MpaBa MPUHUMATh
Kakoe-1r00 BO3HATPAXKIACHUE WU MOJAPKH OT MOCTO-
POHHUX YUPEKICHUH WU JTUI. YUpexAeHUS U JIHIIa,
MOJIB3YIOLINECS YCIYTaMH CecTep, 00s13aHbl BHOCUTD
B kKaccy OOIIMHBI YCTaHOBICHHOE BO3HATPAXKIEHUE
3a UX TpyHd, HE Iepenamas ero cecrpe. B ciyuae
HeOJIaroBUIHOTO TMOCTYIKA CECTPHl OHA YAANAECTCS
n3 OOLIKMHBI ¥ He UMEeT IpaBa HOCUTH (GopMy ce-
CTPBl U KPACHBIM KpecT...» MEIUIIMHCKHE CECTPHI
KU B OOIIEKUTHH HA TOTHOM obecrieuernn OOmin-
HEBI, TIOJIy4asi O4€Hb CKPOMHOE KajloBaHbe [7, ¢. 255].
Ho npu 3TOM MHOTHE KEHIIWHBI MMUIITYT 3asBICHUE
3abaiikanbckoMy OO0JIaCTHOMY HHCIIEKTOPY C MPOCH-
00#1 0 MPUHATHH HA JOJDKHOCTH CECTPBI MUJIOCEpP-
nus. Tak, oOpamaercst 109b YUTHHCKOTO MEIIaHWHA
Exarepuna JlyOonukoBa: «lMero decThb MOKOpHEii-
e MpoCUTh pacnopsbkeHus Bamero Beicoxoponus
0 3a4MCIIEHUHM MEHS CecTpod Mumiocepaus I. UHTHI.
14 urons 1900 r.»?.

O6muua cectep mumiocepaus Poccuiickoro O06-
mectBa Kpacnoro Kpecra umena mpaBo npu Haiu-
YUW CIENHAIBHBIX CPEACTB OTKPHIBATH JIeUeOHBIE
yUpeXKICHUs, Ha 0a3¢ KOTOPBIX M BEJIaCh MOJATOTOBKA
OTIBITHOTO CaHUTapHOro mepcoHama. YntuHckas O0-

2 TocymapcTBeHHbI apxuB 3abaiikanbckoro kpas (FA3K).
@.1. Om. 2 (Bp). . 370. J1. 6.
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IIMHA B MEPBBIE TOABI UMeJa TOIBKO aMOyJaTOpHIO.
OO0yueHune BeJIOCh IO MPOTPaMMe MOATOTOBHTEILHOTO
Kypca cecTep MUJIOCEPANs, YTBEPKACHHOH 8 OKTSIOpS
1896 rona I'maBubiM ynpasinenunem POKK. IIporpam-
Ma ObljIa paccunTaHa Ha CTaHJAPTHBIA TOIOBOM KypC,
MMEHHO TaKOW CPOK OOy4YeHHs YCTaHABIHMBAI IUPKY-
nsip POKK Ne 18 ot lokts6pst 1896 roga. OOyuenue
cocTosyio u3 7 OnokoB: 1) AHaroMusi U HU3UOIOTHS;
2) Tepamepruueckuii 6;10k; 3) Pasmen, moCBsIIeHABIH
rurueHe u auetetuke; 4) [IpakTudeckue ceCTpUHCKHE
HaBBIKH 110 YXOIy W HaONIOACHUIO 3a MallleHTaMu;
5) OOyuenne ne3uH(pEKITNMOHHO-CTSPUITN3AITNOHHBIM
paboTaM M TOATOTOBKE MaTEPHalOB M IPEIMETOB
JUISL OTIEpariii M TepeBs3ok; 6) dapMaKoIOTuIeCKui
paszen — u3y4aluch JIEKapCTBEHHBIE MpenapaThl, Me-
XaHMU3M WX JeHCTBUSA, OOy4IeHHE HaBBIKaM IPUTOTOBIIE-
HUS Ma3el, 0TBAPOB, MUJIIONIb, TOPYHMYHUKOB; 7) X035H-
CTBEHHBIN pa3jiell MpeArnonarail o0ydeHne IMBEHHOMY
MacTepCTBY U MPUTOTOBJICHUIO ITUTAHUS JIJIsl OONBHBIX
[5, c. 93-94].

TeopeTndeckne 3aHATHAS C YUYCHHUIIAMH TTPOBOIFLIT
Bpau K.J[. KonbueBckuii, mpakTudeckue HaBBIKU Ce-
CTPBI MUJIOCEPIHS B IE€PBBIE TOJbI MOJXYYalTH B BO-
€HHOM JlazapeTe, T7Je €KEIHEBHO HECIH OuepeaHble
nexxypeTBa. [locTeneHHO yBeInYnBaIOCh KOITUYECTBO
MPUXONAIMNX B aMOynaropuio 0ombHBIX. CecTphl MHU-
Jocepausi BMECTE ¢ BPauoM y4acTBOBAJIH B MpHEME
OONBHBIX W Ha MPAKTUKE OCBAWUBAJHU IMEPEBSA3KU, OC-
HOBHBIE TEpaNeBTUYECKUE MPOIENyPHI, BBIITUCKY pe-
nenToB. HaBeIky yxona 3a OOJBHBIMH OHH TONYYalld
BO BpeMsl pa0bOTHI MO0 OKa3aHHUI0O MEIUIIUHCKOW I10-
Mom 0OJBHBEIM Ha AoMy. CHpoC Ha TakKylo JesTelb-
HOCTH nocteneHHo Bo3pactai. Eciu B 1901 1. cecTpsl
OOmIMHBI MPOBEIU HA JOMY y OonbHBIX 119 nHei,
1o B 1902 . — 230 gueit. C anpens 1902 r. cecTpsl
BMECTE€ C BOCHUTAHHHUIIAMH TTOBHBAJILHON IIIKOJIBI
CTaJIM TPOBOAUTH B amOynaropun OOIMHBI Oecruiat-
HYIO TIPEJOXPaHUTENbHYIO MPUBHUBKY OCIBI. Takum
0o0pa3oM, B TeUEHHE TEPBOTO rojla OOYUYEHHUS! CECTPHI
Musocepars OOIMMHBI TONYYHIIA BCE HEOOXOAMMBIS
JUTSL IPaKTHYECKOM paboThl 3HAHMSI W YCIEIIHO BbI-
JIepKalii SK3aMEHBl Ha 3BAaHUE CECTPBI MIUIOCEPIHUS.
Eciu ¢ obopynoBanvem amOymatopuu U oOydeHHEM
cectep Aena OOUIMHBI 00CTOSAIM BIOJHE OJIaromnonyy-
HO, TO pa3Mephl 3aHHMAaeMOTO MOMEIIECHUS YIOBIET-
BOpUTH He Moru. OgHa KOMHATa, KOTOpasi CIy>Kuiia
MIPUEMHOH U anTeKoW, He MOIJIa BMECTHUTh BCeX OO0IIb-
HBIX. OHU BBIHYKJICHBI OBLTH OKUIATh CBOCH ouepeu
BO aBope. IIpuxoaunocs 0TKka3bpIBaTh B MOMOIIU XH-
PyprudecKuM OOJBHBIM M3-32 OTCYTCTBHUS OTAEIHHON
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KOMHAThl ¢ KpoBaTsMH. B oOmiexxutnn cectep KOWKH
CTOSUTH BIUIOTHYIO OJHA K JPYTOH.

