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MNEPEJOBAS

3HauyeHne JOCTHKEHHI MeIMIIMHCKOM N'eHeTHKH JIJIs peleHus MPo0/ieMbl HapylIeHUsI
pa3BuTHA y AeTen

E.A. Huxonaesa

OCIM «Hay4yHO-mccnenoBaTeNnbCKNn KNMHUYECKUI MHCTUTYT neamatpum um. akag,. t0.E. Benstuwesa» Fr60OY BMNO PHUMY
M. H.W. Muporosa MuHagpasa P®D, Mockea

Value of achievements in genetics in solving the problems of children with developmental
disorders

E.A. Nikolaeva

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Ministry of Health of the Russian Federation, Moscow

IIpencraBieHbl OCHOBHbIE TOCTHXKEHUS] MEIMIMHCKON reHeTHKH, CIIOCOOCTBYIOMME HACHTU(DUKAIMH NPHYUH 32ePKKH PA3BUTHS
M YMCTBEHHO# OTCTAJIOCTH Y JeTeil, MOBbIIeHUI0 3(h(eKTHBHOCTH JieUeHHs MANMEHTOB W MpPeAyNnpeRIeHNI0 TIOBTOPHBIX CJIy4aeB
B cembe. IIlupokoe BHeapeHHEe MOIEKYISPHO-TeHETHYECKMX METOIOB M AHAJIN3 TeHO()eHOTUIHMYECKUX KOPPesuii Mpu CHHAPOMe
PeTTa, roMONMCTHHYPHH, MUTOXOHIPHAJIBHBIX U JIPYTHX 3200/IeBAHUAX JAI0T OCHOBAHHME /IS IPOTHO3UPOBAHUS TedeHHs 00JIe3HU
U MeIMKO-TeHETHYECKOT0 KOHCYIbTHPOBaHUS. VCcrob30BaHNe COBPEMEHHBIX METOIOB MOJIEKYJISIPHOTO KAPUOTUIIMPOBAHNS BE/IET
K YTOYHEHHUIO PUPO/IbI HAPYIIeHUi Npy paHee He AU depeHMPoBaHHBIX (hopmMax 3aaep:KKU pa3BuTusa. HecoMHeHHO, BaKHBIM 10~
CTHZKEHHMEM SIBJISIETCS Pa3padOTKA HOBBIX METOIOB JIeUeHHsI HACJIEICTBEHHBIX 00/I€3HEl 00MeHA BelIeCTB: B YACTHOCTH MeIMKAMEH -
TO3HOM, hepMEHTO3aMeCTHTEIbHOM, CYOCTPATPEAYIMPYIOIIEeii Tepanun.

Karouegwte caosa: demu, 3adepicka pazgumus, yMCmMeeHHAs 0mMcmanocms, cunopom Pemma, genurkemonypus, eomoyucmunypus,
MYKONOAUCAxXapuoo3vl, MUMOXOHOpUANbHbIe 00AE3HU, XPOMOCOMHbIE MUKPOOeAeyUul U MUKPOOYnAUKAuul, OUaeHOCMUKA, neHeHue.

The paper presents major achievements in medical genetics, which contribute to the identification of causes of developmental delay
and mental retardation in children, to the enhancement of the efficiency of treatment in patients, and to the prevention of recurrences
in a family. The widespread introduction of molecular genetic techniques and the analysis of genotype-phenotype correlations in Rett
syndrome, homocystinuria, and mitochondrial and other diseases give grounds to predict the course of an abnormality and to provide
medical genetic counseling. The use of current methods for molecular karyotyping leads one to specify the nature of disease in previ-
ously undifferentiated developmental delays. The development of novel treatments, including drug, enzyme replacement, or substrate
reduction therapies, for hereditary metabolic diseases, is certain to be an important achievement.

Key words: children, developmental delay, mental retardation, Rett syndrome, phenylketonuria, homocystinuria, mucopolysaccharido-
ses, mitochondrial diseases, chromosomal microdeletions and microduplications, diagnosis, treatment.