B 1902 r. Yutunckoe ympasienue Poccuiickoro
Oo6mectBa Kpacnoro Kpecra u komurer OOIIHHEI 00-
parwimch B UNTHHCKYO TOpoicKyto JlyMy ¢ pock0oit
00 OTBO/IE 3eMIIU IS CTPOUTENHCTBA COOCTBEHHOTO
JIOMa, KOTOPBIA CMOT OBl YIOBIETBOPHUTH BCE TPeOO-
Banusi OOmuHbl. [opoackas Jlyma OTKIOHWIA 3Ty
MpockOy Kak TMpexAEBPEeMEHHYI0. Pyccko-srmoHckas
BoiiHa 1904-1905 rT. BHOBH yCKOpHIIA PEIIEHUE ITOU
npobnemsl. B mae 1904 r. ImaBroe ymnpaBnenue Poc-
cutickoro ObmectBa Kpacaoro Kpecra mpemioxmio
JEHbI'M Ha MOCTPOMKY Jla3apeTa IJisi paHEHBIX BOMHOB
C YCIIOBHEM, YTO TIOCIIE OKOHYAHUS BOMHBI 3TH 3TaHUS
ocTaHyTcs B pacnopspkeHur OOIIMHEI cecTep MHIIO-
cepaus. [locne mmuTeNbHBIX OOCYXIEHUN TOpOACKas
Jyma Bblaenuia A MOCTPOMKH Jlazapera Ha 15 xoek
y4acTOK 3€MIId B 2 ThIC. KBaJpaTHBIX CaKeHEU
o bonpmioi ynmuie psSaoM ¢ TOPOICKOH OOMpHUIICH
[7, c. 256]. 5 cenTsiOps 1904 1. B 12 vacoB cocrosiach
TOpPKECTBEHHAs 3aKJIaJKa HOBOTO 3[IaHUS M3 KUPIIH-
ya, pasmepoM 23 Ha 7 caxeneil (1 caxenp — 2,13 me-
Tpa), C TONYIOABAIOM W JIEPEBIHHBIMH CIIyXKOaMu:
npadedHo, OaHel, TByMs amOapaMul W ITOMEIICHUEM
st cauutapos. IIpoext apxutextopa @.E. ITonoma-
peBa, OH k€ PyKOBOIWIJI CTPOUTEIIECTBOM. YCIIOBHS BO-
€HHOTO BPEMEHHU OCIIOHMIIM CTPOUTEIbHBIE paboThI,
Y TIpUEMKa 3[IaHUS COCTOSIIACh YXKe TIOCIe OKOHYaHUS
BoitHBI 3 nekabps 1906 r. Jlazaper QyHKIIMOHHPOBAI
Ha 15 koek [8, c. 68]. Pagocts nepecenenuss OOIMMHBI
B COOCTBEHHOE 3/1aHHe ObLTa KPaTKOBPEMEHHOM. Yke
B aBrycre 1907 r. Bctan BOIIPOC O PACIIMPEHUH U He-
00XOMMOCTH TIOCTPOWKH BTOPOTO 3/IaHUS M TIepece-
JICHUS B HETO aMOYyJIaTOpUU U OOIEKHUTHUS CECTEeP MU-
nocepausi. COOTBETCTBEHHO YIyUIIWIHCH OBl yCIOBHS
B OOILIEXKHUTHU cecTep Muiocepaus. Taxke BO3HMKIIA
HEOOXOANMOCTh YBEIMYHTS IJIOIIAAN JIeYeOHHLIBI, OCO-
OEHHO XMPYpPrHYeCKUX Tasart, a [FIaBHOE — H30JINPOBATh
CTallMOHAPHBIX OOJBHBIX OT aMOYJIAaTOPHBIX, YTO MPH-
HOCHWJIO OOJIBITION Bpe BO BpeMs SIuaeMui. B 0oapHI-
ue B 1908 r. mpomwn nedenne 432 demoBeKa ¢ caMbIMU
Pa3TUYHBIMHU TEPANEBTUYECKUMHU U XUPYPTrHICCKUMHU
3a00eBaHMsIMHU, U3 HUX yMepiu 34 genoseka. Cre-
na”o 240 Xupyprudeckux onepauuid, ymepiu 8 4eino-
Bek. CpaBHUTEIIEHO OOJIBITAst CMEPTHOCTH OOBSICHSIIACH
TeM, 4To OonbHUIA OOIIMHBI MPUHUMAJIA JTAXKE CaAMbIX
TSDKETIBIX ¥ O€3HAJEKHBIX OOJIBHBIX, OT KOTOPBIX OTKa-
3aJ1ach TOPOMICKasi OOIHHUIIA.

Crapanusamu untuHckoro kynna J[.®. Mruartee-
Ba HOBOE JIEPEBSHHOE 3[aHHE OBLIO IMOCTPOEHO IO-

«QUANTUM SATIS»

BOJILHO ObIcTpo, K 1909 1. neyebHMIa paciIupuiach
¢ 15 no 40 xoek (Xupyprudeckoe M TepareBTUIECKOE
OTJENCHHUA), 3a CUYET TOpOJAa BBIJEICHO JIBe KOWKH
IUTsE poskeHUT[. Takum o0pa3oM, yke MOSBHIIMCH BO3-
MOKHOCTH JUISl KBATH(QUIMPOBAHHON aKyLIEPCKOM
nomor. C 1910 . B OonbHUIE OBLIO BBIIEIEHO J€-
cATh OeCIIJIaTHBIX KpOBaTed ISl CEIBCKUX KHUTENEH,
HYKIAIOMIMXCS B XUPYPTUUECKUX Onepanusx (1o Ha-
MPaBJIICHUIO Y4YacTKOBBIX Bpadeit). C mas 1912 1
no npockde 3abaiikaiabckoro oraena Beepoccuiickoit
TUTH 11 OOpbOBI ¢ TyOepKyae3oM KUTenn YuThl
U OKpeCTHOCTEH, OOJIbHBIC TYOepKYIe30M, TONYUUIH
BO3MOKHOCTb O€CIIJIaTHO JICYUTHCS B aMOyIaTOPHH
OOmIMHEI ¥ TTOTyYaTh JiekapcTBa. OOIMMHA CYIIECTBO-
Baja HA YACTHBIE MOXKEPTBOBAaHUS, COOpPHI B MONB3Y
OOmMHBI OT yCTpOHCTBa BEYEPOB W TyIsHHNA. Un-
THUHCKUH BOEHHBIN MOIYTOCIUTAIh TUIATHI 32 paboTy
KOMaHJIMPOBAaHHBIX MEIUIIMHCKUX cecTep. Hebomb-
[IFie CyMMBI JaBajl KPY>KeUHBI cOOp B aMOynaropuu,
HO caMblii OOJIBIION TOXOJ AaBaja IUlaTa 3a JIeueHHe
U comepaHue 00ECICUCHHBIX OOIBHBIX W U3 APYTHX
BeloMcTB B NieueOHune Oomunst: B 1908 1. ona cocra-
Buna 12772 py6nsa. Bpaun Benu mpuem 0e3 OILIATHI,
NoJydYast JINIIb HeOObIINE CyMMBI Ha TPAHCIIOPTHEIC
pacxozpl.

28 mapra 1906 r B Uute Havan GyHKIHOHUPOBATH
nepBeld B 3a0alikaabCKkOW OONACTH PEHTICHOBCKHIM
ammapar, TpHOOpEeTEeHHBIM Ha cpenacTtBa KpacHoro
Kpecta [7, c. 256]. 13-3a oTCyTCTBHSI B MOMEUICHUU
OOIMHEI CHIeNaNbHON KOMHATHI, PEHTTCHOBCKHIA arl-
rmapar Ha NEpBBIX MOopax momMemancs B UUTHHCKOM
pPEMECIEHHOM YYMJIMIIE, UMEBIIEM 3JEKTPOCTAHILIUIO
[8, c. 69]. PykoBoamir kaOMHETOM, a 3aTE€M H JIEKTPO-
neueOHMIICH, opraHuzoBaHHod B 1911 roxy, moxrop
H. Cepebpennnxos [9, c. 43]. TexHudeckoll 4acThio
KaOMHeTa 3aBeioBall (0e3 OIuTaThl) HHCIIEKTOD YUHITH-
ma M.U. BacunbseB u ocTaBaiics B 3TOH JOIKHOCTU
1o 1924 t., xorma kabunHeT OBUT 3aKpHIT. HeoOxommmo
OTMETHUTH, uTO B 1896—1898 romax peHTreHOBCKUE Ka-
OMHETHI, OCHAIIIEHHBIE alapaTaMi UMIOPTHOTO MPO-
M3BOJICTBA, MOSIBIIIMCH B POCCHU B KPYIHBIX KIMHUKaX
[10, c. 54]. B nepBsrit ron peHTreH-KabnHeT OOIIMHBI
paboTan exenHEBHO IO J1Ba Yaca, 0OCTyXHBaI OO0Ib-
HBIX HE TOJIGKO IO HamnpaBieHHI0 Bpaueil OOIIMHEL,
HO Y JIPYTUX JIEYeOHBIX yUpeKIeHUH, YJaCTHOIPAKTH-
Kytouux Bpaueil. [I[pou3BoAMINCE PEHTIEHOCKOIINYE-
CKHeE ¥ peHTTeHOTrpaduIeCcKre NCCICAOBAHMS, JICUCHHE
TepaneBTudeckux 0onbHbIX. B 1908 1. Ob1LTO TTpOBEIC-
HO 81 obcnemoBanme, u3 Hux 10 — GecrumatHo. [Ipo-
BeZIeHbI 00CIIeIoOBaHMs TI0 MOBOAY ITyJEBBIX PAaHEHUN
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YNTUHCKAA W BEPXHEYOUHCKAA OBLUUWHBI CECTEP MUITOCEPOUA
B NICTOPUUN 3OAPABOOXPAHEHUA 3ABANKATbA

rOJI0BBI, KOHEYHOCTEH, KUBOTA, HAPbIBA B FOJOBHOM
MO3TY, THOWHHKA B JIeTKOM. MccnenoBanuce obmactu
M€YEeHH, MOUYEBOTO Iy3bIpsl, MPOBEIEHA «PEHTIEHU3a-
LusD» ABYCTOPOHHEH OMYXONM INEHHBIX JuMbaruye-
ckux y3noB. Takum oOpa3oM, Bce pe3ynbTaThl HOBOTO
MeToJa JUArHOCTHKU M JICUYCHUS aHaJIU3UPOBAJINCH,
CHUCTEeMaTHU3NPOBANINCHh M UMENIN HAayYHO-TIPUKIIATHOE
3HaYECHHE.

C OOmuHoM cectep Muminocepaus Poccuiickoro
Oo6mectBa Kpacnoro Kpecra cBsizaHa JeSITEIBLHOCTh
MHOTHX W3BECTHBIX YUTHHCKUX Bpayei. OHa U3 HUX —
IIpackoBrst MBanoBHa MakapoBa-CoOoneBa — onHa
13 HepBbIX B 3a0aiikajbe skeHIIuH-Bpauel [11, c. 276].
Omna pommnachk B Hepunacke 5 okts6opst 1883 1., B ceH-
1s0pe 1911 1. okonumna [letepOyprekuit sKeHCKHA Me-
JULIUHCKUI MHCTUTYT U Bo3Bparuiack B Yury. 1 Ho-
s0pst 1911 1. ee yTBepAWIN Ha JOKHOCTH CTapIIETO
opauHaTtopa nazapera OOmuHbl Kpacnoro Kpecra,
CHETMATN3NPOBAIACh 0 AKYIIEPCTBY U THHEKOJIOTHH.
ITo coBmecturenscTBy IlpackoBbs MBaHOBHA UCIIOJ-
HsJa OOS3aHHOCTH Bpada >KEHCKOTO €NapXHUalbHOIO
YUYWININA, 3aHUMAajIach 4acTHOM INpakTuko. Bmecre
C MY>KeM — U3BECTHBIM YHTHHCKUM BPadoM-0(TaibMo-
sorom H.H. MakapoBbIM — OHa aKTUBHO Y4acCTBOBAJIa
B paboTte 3abaiikanbckoro odiiecTBa Bpayel, BEICTyTIa-
J1a ¢ COOOLICHUSAMH O CJIOXKHBIX CIIydasx B CBOEH TH-
HEKOJIOTHYECKOH MpakThke. Tak, eto ObUT OATOTOBIICH
nokjan Ha TeMy «O MECTHOM BIMSIHUM PEHTI€HOBCKUX
JTydel Ha 3JI0KaueCTBEHHBIE ommyxonm» B 1914 . Ymep-
na 2 mapta 1929 .

B mapre 1912 r. mmaBHeIM BpadoM YUYWTHHCKON
OOwmuHb ObIT Ha3HAUEH TNepeBeJeHHBIN U3 BepxHe-
yauHckoro jazapera Kpacnoro Kpecra Bpau-xupypr
Asryct I'enpuxoBuu Jlerep. ONBITHBIM XUPYpPT, OH
octaBun B Bepxneynuacke (YiaH-Yad) Onaromap-
HYIO NMaMATh, ObUIH JlaXke MPEIOKEHHUsI Ha3BaTh €ro
nMeHeM ofHy u3 yaun ropona. Kak u I1.1. Makapo-
Ba-Co0OoJieBa, OH CTaJ HE TOJBKO PYKOBOIUTEIIEM JIe-
4eOHHIIBI, TpenoAaBaTeseM il MEIUIIMHCKUX CECTED,
ONIEPUPYIOLIUM XUPYPIOM, HO U AEATEIBHBIM YJICHOM
3abaiikansckoro Obmiectsa Bpaueii. B ssuBape 1914 1.
ero n30paiy 3aMecTUTeIeM npeaceaarens 3adaikaib-
ckoro OOmecTBa Bpaueil, OH HE pa3 BRICTYIIAN C CO00-
LIEHUSIMH 10 BompocaM xupypruu («Penkuil ciydait
IO CIICOTICPAIMOHHON TPELKU» | 1p.). C Haganom 1-i
MHPOBOH BOWHBI MHOTHE Bpauu ObLTH MOOHMIN30BA-
HBI ¥ OTTIpaBjeHsl Ha GpoHT [7, c. 257]. B 1914 rony
crapmuii Bpau nazapeta xupypr A.Il. Jlerep BmecTe
¢ O0mmMHOI0 cecTep MWIOcepAus yuen Ha (poHT
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[lepBoit MupoBoii BoiHb’. 18 deBpans 1913 1. Bo-
eHHBEIN TyOepHarop 3abaiikambcekoi obmactu Kusmiko
W3Jan TMpuKa3 cienymomero coaepxkanus: «llocetus
ceronus BHe3anHo O0mwuHy KpacHoro Kpecra cectep
MUJIOCEPIUSl U O3HAKOMHBILIUCH C BHYTPEHHHMH I10-
psAOKaMH ee, HaIleN, 4TO MOPSA0K U YHUCTOTa BEIIIE
BCSKOM IOXBaJjbl, MHUIA OTIMYHAs. 3a CTOIb OJIeCTs-
mee coctossHue OOIMHBI 1 BHUMATENbHOE OTHOIIE-
HUC K 00S3aHHOCTSIM OOBSBIISIIO MOIO OJaromapHOCTh
Bpauam Jlerepy m MakapoBoii-CoboneBoii 1 Bcemy
MEIUIIMHCKOMY TT€PCOHAIY...»

Yurunackas O6mumHa Kpacnoro Kpecrta ocranacek
0e3 TIIaBHOTO Bpaya 1 OISITh BBIHYKJeHa Obuta B 1916 T
croco0CTBOBaThH MepeBony M3 BepxHeyauHCKOTrO Jia-
3apeTa ONBITHOrO XHpypra Anekcaniapa VBaHoBuua
XpucroBa (1871-1920). BeImycKHUK MEIUITUTHCKOTO
¢dakynbreTa MockoBckoro yuuepcutera (1897), on
mpopaboTall OKOJIO IeCATH JIeT XUpyprom B Onecckon
TOPOJICKOH OOJIBHUIIE W CTOJBKO K€ TOPOJIOBEIM Bpa-
yoMm TpounkocaBcka u BepxHeyauHcka, KOHCYIBTaH-
toMm nazapera Kpacaoro Kpecra [11, ¢. 508]. B 1914 1.
3a 3acinyru o O6miectBy KpacHoro Kpecra Obu1 Ha-
rpaxnaeH opaeHoM Cearoro Cranucnasa. C BeIUMKUM
coKaJIeHHEeM BOCIPHHSIO BepxHeyanmHCKOe MECTHOE
ynpasnenue Poccuiickoro O6mectBa Kpacnoro Kpe-
cra coobmenne o mepeBoae A.M. Xpucrtosa B Uury:
«YX0[1 €T0 OUeHb TSDKEJIO OT30BETCS Ha JACSTEIBHOCTH
nazapera Kpacunoro Kpecra. Ucrnonass o0si3aHHOCTH
IJJaBHOTO Bpadya Jia3apeTa B JaHHOE BpeMs, XpHCTOB
3a 4-MeCSYHBIH CPOK 3aBEJIOBAHMS JIa3apETOM OTIINY-
HO noctaBwi neno. IIpucyrcreue Xpucrosa B Bepx-
HEYIMHCKOM Jia3apeTe KaK €JUHCTBEHHOTO XHpypra
B Topoje kpaitHe HeoOxomumo». 1 Bce xe B 1917 1.
A.U. Xpucros nepeexan B Uury. Paboran B 60iabHU-
ue ct. Yura-1 u crapmum Bpauom nazapera KpacHoro
Kpecra, Bosrmasmsn 3abaiikaisckoe Ob1ecTBo Bpa-
yeid. B anpene 1920 r. ero komanaupoBain B XapOuH
COTIPOBOXKJATh BaroH C CHIMTHOTH()O3HBIMH CEMEHOB-
namu. B 3ToM BO€HHO-CaHUTapHOM BaroHe AJeKcaHp
WBaHoBWY 3apa3uJicsi CHITHBIM TH(HOM U yMep B Ke-
JIE3HOJOPOKHOU OonbpHUIIE CT. MaHBwKypHs 29 anpe-
st 1920 .

K Gonpmomy cokaneHuio, Mbl OY€Hb MaJlo 3Ha-
eM 0 cyap0ax cecTep MHJIOCEpPAHS — BOCIHTAHHHUIL
gyuTHHCKOM OOmuHBL. Tonpko Oaromapst HEKPOJIOTY
B rasere «3abalikanbckas HOBb» 3a 9 anpens 1919 1.
cTana U3BeCTHa Cynb0a BBITYCKHHIIBI CaMOU IepBon
rpynnel MeaunuHCKux cectep (1901 1) Banentunst

> TAPB. ©.1778.Om. 1. [I. 31. JI. 51 06.
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ITerporubl IlaBmynkoit [12]. BmecTe ¢ 4eTblpbMs
IpyTuMHu BocnuTaHHUIIaMH OOmuHE oHA ¢ 1904 T.
10 KoHLa Pyccko-smoHCKOW BOWHBI HaxoIWjach
Ha TepeoBOH, 32 4TO OblIa Harpa)xJaeHa YeTBIPhMSA
HarpyaHeiMd Mepansmu. B 1914-1918 rr. yuactBo-
Basia B 00eBbIX nelicTBUsAX Ha KaBkasckoM ¢poHTe.
B anpene 1918 1. Bepuynace B Unury ¢ tpemsa ['eop-
THEBCKUMHU KPECTaMH W MPONOJDKHIA padory B Ym-
THHCKOW TOpPOACKOW OONBHHUIIE. YXa)KWBajla 3a TH-
($03HBIMH OOJBHBIMU M CaMa 3apa3uiiach OPIOIIHBIM
u ceimHbIM TudoM. 7 anpens 1919 r. B.I1. TlaBayn-
Kas ckoH4anach. «OHa o0Najana yIuBUTEIbHBIM JIa-
POM OTIABaThCS BCEIO CBOECIO AYIIOM M BCEIO CBOEH
SHEPTHUEH CBOEMY TSIKEIIOMY, 0€CTIOKOWHOMY OTBET-
CTBEHHOMY JIeNy, — MHcaJl B HEKPOJIOTe INIaBHBIN Bpau
oonpHunB! A.JI. Ileiitnua. — 3a pabotoii, OymeT mn
9TO XHpPypruvecKasi, MPOCTO JIM YXOA 3a OOJBHBIM,
oHa OBLTa BCA CO BCEW CBOEH JIHEPTrHEN U OTpOM-
HOW M0OBeoOMIbHON nymioil. Bpemenamu npuxonu-
JIOCh MOpaXkaTbecs, OTKyna Bce 3T0? e momemancs
B HEM, UCTOIEHHOW HA BUJ U BEYHO OOJE3HEHHOM,
3TOT POJHHMK DHEPTUU U JIFOOBU K YeloBeKy? A 3ta
mo00Bs ObLTA OTPOMHA U, TNIaBHOE, 0€3 Kakoro Obl
TO HU OBUIO paccyaka. Hy)XHO MoMo4Ys — U B 3TOM
Bce aeno. Kro, xorna u rue — 6e3paznuuno». BrionHe
BO3MOXKHO, YTO TaKHUX yAWBHUTEIBHBIX, TPETaHHBIX
cBOei mpodeccun monei, kak «cectpa Bansy», cpean
BocuTanHAN OOIMKUHBI OBLTIO HEMAJIO M CO BpeMEHEM
MBI ellle Y3HaeM O HHX.