Ha COBPEMEHHOM JTalle pa3BUTUS 3ApaBooOXpa-
HEHUS Ha COCTOSHHE MHOTUX KIMHUYECKUX
NUCIUTIIMH OOJIbIIIOe BJIMSIHUE OKa3bIBAIOT YCMEXU
MEIVUMHCKOW TeHETMKMW — HayKu, H3ydyarwllein 3a-
KOHOMEPHOCTM Tiepelavyu IMOTOMKaM HacJeJICTBeH-
HBIX 3a0ojeBaHUil, CcmMOcoObl UX TPOGUIAKTUKH,
CBOEBPEMEHHON AMArHOCTUKM U JiedeHus. OueBujI-
HO 3HAYeHME ITOW HayKu IJIST pelieHMs 3aaad, CTOsI-
UX Tiepea TeauaTpueit, MOCKOJbKY IOIaBJsoIee
OOJILIIMHCTBO (OpM HACIEICTBEHHBIX OOJIe3Hell Ie-
OTHUpyeT B neTckoMm Bo3pacte. OcoOyi BaXXHOCTh
MPEICTABISIIOT TOCTMXKEHUSI MEIUIIMHCKON TeHEeTUKU
IS UAeHTUGUKALMKA TPUYUH 3aJepXKKU pa3BUTUS
M YMCTBEHHOM OTCTaJIOCTH y AeTel, pa3pabdOTKM CIIO-
co00B (PeHOTUTTMYECKON KOPPEKIIMU U TIPEIyTIPexKIe-
HUSI TOBTOPHBIX CJy4aeB B CEMbeE.

© Hukonaesa E.A., 2016
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Anpec 115 koppecnonnenuun: Hukonaesa Exarepuna AnekcaHapoBHa — J1.M.H.,
1.0. PYK.OT/ieJIa ICMXOHEBPOJIOTHM M HACJIeICTBEHHBIX 3a00JIeBaHUI C Hapy-
HIEHUEM TICUXUKU Hay‘{HO—I/lCCHCI{OBaTCIII)CKOI'O KIMHUYECKOIr0 HWHCTUTYTaA
neauatpuu um. akagemuka fO.E. Benbruiiesa

125412 Mockaa, yi. Tanngomckas, 1.2

HapyireHust pa3BuTHsI IeTeil BCTPEYArOTCS ITOYTH
y 10% nerckoro Hacenenus [1, 2]. Cpeay mpUYMH 3TUX
COCTOSTHMII CYIIECTBEHHOE MECTO 3aHWUMAlOT TeHeTHYe-
cKue (haKTOphlI, KOTOPhIE, K COXAJICHWIO, HEPEIKO OCTa-
JOTCS HepacIlo3HaAaHHBIMU. B CcTpyKType MHBaIWIHOCTH
JETCKOTO BO3pacTa TakKe 3HAUMTETbHas JOJSI MpUHAJI-
JIEKUT TEHETUYECKH JETEPMUHUPOBAHHBIM OOJIE3HSIM,
CUHIpOMaM, BpOXIEHHBIM TIOpOKaM, TIPU KOTOPBIX
OTCTaBaHWE HEPBHO-TICUXMYECKOTO pa3BUTHUS CIYXKUT
TOMMHMPYIOIIUM TIpu3HakoM [3, 4]. lnarHocTuka yka-
3aHHBIX 3a00JIeBaHUI TIPEACTaBIsIeT TPYIHYIO 3amady,
MpeXIe BCero B CBSI3M C OTPOMHBIM MHOTOOOpa3ueM
HacJIe/ICTBEHHBIX Maroiorudeckux ¢dopm. I[lokazaHo,
YTO TeHEeTMUYeCKWe IeTepMMHUPOBAHHBIE HaPYIICHUS
TMICUXOMOTOPHOTO M PEUYEBOTO Pa3BUTHS Y AeTei MpUOIn-
3uTeNIbHO B 15—20% ciiydaeB 0OYCIOBIEHBI XPOMOCOM-
HBIMU Te(PeKTaMH, B TOM YKCIIe MUKPOXPOMOCOMHBIMU
mepectpoiikamu, B 20% cirydyaeB — MOHOTE@HHBIMU 00JTE3-
HsIMU 0OMeHa BeltecTB, 10 20% caydyaeB — X-CleIIeH-
HBIMU (hopMaMU YMCTBeHHOI oTctaioctu, a0 10—15%
cllydaeB — MUTOXOHIpHUAIbHBIMU Ooje3HsMu [1, 5, 6].
PazpaboTka cnoco0OB AUArHOCTUKM U JIEUEHUS yKa-
3aHHBIX 3a00JIeBaHUII — TIPUOPUTETHOE HAIpaBIeHHE
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UCCIIeI0OBAHNIA, OCYIIECTBIISIEMbIX OTAECIOM ITCUXOHEBPO-
JIOTUM U HacaeacTBeHHBIX 3a0oneBannii HUKMW menma-
tpuu uM. akan. lO.E.Benbruinena.