BepxHeynuHCKas OOIIMHA CEeCTEp MUIOCEPAUs
Poccuiickoro Oomiectsa Kpacuoro Kpecra yupexe-
Ha B 1907 r. OkoHYaTEeNbHOE K€ YCTPOUCTBO MO HOP-
MajJbHOMY ycTaBy moiyuuia B 1909 roxy, xorma
OBUI COCTaBJIEH M OTKPBUI CBOM nedcTBusi Komuter
obmunu*. Ha omHoit ycaapbe ¢ asaperom KpacHoro
Kpecta naxommnace OOmuHa cectep MHIOCEpPIus,
CECTPBI KOTOPOH OBLIM MPUKOMAaHIUPOBAHBI K JIa3ape-
Ty ¥ HEIOCPEACTBEHHO pabotann B HeM. M3 oTdera
nazapera 3a 1911 rog o pacxonoBaHUM JCHET Ha CO-
Jep)KaHne BUAHO, YTO B JlazapeTe Takke padorann
CITy’Kalllie, IPUCITyTa; OBIT CBOM T'y)KEBOU TPAHCIIOPT®.
B 1911 rony npu nasapere OTKPBUIUCH KypPChI CECTEP
mumocepaus® 7. 1 aBrycra 1911 roma ycTaHOBIIEHBI
0 TPOEKTy Bpadeil Bepxueyaunckoit OOmuMHE cre-
IyIOIKe TpaBuia IS MOCTYMAOINX Ha OeCIuTaTHBIe
KypCHl CIylIaTeIbHUIL:

* TAPB. @. 101. Om.

1. 0.7.J1. 18.
> TAPB. ©.101. Om. 1. 1. 6. J1. 22.
¢ TAPB. ©.101.Om. 1. [I. 6. JI. 24.
7 TAPB. ®.101.Om. 1. 1I. 7. JI. 8-21.
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Ilenp KypcoB — MOATOTOBKA OMBITHBIX CECTEP
MUJIOCEpIns UIA yXo[a 3a OOJBHBIMH U paHe-
HBIMHU B BOEHHOE BpeMsl.

Ha xypcwl npuHuMaroTcs npusHaHHble [71aB-
HbIM BpadyoM OOHIMHBI BIOJHE 3J0POBBIMHU
1 paboTOCTIOCOOHBIMH J€BUIIBI, BIOBHI, 3a-
MYXHHE XKCHINUHBI BCEX BepOI/ICHOBCI_[aHI/Iﬁ
B Bo3pacte oT 17 no 40 ner c oOpa3oBarems-
HBIM IIEH30M B 00OBbeMe 5—6 KJaccoB THMHa-
3UH.

Kypc yuenust mpomomkaercss OIuH TOI.

Hauano yuenns 1 centsiops.

Yucno npuHUMAaEeMbIX JOJDKHO OBITH HE MEHEe
10 u me Gomee 25.

OO0yueHue cecTep-BOJOHTEPOK BEAECTCS CO-
IJIaCHO IPOrpaMMme, YCTaHOBIEHHOH [1aBHBIM
ynpasinenuem Kpacnoro Kpecrta mns cecrep
OOIIWHBIL, U AETUTCS HA TEOPETUIECKYIO YacTh,
COCTOSIIYIO B U3JIO)KEHUU BpadaMH CBEIEHUH,
M Ha MPAKTHYECKYIO YacTh — yXOX 3a 0OJb-
HBIMH W Ha UCIIOJTHEHWE BceX paboT, ¢ HUM
CBsI3aHHBIX.

[IpenonaBanme BeneTcst BpauaMu BepxHeynuH-
ckoro jaszapera KpacHoro Kpecra, a takxe
U MPUMIAIIEHHBIMU A7l 9TOM LENH MOCTOPOH-
HUMH Bpadamu.

CrnymareiapHUIIaM BMEHSIETCS B OOS3aHHOCTH
PETYIApHOE TOCEIIEHHE BCEX TEOPETUUECKHUX
Y MPaKTUYECKUX 3aHATHUM, BO BCE JHU HEIEIH,
32 UCKITFOUYCHHUEM TIPA3THUKOB.

IIponyck 3aHATHH TOMYCKAETCS TONBKO 10 yBa-
JKUTENbHBIM IPUYMHAM U C BeAoMa [TaBHOTO
Bpada.

10) JIuna, mankupytomme 6onee 30 AHEH, UCKITIO-

YAarTCAd U3 YHUCJia CIIyHIAaTCIIbHUIIL.

11) B crenax masapera ciymaTeqbHHUIIBI TOAUYHHS-

I0TCS BCEM TpaBUJIaM BHYTPEHHETO MOpPsIKa
BOOOIIE.

12) CnymaTenbHMIBI, BCE MPUXOIAIINE SBISIOTCS

Ha 3aHATUS B YCTAQHOBJICHHOM ISl HUX (hopme:
KOPOTKOE CHTIEBOE IUIaThe, Oemblii xanat u Oe-
Jasi KOChIHKA Ha TOJIOBE.

13) CaymratenbHUIBI TOMMYCKAIOTCS K IpaKTHde-

CKUM 3aHATHSM C CaMOro Hauajia yueHus. OHuU
MPUCYTCTBYIOT TIOOYEPETHO MPH aMOyIIaTOPHOM
IpUeMe, IPyIIaMy [Py OlepaluaX U IepeBs3-
Kax, mpu 00XoJe BpayamMH MAJATHBIX OOIb-
HBIX, IMTOMOT'al0OT BpadyaM U CE€CTpaM, HUCIIOJIHAA
O] PYKOBOJICTBOM HMX BHAUaJe JIUIIb TPOCTEH-
e padoTH; MO0 Mepe MPHUOOPETCHIS UMH 3HA-
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YNTUHCKAA W BEPXHEYOUHCKAA OBLUUWHBI CECTEP MUITOCEPOUA
B NICTOPUUN 3OAPABOOXPAHEHUA 3ABANKATbA

HUH 1 ONBITHOCTH UM TOpy4aeTcst Oojiee caMo-
CTOsITeIbHAs padoTa.

14)B koHIle yuyeOHOTO Toja CIyIIaTeIbHUIIBI
MOABEPTAIOTCS PK3AMEHY 10 TEOPHUU W TPaAK-
tuke. [lokazaBiine yI1oBIETBOPUTEIbHEIE TO-
3HAHHS MOJYYAlOT 3BaHHE 3alacHBIX CECTep
MUJIOCEPINS — BOJOHTEPOK H B cllydae BOHHBI
MpUOOpPETaIOT MPaBO MOCTYIHUTH HA CIYKOY
B oTpsgax Kpacnoro Kpecrta B mepByio oue-
penst.

3 aBrycra OBUIO C/IENAHO TpeiCTaBlIeHHE B | TaB-
HOE YMpaBICHUE O pa3pelICHUH OTKPHITh KYPCHI
U 00 acCUrHOBaHMM Ha PacxXofbl MO MPENOAABAHHIO
U TO0 TPHOOPETECHUIO HEOOXOMUMBIX PYKOBOICTB
B 1911 romy — 500 py6., a 8 ceHTAOps MoOIydeHO
yBenoMIleHne [71aBHOTO ympaBiIeHUs O TOM, 9TO XO-
nartaiictBo [lomeuntensHoro CoBera yaoOBIETBOpE-
HO. MecTHOe yIpaBjeHHE BIOJHE MPUCOEIHHIIOCH
K HJiee yCTPOCTBa KypCOB IS BOJIbHOCITYIIATEIbHHII,
MPHU3HAJIO HEOOXOIUMBIM OKa3bIBATh BCSUECKYIO MOJI-
TIEPKKy B 3ToM Aese OOIMMUHBI U pa3perniio OTKPHITh
Kypchl B 31aHuN Ja3apera. OTKphITHE KYpCOB COCTOSI-
nock 15 centsnopsa 1911 roga, mpudem nepen HadaIoM
3aHATUH OBLI OTCHOy)KeH MoyieOeH. Bcero Ha Kypchl
3anucanock 15 cnymarensHun. B mae 1912 roxa co-
CTOSJICS TEPBBIN BBINYCK 3amacHbIX cectep KpacHo-
ro Kpecra BoenHoro Bpemenu’. Takue Kypchl cylie-
CTBOBaJ M NpH TPOUIIKOCABCKOM KOMHTETE OOIIHHBI
cectep munocepaus, U 24 suBaps 1913 roma Beimy-
meno 10 3amacHbIx cectep. OHA U3 TaKWUX 3allacHBIX
cectep munocepaus, Mapusi BacunseBna [ummen-
uesa'’. Pogunace 26 sHBaps 1896 roma B Amypckoit
ob6mactu. OxoHumIIa TPOHUITKOCABCKYIO YKEHCKYIO THM-
Hasuio'!. 18 urons 1914 roga mepenuia Ha ciayxOy
B Bepxueyaunckyro OOmHHY cecTep MUIOCEPIHUS.
PabGotana B nazapere B IOJDKHOCTH OMNEPal[MOHHON
cectprl. Bo Bpems IlepBoii MUpPOBOI BOWHBI CITyKH-
J1a B TIojieBoM 3amacHoM rocuuTaie Ne431. Ilpukazom
mo Boickam 2-ii apmun CeBepo-3anagHoro QppoHTta
oT 26 stuBapst 1915 roma 3a Ne27 M.B. lummentie-
Ba Obula HarpaxieHa [eoprueBckod Mmenanbio 4-i
crenern 3a Ne47947. C 14 mas 1917 roga paboraer
B canuTtapHoM moe3ae Ne 151. B 1920 roxy BepHynachk
B BepxHeyauHCKHI MECTHBIH BOCHHO-XUPYPTUYECKHUH
nazapet Kpacnoro Kpecra Ha 1071KHOCTD XUpyprude-
CKOM MEIULIMHCKON CECTPHI.

8 TAPB. @. 101. Om.

1.11.7. 7. 8-9.
9 TAPB. ®. 101. Om. 1. JI. 7. J1. 48.
10 TAPB. @. 101. Om. 1. JI. 1. /1. 38.
' TAPB. ®. 101. Om. 1. 1T 32. J1. 1-2
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Taxum obpaszom, B roponax Uure u Bepxueynun-
CKe Ha 0a3e BOCHHBIX JIa3apeTOB BIIEPBBIC OBUIH Op-
raHu30BaHbl MecTHbIe OOLIUHBI CECTEP MUJIOCEPAUS
Poccutickoro O6mecTtBa KpacHoro Kpecra. UutuH-
ckas OOmMHA cecTep MUJIOCEpAMs ObLIa YUpeKIe-
Ha B 3abaiikanbckoi obmactu B 1901 romy mepBoid.
Bepxueynuackast oOmiiHa cectep MuiIocepaus Oblia
noclieioBareNnbHo yupexaeHa B 1907 roxy u crana
BTOpO#t B permone. OCHOBHOH IeNbi0 (GOPMHUPOBA-
HUs1 OOWwUH cectep Muiocepans B 3abaiikanbe ObLIO
Mpesx/ie Bcero obecredeHne COOTBETCTBYIOMIETO yXO-
Jla 32 PAHCHBIMU U OOJILHBIMH BOMHAMHU B YCJIOBHSIX
HECIIOKOMHOW T€ONMONUTUYECKON CUTyaluu B MUPE,
BO3HHKHOBEHHEM YacCTBIX BOCHHBIX KOH(]IHUKTOB,
snuaeMuil MHOEKIHOHHBIX 3abonieBanuii. OTOOD
Ha JOJKHOCTH CECTPHI MIJIOCEPIUS OBLIT OYEHB JKECT-
KHM I10 YPOBHIO 00pa30BaHUs U BEICOKMM HPaBCTBEH-
HBIM KPHUTEPHUSIM, HO KCHIIWHBI, N30paBIINe TaHHYIO
CTE310, OCO3HAHHO BBHITIONHSUIH cBOU Jonr. Ilomyden-
HBIC TCOPETHUYCCKUE 3HAHUS M TIPAKTHYCCKUE HABBIKU
CeCTpPhl MIJIOCEPAHS YCIIENTHO MPUMEHSIN TIPH OKa-
3aHUM HEOOXOAMMOW KBATHU(PUITUPOBAHHON MEIUIIMH-
CKOM TIOMOIIM paHEHBIM W OONBHBIM KaK B MEPHOI
BOEHHBIX JICHCTBUN Ha MEPENIOBOM, TaK U B THUIOBBIX
aMOyJaTOPHBIX M CTAallHOHAPHBIX yCIOBHUAX. Heobxo-
MO OTMETHUTD, uTO 3abaiikanbckue OOMMUHBI cecTep
MUIocepausl (PyHKIIMOHUPOBAIN Ha OJaroTBOPUTEIb-
HBIE CPENICTBA, PH STOM MEAHMIIMHCKAS ITOMOIb OKa-
3bIBAJIaCh U TPAKAAHCKOMY HACEJICHWIO Ha OecruiaT-
HO ocHOBe. B pamkax UuTHHCKOW OOIIMHEI BIIEPBHIC
B 3abalikanbe ObUT yCIIENTHO BHEIPEH B JIeueOHO-THa-
THOCTHUYECKUU Tpolecc peHTreH-anmnapar. [lomyuunna
pa3BUTHE XUpypTrHUecKas, TepaneBTHYecKas M aKy-
[IepcKasi MOMOIIb, MPOBOAMWIOCH UMEBIIIEE AKTyallhb-
HOE 3HaUeHHUE OCTIONpPUBUBaHUE. be3yciioBHO, Bce 3TH
(bakTOpBI TO3BOJISLTH COOMIONATH 00JIee BEICOKHI ypO-
BEHb MEIMI[UHCKOTO, JIeueOHOTro oOecrneueHus. MHO-
THE U3 CeCTep MIJIOCEpAns ObUTH OTMEUEHbI 3HaKaMHU
BOWHCKOU J00JIECTH, HEKOTOPHIC ITOTHOJIN TP UCTIOJ-
HEHHUH CIY)KeOHBIX oOsi3aHHOCTeH. MTak, yuyuThIBas
COXPAHSIONIMICS ASPUIUT KBATHU(PUIIUPOBAHHBIX Me-
JTUIIUHCKAX KaJpOB, HEPA3BUTYIO CETh T'PAXkKTAHCKUX
OospHUI, JIedeOHBIE yupexkaeHUus 3a0alKalbCKOTO
MecTHOro ynpasneHus: Poccuiickoro O6mecta Kpac-
Horo Kpecra, a taxxe UutuHckasa u BepxHeyauHckas
OOIWMHBI cecTep MWIOCEpAMs BHECIU CyIIECTBEH-
HBII BKJIaJ B TMOBBHIIICHUE JOCTYITHOCTH M KadecTBa
rOCy/IapCTBEHHON CHUCTEMBI MEAULIMHCKON MOMOUIU
HE TOJIbKO BOMHCKHM YHMHAM, HO i BCEMY HACEJICHUIO
3abaiikabCcKOi 00IacTH.

«QUANTUM SATIS»

2017 « TOM | » Ne 3-4



bl

CHITA AND VERKHNEUDINSK NURSE COMMUNITY
IN HEALTHCARE HISTORY OF THE TRANSBAIKAL REGION

Jluteparypa

Okceniox E. B. lestensHocTb Pocceniickoro O6mmectsa KpacHoro Kpecra B Hauane XX Beka (1903-1914). Mocksa, 2015.
Cperenck / I'n. pen. K.K. WnbkoBckwii / Duiuktoneaus 3adaiikanibs. Uura, 2014,

THopyoomunckuti B. M. )Ku3ub, Thl ¢ nenbio MHE naHa. [IuporoB. Ouepk. Mocksa. 1981. Beimyck 71.

Pomanosa B.B. Jlestenprocts KpacHoro Kpecra B [IpuamypckoM renepan-ryoepHatopctBe B kKoHIe XIX — Hauane
XX B. // Uctopus menuuumabl. Mocksa, 2015. T. 2. Ne2. C. 242-251.

Ckaxcymun /[. B. 115 neT co nHs oTKpbITHs 3abaiikanbckoi o0ImmHbl cectep munnocepaus Kpacuoro Kpecra (1901 1) /
Kanengapps 3HaMeHaTeIbHBIX U MaMATHBIX J1aT UCTOPUH 37paBOOXpaHeHus 3abaikanbckoro kpas. Yura, 2016.
@aoeesa A.11. 125 ner co nus poxaenus POKK // Kanennapb 3HaMeHaTEIbHBIX U MAMSTHBIX JIaT UCTOPUH 3/IPaBOOX-

panenuns YntuHckoi obmactu Ha 1992 1. Ywmra, 1992.

Lynpux P. /. JlutepaTypHOE, HCTOPHYECKOE W MEIUIIMHCKOE KpaeBeneHue // M30paHHble Tpynbl mccieqoBaTeneii 3a-
Oatikanbs. Yura, 2014.

@aoeesa A.I1., Yepenanos FO.A. 110 net co aust opranuzanun Yntuackoro ynpasnerus Poccuiickoro Obmectsa Kpac-
Horo Kpecra (1894 r.) / Kanennapps 3HaMeHaTEIbHBIX U MIAMSATHBIX AT HCTOPUH 37[paBooXpaHeHnss YuTHHCKOH obnacTn
Ha 2004 1. Ywura, 2004.

. Jazapesa C.U., Cepeees O.H. Pomb roponckux aym JlanmpHero BocToka B akTHBH3AIMK COIMANBHON paboThl (90-¢ IT.

XIX B — 1917 r). Bnagusocrok, 2006.

10. Iianyes C.I1. PoxxieHne peHTTEHOJOTMU Kak BpadeOHOI crienuanbHOCTH / Marepuaibl MeKIyHapoIHOTO CUMITO3H-

yMa. AKTyaJIbHbIC BOMPOCHI MCTOPHUH MEIAMIMHBI U 3apaBooxpaHeHus. bromrerens HUU 001iecTBEHHOTO 310pOBBS
nMm. H.A. Cemamxo. Mocksa, 2014.

11. Manast sHumkionenust 3abaiikasnbs (3apaBooxpanenue U meauiuna). Hoocubupcek: Hayka, 2011.

12. Hetimaun A.JI. Tlamsitu cectpsl muntocepaust B.I1. TTasmyikoit // 3abaiikanbckas HOBb. 1919. 9 anperns.

ABTOpBI

BbATOEB K.Mm. H. Bpau anectesnonor-peannmaronor. ['bY3 «Hayuno-npaxrnueckuit
Cepeeui /lawudoH0oko8uy TIEHTP CHEIUATN3UPOBAHHOW METUIIMHCKON TIOMOIIU AETSIM UMEHU
B. ®. BoitHo-Scenenkoro JlemapraMeHTa 3paBOOXpaHeHHs ropona MoCKBED,
Anpec: 119620, . Mocksa, yn. ABuaropos, 38. E-mail: sbatoev@list.ru

«QUANTUM SATIS» 115
2017 » VOLUME | * No 3-4



TPEBOBAHUA K PYKONMUCAM, HAMPABIIAEMbBIM B XXYPHAI

TPEBOBAHUA K PYKOMNUCAM,
HAMPABJIAEMbIM B XYPHAI

(CocTaBneHo Ha ocHoBe «EanHbIX TpeGoBaHuii k pyKonucsiM, NpeAocTaBnsieMbiM B GUOMeaNLMHCK1E

XypHanbl» — International committee of medical journal editors. Uniforms requirements of manuscripts

submitted to biomedical journals)

Penaxuus ne paccmampusaem pyKonucH, He COOT-
BETCTBYIOIHE TPEOOBAHUSIM.

PaboTbl1, KOTOpBIE YKe ObLIH OIyOIMKOBAHKI B APYTHX
XKypHasax (COOpHHMKaX TPYAOB), IPUHUMAIOTCS K pac-
CMOTPEHHIO TOJIBKO NMPH HAJIWYUH MHCBMEHHOTO COIIa-
CHSl ITIABHOTO PEIAKTOPa COOTBETCTBYIOLIETO M3/aHMUSI.

IIpu HanpaBJeHUN CTATHU B PeJaKIHIO CJIexyeT

PYKOBOICTBOBATHCS CJEIYIOIMMHU NMPaBUJIAMU:

1.1. Pykomuch mpUHHUMAaeTCs Ha pPacCMOTpPEHUE
IIpY yCJIOBUH, YTO OHA HE IOJaBanach B JPYrHe U3-
JaHus, He pa3Mmentanach B MHTepHeTe U He ObLia Omy-
OnMKOBaHa paHee.

1.2. ABrop, Hampapisis pykonuck B Penakuuro, mno-
pyyaer Penmakiuu omyOnHMKOBaTh €€ B W3JaHHU. DTO
3HAYMT, 4TO ABTOp comiamiaercsa ¢ TeM, 4to Pemakuus
[OJIy4aeT UCKIIOYUTENIbHBIC IIPaBa Ha UCIIOJIb30BAHUE
pyxonucu (Bkmovast Gororpaduu, PUCYHKH, CXEMBI,
TaONMWIBl M T.11.) B TIeYaTH U B ceTd MHTEpHET, Ha 10-
BE/ICHUE JIO BCEOOIIETO CBEICHMS.

1.3. IIpaBa Ha PyKOIIUCH CUUTAIOTCA NEPEIAHHBIMU
ABtopoMm Pemaknmm ¢ MOMeHTa mepenadu ee A ITy-
OJMKaLUK B U3AaHUH.

1.4. Ykazannsie B 11. 1.2 npaBa ABTop nepenaet Pe-
nakiuy 0e3 OrpaHMYeHUs] CPOKa UX ACUCTBHS Ha Tep-
putopuu Poccuiickoit @eaepanuu.

1.5. Penmakuus BrpaBe NepeyCTYNUTh MOMyYEHHBIE
oT ABTOpa IpaBa TPETHUM JIMIIaM U BIIPaBe 3alpeInaThb
TPETHUM JIUIIaM JIF000€ HCIIONh30BaHUE OIYOINKOBAH-
HBIX B )KypHaje MaTepHajosB.

1.6. ABTOp rapanTHpyeT HaJIU4HE Yy HEro UCKIIO-
YUTENbHBIX IMPaB Ha MCIOJIB30BAHHME MEPETAHHOIO
Penakiuu Marepuana. B ciydyae HapylieHUs HaHHOU
TapaHTHH U MPEIBSIBICHUS B CBSI3U C 3TUM NPETEH3UH
K Pepmakium ABTOp camMOCTOSTENBHO U 3a CBOHM CUET
00s13yeTcsl yperyaupoBarh Bce NpeTeH3uu. Pemaxnus
HE HECET OTBETCTBEHHOCTH Mepej TPETbUMH JHIIAMU
3a HapylleHUE JaHHBIX ABTOPOM rapaHTHil.

1.7. 3a ABTOpOM COXpaHSETCS MPABO UCTIOIHE30BAHUS
OITyOJTMKOBAHHOTO Marepualia, ero (pparMeHToB W ya-
CTell B JIMYHBIX, B TOM YHCJIE€ HAYYHBIX, IIPETIOAABATEIIb-
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CKHX ICJIAX, a TAKXKC OHy6JII/IKOBaHI/I$I B UHBIX U3JaHUAX
(hparMeHTOB CO CCHUTIKOM Ha OCHOBHYIO ITyOJIHKAIHIO.

1.8. Tlepemneyarka MaTepHAJIOB, OIMyOJIMKOBAHHBIX
B XKYpHaJe, IPyTuMH (QU3HYECKIMHU U IOPUAHYECCKIMU
JIMIIAMH BO3MOYKHA TOJIBKO C MMMCHbMEHHOTO cormacus Pe-
JIAKIMU ¥ ¢ 00s13aTeNIbHBIM YKa3aHUEM HOMeEpa JKypHajia
(roma n3maHus), B KOTOPOM OBLT OITyOITMKOBaH MaTepHall.

1.9. Penakuus He HECET OTBETCTBEHHOCTH 32 JJOCTO-
BEPHOCTH MH(POPMAIUH, TTPEICTABICHHON B PYKOIHCH
ABTOpOM.

TPEBOBAHUSA K O©®OPMJIEHHUIO

TEKCTA CTATbU

B peoaxyuio npedcmaenaromcsa:

— ONPOBOAUTENHFHOE MHCHMO Ha ONaHKe Y4peKe-
HUS, U3 KOTOPOTO BBIXOAUT CTaThs;

— TICYATHBIM DK3EMIUIApP CTaTbH BU3UPYETCA PYKO-
BOJIUTENIEM YUPEXKACHUS, U MOCIETHSS CTpaHUIla
TEKCTa CTaTbU B 00513aTE€IHHOM MOPSAKE NOKHA
OBITH MOJICaHA BCEMH aBTOPaMH, C YKa3aHHEM
MMEHH, 0TYeCTBa U (paMUIINH, IOYTOBOTO aJpeca,
TeaedoHa u daxca (CIIy>keOHOro MM JTOMAITHE-
T0) 1 aJipeca JIEeKTPOHHOHN MOYTHI, Y4€HOH cTere-
HH, 3BaHUs, MeCTa pabOThl U TOJDKHOCTH;

— DJIEKTPOHHBII BapUAHT CTAaTbU 110 AIEKTPOHHOMU
MIOYTE WJIN HAa HOCUTEIIE.

1.1.1. Crarpst nomxkHa OBITH pacriedyaTana Ha Oyma-
re opmara A4 (210x297 MmM), opueHTAITNS KHIDKHAS.
Pa3mepsl moneit: BepxHee — 25 MM, HIKHEE — 25 MM,
neBoe — 35 MM, mpaBoe — 25 MM.

Hywmeparus ctpanuil ocyuiecTBiseTcsl ociaenoBa-
TEJNbHO, HAYMHAsI C TUTYJIBHOTO JIUCTA.

1.2. TIpu Habope HA KOMITLIOTEPE HCIIOJIB3yeTCs
mpudt Times New Roman Cyr pazmepom 12 myHKTOB,
YEPHOTO 1IBETA, BEIPAaBHUBAHME IO JIEBOMY Kparo. 1H-
TepBajbl MeKAY ab3aamu OTCyTCTBYIOT. OTCTYI nep-
BO# cTpoku ab3ama — 15 mMm.

1.3. Beimenenust B TEKCTE MOXXHO TTPOBOAUTH TOJb-
KO KYpPCHBOM WJIM TIOJIY>KUPHBIM HadepTaHueM OYKB,
HO He nofguepkusaHueM. M3 tekcra HeoOXonumo yna-
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JIUTH BCE MOBTOPSIFOIIUECS MTPOOEIIBI U JIMITHUE Pa3phl-
BBl CTPOK (B aBTOMaTHYECKOM pPEXHME 4Yepe3 CepBUC
Microsoft Word «HaiiTH 1 3aMEHHUTBY).

2. TUTYJIBHBIN JIUCT

TUTyIBHBIN JHUCT CTaTbU OIDKEH OBITH OQOpMIIEH
Ha pyCCKOM nu aHFHHﬁCKOM A3BbIKAX U coz[epncan,:

— Ha3BaHHC CTAaTbu,

(haMUITHIO ¥ MHUITHABI aBTOPOB HAa PYCCKOM SI3BI-
K€ U B TpaHCIIMTECPAIUH,

— ITIOJIHOC HAMMCHOBAHUC yqpex(z[eHI/Iﬁ, B KOTOpLIX
paboTarOT aBTOPHI C 00s3aTEIbHBIM yKa3aHU-
cM CTaTyca OpFaHI/I3aI_II/II/I, cc BGHOMCTBGHHOﬁ
l'IpI/IHaIUIC)KHOCTI/I;

MOYTOBBIH ajipec (C HHAEKCOM) YUPEKACHUS, TO-
poxn, cTpany;

2.1. Pe3tome

Pestome crarey AOKHO OBITH CONEPKaTeTbHBIM (OT-
pakaTth OCHOBHOE COJICPIKAHUE CTaThH M PE3YJIbTaThl HC-
CIICIIOBAHUS) ¥ CTPYKTYPHUPOBAHHBIM (CIICIOBATH JIOTHKE
OITUCAHMS PE3YJILTATOB B CTAThe), KOMITAKTHBIM, HO HE KO-
potkuM (o6bemom 110 200 ciioB — He 6omee 1500 3HaKoB
¢ pobesamu). Pe3roMe sSIBISETCS OCHOBHBIM HCTOYHHUKOM
MH(OPMAIIMHU B OTEYECTBEHHBIX U 3apyOS:KHBIX HH(pOpMa-
LMOHHBIX CHCTeMax M 0a3ax MaHHBIX, HHACKCHPYIOIINX
JKYpHAJI, IPU3BAHO BBIMOIHATH (DYHKIIUIO HE3aBUCUMOTO
OT cTaThl UcTOUHHKA nHpopMmarwy. [1o pestome k cTarbe
YHTATEIb IOJDKEH TIOHSTh CYTh UCCIICIOBAHMUS UITH OCHOB-
HBIE WIen 0030pa, a TaKkkKe OMPEACIUTh, CTOUT JIN 00pa-
IIaThCS K MOJHOMY TEKCTY CTaThU JUIS HOMy4eHHs Oosiee
noipoOHo# nHpopmarmu. HacTosTenbHO peKOMEeHIyeTCs
CTPYKTypa pe3foMe, MOBTOPSIONIAs CTPYKTYPY CTaThH.
Pestome OIDKHO OTpakaTh UMEHHO CONIEP)KaHUE CTaThH,
a He OBITh TIOBTOPOM IVIABKH «3aKioueHne» («BBIBOIBD)).

3. OPUTMHAJIbHBIE CTATbU
IInan nocmpoenus OpUrHHAIBHBIX CTAaTeH CIEAyIO-
mui: «BBenenue», «Marepuansl 1 METOABD, «Pe3yib-
TaTel», «OOCcyXaeHune» (IomycKaeTcs OObeIMHEeHHE
JIBYX TMOCTIETHUX pa3/ieioB B oarH — «Pe3ynbTars! u 00-
Cy)XIeHue» ), « BeiBomby (1o myHKTam) u «Jlureparypay.
— PexoMennyembiii 00beM opuzunanbHol cmamopu
HE JIOJDKEH TPEBHIIATh 12 CTpaHUIl MAIIUHO-
MMACHOTO TEKCTa, 3aMETOK M3 MPAaKTHKU — 5,
nekiuil — 15, o630pa nureparypsl — 20 (cran-
JapTHasl CTPaHUIlAa MAIIMHOMUCHOTO TEKCTa
conepxut 1800 3HaKOB ¢ mpoOeTamMu).
— Ilpu moaroroBke MarepHagoB PEKOMEHAYETCS UC-
TOJIB30BATh MOCJICIHNE TaHHBIEC (32 5—6 JeT),

«QUANTUM SATIS»

B 0030pax orpaHHYMBaTh OMOIHOrpadUUeCKU
crimcok 50 NCTOYHMKAMU ¥ MUHUMAJIBHO IUTH-
poBaTh cOOCTBEHHBIE PabOTHI.

3.1. TepMuHBI U onpeaeTeHHUs

3.1.1. Bce TepMUHBI U OTIpENIENeHUS TOJHKHBI OBITh
HAay4YHO JIOCTOBEPHBIMHU.

3.1.2. B TekcTe Takxe CIeAyeT NCTIONb30BaTh MEX Y-
HapOAHOE HENAaTeHTOBAaHHOE HA3BaHME JIEKAPCTBEHHBIX
cpeacts. [Ipy HEOOXOAUMOCTH MOXHO HCIIOJIBH30BATh
TOProBO€ Ha3BaHHE, HO He Oonee 1 pas3a Ha cTaHOAPT-
Hyto crpanuiy (1800 3HakoB ¢ mpoGenamu).

3.1.3. [lo3Bl NEKapCTBEHHBIX CPEACTB, EIUHULIBI
U3MEpPEHHs] U JPYyTUe YUCICHHbIC BEJIMYMHBI JOJDKHBI
ObITh yKazaHbl B cucteme CH.

3.1.4. XKemarenpHO, yTOOB HamwcaHusd (HEPMEHTOB
cooTBeTcTBOBaNM cTanaapty Enzyme Classification.

3.1.5. Hacnemyemble nnu ceMeliHbie 3a00JIeBaHUS
PEKOMEH/TyeTCsl IPUBOJTUTH B COOTBETCTBUH C MEXTY-
HapOJHOH KiaccupuKanyeil HacIeIyeMbIX COCTOSHUM
y genoBeka Mendelian Inheritance in Men (http://ncbi.
nlm.nih.gov/Omim).

3.1.6. Ha3Banust MUKpOOPTaHU3MOB JIOJKHBI OBITh
BBIBEPCHBI 10 H3JaHHI0 « MequInnHCKass MUKpOOUOIIo-
rusi» (mon pen. B.U. IlokpoBckoro) uiam B COOTBET-
CTBUH € «DHIMKIIONEANIECKUM CII0BAPEM MEIUIIMHCKUX
TepMHUHOBY (B 3 Tomax, mox ped. b.B. Ilerposckoro).

3.1.7. TloMuMO OOIIETIPUHATHIX COKpAIICHUI eau-
HUI] U3MEpeHus, (PU3MUECKHX, XMMHUYECKUX U Ma-
TEMaTUYeCKUX BEJIMYMH M TEPMHHOB, JOITYCKAIOTCS
ab0peBHaTyphl CJI0BOCOYECTAHUH, HaMOOJIEe YacTo Io-
BTOpSAIOLINXCS B TeKcTe. Bee BBogMMbIE ABTOPOM OyK-
BEHHBIE 0003HAaUCHUS U aO0OpeBUATYPHI JOHKHBI OBITH
pactpoBaHbl B TEKCTE MPH UX MEPBOM YIIOMHUHAHHU.

3.2. I'paduxm, cxembl, pUCyHKH, poTOorpadpuu

O0beM epaguueckozo mamepuana — MUHIMaIbHO
HEOOXOIUMBIH.

Ecnu pucyHku panee yxe MyOIHKOBaINCh, HEO0XO-
JMMO yKa3aTb OPUTMHAJIBHBIA HCTOUYHHK U IPEICTABUTD
MMCbMEHHOE pa3pelleHre Ha HX BOCIPOMU3BEJEHUE
OT Jiep KaTessl MpaB Ha MyOnuKanuio. PUCYHKH U CXeMBI
KeJlaTeJIbHO TyOnnpoBaTh B OTJAEIBHOM (aiine.

B otnenbHOM (aiine mpuiararoTcs ROORUCH K PU-
CYHKaM B MOPsIIKE UX HyMEpaLuy.

B Tekcre crarbu ciemyer 0003HaYaTh MECTa JUIS JKe-
JIaTeJIbHOTO pa3MeleHns TpauKoB, CXeM U PUCYHKOB.

3.2.1. I'paduku, cxembl, quarpaMmel u (Gotorpa-
(UK MOIDKHBI OBITH 0003HAUCHBI KaK PUCYHKH, MPO-
HYMEPOBAHBI B IIOPSIKE YIIOMUHAHUS B TEKCTE, UMETh
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TPEBOBAHUA K PYKONMUCAM, HAMPABIIAEMbBIM B XXYPHAI

Ha3BaHHE (IOAPHCYHOUHYIO MOINMKCH) U MPH HE00XO-
IUMOCTH TpuMedaHusi. OHU HE OJDKHBI TTOBTOPSTH
cojiepKaHue TaOIuII.

3.2.2. I'padukm, cXeMbl U AWArpaMMbl PUHUMA-
I0TCSL B DIICKTPOHHOM BapuaHTe B (popmarax Adobe
lustrator, a gororpadpun — B popmare TIFF (paspe-
menne 300 dpi).

3.2.3. Ocu rpaduKkoB JOKHBI UMETh Ha3BaHUS
U pa3MepHOCTh. I paduk gomkeH OBITH CHaOXKeH Jie-
reHjoi (0003HaYCHUEM JIMHUK | 3arnonHeHui). B ciy-
Yyae CpaBHEHHS JHarpaMM CJeIyeT yKa3bIBaTh JOCTO-
BEpPHOCTH paznuuuii. He pa3pemiaerca ncnosib30BaTh
3D-Mmopenu sl TUCTOTPAMMBL.

3.2.4. Ha dororpadusx HEOOXOAMMO yKa3aTb 0CO-
OCHHOCTH CTpEJIKaMU WJIM WHBIMH CHMBOJIaMH. Bce
CHUMBOIIbI, CTPETKA W HAAIKCH Ha TOJTYTOHOBBIX HII-
JIOCTPAIMAX JOJKHBI KOHTPACTUPOBATH C (DOHOM.

3.2.5. Hapmucy Ha pucyHKax U GoTorpadusx IT0mK-
HBI OBITH JJOCTATOYHOTO pa3Mepa, YTOOBI OBITH pazdop-
YUBBIMU TIOCIIC CXaTus s myOnukanuu. OnTuManb-
HBIH pa3mep 12 myHKTOB.

3.2.6. HemomycTMO MCTIONB30BAHKIE «CABOCHHBIXY,
«CTPOCHHBIX» H T.1I. pUCYHKOB. Heckonmpko n3o0paxe-
HUH, OObEAMHEHHBIX B OJUH PUCYHOK, JOJDKHBI OBITH
0003HaYeHBI JIUTEPOH («a», «O», «B» U T.[I.) ¢ 00s3a-
TEJIHHBIM OMMCAaHWEM TOTO, YTO Ha HUX M300paKeHO
B paMKax oOIIel MOAPHCYHOUHOH MOATHUCH.

3.2.7. Bce wucmomnp3yeMble CHMBOIBI (CTPEINKH,
OKPY>KHOCTHU U T.II.) JOJDKHBI OBITH OOBSICHEHBI. Bee
HCITIONTb3yeMbIe COKpAIlEHUs JTOJKHBI OBITH pacuimd-
pOBaHbI B aj(haBUTHOM IMOPSJIKE B KOHIIE OOIICH moj-
PUCYHOUHOH MOATHUCH.

3.2.8. B moamucsx k MukpodoTorpadusm ykasbiBa-
€TCS METO/I OKPACKH M YBEITUUEHHE.

3.3. Cnucok JauTeparypsbl

3.3.1. Crucok nuteparypbl JOIKEH OBITh HarleyaTaH
yepe3 IBOMHON UHTEpBa Ha OTACIIbHOM JIUCTE, KaXKIbIl
HCTOYHHK — C HOBOW CTPOKHM MO MOPSAKOBBEIM HOME-
pom. CChIIKH Ha UCTOYHHKH CIIeyeT 0003Ha4darh (Tipel-
CTaBJISITh) B TEKCTE apaOCKUMHU IH(pamMu B KBaIPATHBIX
CKOOKax M pacriojiararb B KOHIE IpeioxkeHns. CChUIKH
Ha HEOITyOJIMKOBaHHBIE paOOTHI HE JIOMTYCKAFOTCSI.

3.3.2. IlpaBuibpHOE OINHCaHUE HCIOJIb3YEMBIX
HCTOYHHUKOB B CIIMCKE JIUTEPATyphl, Hauboiee 3Hauu-
MBIMH COCTAaBIISIIOIIUMH KOTOPBIX SBIAIOTCS (haMu-
JIMM aBTOPOB, HAa3BAaHUS JKyPHAJIOB, FOf, HOMEP CTpa-
Hunpl cMm. B Uniform Requirements for Manuscripts
Submitted to Biomedical Journals (http://www.nlm.nih.
gov/bsd/uniform_requirements.html).
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3.3.3. HeoOxoaumMo npuBOIUTH (JaMUIINH BCEX aBTO-
POB CTaThH, COKpAIIEHHUS CITUCKA aBTOPOB, 0003Ha4dae-
MBIC KaK «H Jp.» WK «et al.»» HeJomyCTUMBI.

3.3.4. Criucok nutepaTypbl HEOOXOIUMO COCTABIISATh
B MOPsIKE IMTHPOBAHKSI aBTOPOB, a HE B alN(aBUTHOM
TOPSITIKE.

3.3.5. Cmemyer wucmnomb3oBarh Index Medicus
JUTSL TIOUCKA COKpPAICHUI Ha3BaHU JKyPHAJIOB.

3.3.6. Bce 10KyMeHTbI, Ha KOTOPBIE JIENIAI0TCS CChUIKU
B TEKCTE, JIOJDKHBI OBITh BKITIOYEHBI B CIIUCOK JINTEPATYPHI.

3.3.7. B cnucoK JIUTEpaTyphl HE BKIIIOYAIOTCS CChLI-
KU Ha JTUCCepTaMOHHbBIe paboThl, aBTOpedeparsl, Te3u-
CBl, OIyONMKOBaHHBIE Oosee IBYX JIET Ha3al, a TaKkKe
MaTepraibl, HATMYHEe KOTOPBIX HEBO3MOXKHO IPOBE-
pUTH (MaTepuanbl JOKAILHBIX KOH(pEPSHIHIA U T.11.).

3.3.8. JKenarenbHO cChUIAThCS HA MEYATHBIE HCTOUHUKH
B TICPUOMIECKHUX M3IAHMSIX, BXOASIIMX B crimcok BAK.

3.3.9. C uenbio NOBBILICHUS] TUTHPOBAHUS aBTOPOB
B J)KypHaJIe U C y4eTOM TPeOOBaHWI MEXTyHa-POITHBIX
CUCTEM IUTUPOBaHUS, OHOIMOTpaUUECKUE CIUCKU
BXOJIIT B QHIVIOSA3BIYHBIA ONOK CTaThbW. DTO O3HAYAET,
YTO aBTOPBI JIOJKHBI IPEOCTABIATH CIIUCKH JIUTEPATY-
PHI B IBYX BapHaHTax: OJWH Ha S3bIKE OpUTHHANA (pycC-
CKOSI3BIYHBIC MCTOYHUKH KUPUJLIHIICH, aHIVIOSN3BIYHbIC
JIaTHHULIEH) ¥ BTOPOI poMaHU3MPOBaHHEIH (references).
B poMaHM3MpOBaHHOM CTIMCKE JTUTEPATYPHI JOIDKHA TIPO-
BOJIMTHCSI TPAHCIUTEPAIHS PYCCKOSI3BIYHBIX HCTOYHUKOB
C WCIOB30BaHNEM O(PHUIMAITBHBIX KOAUPOBOK B CIIEIY-
IOIIEM TIOPSIJIKE: aBTOPBI, HA3BAaHWE CTaThH WIJIM Ha3Ba-
HUE KHWTH, a TaK)ke Ha3BaHHE WMCTOYHWKA (Ha3BaHUE
KypHalia, U3/aTellbcTBA) TPAHCIUTEPUPYIOTCS TIPU TIO-
MOIIH KOTUPOBOK, & HA3BAaHWUE CTAThU WJIM KHUTH U KYP-
Hajia eIe W MepeBOIITCS Ha aHTIIMHCKAHN SI3BIK (CMBIC-
JioBasi TpaHciaurepaiys). B konre oubnuorpaduueckoro
OIMCaHHs POMAaHU3UPOBAHHOTO MCTOYHUKA YKA3bIBAET-
csl SI3BIK OpUTHHAJIA B KPYIIbIX ckoOkax (in Russian).
s ynoOcTBa TpaHCIUTEpauy BO3MOXKHO HCIIOIb30Ba-
HUE OHJaitH-cepBHca: http://ru.translit.ru/?account=bgn.

3.3.10. 3a mpaBuABHOCTH OUOIHOrpadUUECKUX AaH-
HBIX OTBETCTBEHHOCTh HECET ABTOP.

3.4 Undopmanus 06 aBTopax

B crarbe nomkHa ObITH HHGOPMALIKS 000 BCEX aBTOpaXx:
(bamumnust, M5, OTYECTBO MOTHOCTHIO;

— JIOJDKHOCTB;

— 3BaHHUE;

— MecTo paboThI;

— Ha3BaHHE OpTraHU3aLNY;

— ajpec JEKTPOHHOM MOYTHI;

— TenedoH.

«QUANTUM SATIS»
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MUIMAN HAYYHO-NPAKTHYECKOID LEHTPA CRELMANH3HPOBAHHDI

MEAWLHHCKOW NOMOLLM QETAM WMEHH B.M. BOWHO-ACEHELKOrD

MOCKOBCKMIA LIEHTP nannvaTMBHOW NOMOLLM AETAM ABNAETCA ne4yebHO-NPodMNaKkTM4ECKUM CTPYKTYp-
HbIM nogpasgenenvem HIL n HaxoguTca no agpecy: . Mockea, yn. YepraHosckas, Jom 56 A.

MannuaTuBHbIN LEHTP NpeaHa3Ha4eH Ans OCYLLECTBNEHUS KOMMNIEKCa Mep, HanpaBneHHbIX Ha yny4lleHue
KayecTBa XMU3HW AeTel, CTpaaaroLmnx HeU3NeYMmMbIM1 UK TPYAHOM3NEYMMBIMU XPOHUYECKMMM 3a00neBaHu-

MU PasnMYHOro Npoduns, BKIOYas MEAVLMHCKYIO, COLMArbHYIO, NCUXONOTMYECKYIO U yXOBHYHO NOAAEPXK-
Ky OONbHbLIX U YNEHOB UX CEMEN.




(UAUAN HAYYHO-NPAKTHYECKOTD LIEHTPA CNEUHANM3HPOBARHOI
MEAHLHHCKOH NOMOLLW AETAM HMEHH B.D. BOWHD-ACEHELKOMD

Mo pewenuto lMpaeutensctBa MoCkBbI Ha TeppuTopuM HaumoHanbHOro napka «JI0CWHbIA OCTPOB» MO
agpecy Mockea, yn. boratblpckuit MocT, 17 BeQ&Tcs NOAroToBKa K OTKPbLITUIO neporo B Mockse LleHTpa
AornevymBaHusa U peabunutauyum AeTen ¢ OHKONOrMYeCKMMU U HEBPONOrnyecknumu 3abonesaHnAMN BMme-
CTUMOCTbIO 60 Koek. [1naHnpyeTcs ycTaHOBKa HOBEWULLEro YHUKanbHOro obopynoBaHus, He MMeoLLLEero
aHanoros B Hawew cTpane. MNpoekT passuTtua LIAPL peanusyetcs BO B3anMOAeNCTBUM CO cneunanu-
cTamu B 00nactu OHKOMOrMM U NCUXOHEBPONOrMm Aetckon 6onbHuubl «bambuHo [xesy» (Utanus,
Pum), pacnonaratowen yHuKanbHbIMU TEXHONOrMSMU peabunutayun geten.