BoisiBneHue X-cuenneHHbix ¢OpM YMCTBEHHOMN
OTCTaNnoCTU y Aaeten

AKTYaJbHOCTh MCCIIETOBaHUI X-ClLEIUIeHHbIX (opM
YMCTBEHHOW OTCTaJIOCTH OOYCJIOBJIEHA WX PacCIpoCTpa-
HEHHOCTBIO U BaXKHOCTHIO MEIUKO-TEHETUIECKOTO KOH-
CYJIBTUPOBaHUS WIEHOB ceMbU 00JbHOTO pebeHka. Han-
OoJiee yacTble 3a00JIeBaHUsI ITOM TPYIIIbI — YMCTBEHHAsI
OTCTAJIOCTh, CUEIJIEHHas C JIOMKOW XpomocoMoir X,
nnu cuHapoM FRAXA (wactora 1:3000—1:4000 y myx-
qyuH 1 1:6000—1:8000 y XeHIIWH), U cUHApPOM PeTra,
BCTPEYAIOIIMICS TTPEUMYIIIECTBEHHO Y JeBOYEK (4acTo-
ta 1:10 000—1:15 000). ITo manneiM B.FO. BouHoBoii,
cunapombl FRAXA (ren FMRI) v Petrra (ren MECP2)
obycioBnuBaloT 6ojee 4% cilydaeB yMCTBEHHOM OTCTa-
JIOCTU Cpeu MaJbuMKOB U JIEBOYEK COOTBETCTBEHHO [7].

KnuHnueckoe obciemoBaHre W KaTaMHECTUYECKOE
HaOJIoIeHre 3a 0OJIbHBIMM C CMHApoMoM Petta (Gosee
300 meTeit) MO3BOJMIO YCTAHOBUTH CTAJAMHHOCTbH Teue-
HUSI, OMpEeAeSUTh KapAWHaJIbHbIE CHUMIITOMBI OOJIE3HU
U BBIICIUTh KJIMHUKO-TeHeTUYeCKe (DOPMBI: KilacCude-
ckas (85% 6onbHbIX), aTunnuHas (5%), HertonHast (10%)
[8]. CornmacHo pa3paboTaHHOI KOJIMYECTBEHHOM IIKaye
Obl1a OlleHEHa 9KCITPECCUBHOCTD KaXKIOTO KITMHUYECKO-
ro MpU3HAaKa B OajuTax v ompeesieHa TsSKeCcTh 3a00eBa-
HUS, HanOoJiee BRIpaXkKeHHas IIPU KJIACCUIECKOU (hopMe.

Mytaiuu rena MECP2 Obutn uaeHTUGhUIMPOBAHbI
moutr y 90% OGONBHBIX IeTeil, MpUuYeM MyTallMu Topasiao
yaie oOHapyXXMWBaJIUCh MPU KJlacCU4ecKoit opme 060-
JIE3HU, YeM TIpU aTUMTMIHOM 1 HemoTHol dhopmax — 93%
npotuB 55%. HaubGonee 9acTo BCTpedaquCh HOHCEHC
n MucceHc myrtaruu (44 u 34%), pexxe —MyTalluud CO
CABUTOM pPaMKU CUMTBIBAHUS U JEJCUUM BHYTPU paMKU
CYMTBHIBAHUSI. YCTaHOBJIEHO, YTO PEKYpPpPEHTHBIE MyTa-
mnm — R255X, R168X, R306C, T158M u ap. — o6Hapy-
kuBatotcs moutu B 70% ciaydyaeB cuHapoMa Petra.

AHaM3 KIMHUKO-TEeHETUUECKNUX KOPPETSALIMIA TToKa-
3aJI, YTO HOHCEHC MyTauuu, reHa MECP2 u myTtauuu co
CABUTOM PaMKM CUMTHIBAHUS (TIPUBOIAT K CHHTE3Y YKO-
POYEHHON TOJUTIENTUIHONW 1IEMKW) JOCTOBEPHO Yallle,
YeM MUCCEHC MYTAllUM, COYETAIOTCS ¢ O0Jiee TIKETbIMU
KIMHUYECKUMHU MPOSBIEHUSIMU cuHapoMa. Kpome Toro,
YCTaHOBJIEHA 3aBUCUMOCTD TSDKECTU OOJIE3HUW OT MO3U-
LIMM MyTalluu B TeHe. Tak, MyTalWu, JIOKAJTM30BaHHBIE
omrke K 3'-koHmy reHa — R229X, R306C (He 3arpa-
TMBAalOT OCHOBHBIX (PYHKIIMOHAJIbHBIX JIOMEHOB Oeyika
MeCP2), onpeaensitoT MEHbIIYIO TSKECTh KIMHUYECKOM
CUMIITOMATHUKH |[8].

OrcyrcrBue mytauuii reHa MECP2 y HEeKOTOpBIX Tia-
IIMEHTOB CBHMETEICTBOBAJIO O TETEPOTeHHOCTH 3a00J1e-
BaHusA. MccrenoBaHUsIMU, TIPOBEIEHHBIMU COBMECTHO
C COTPYIHMKaMU JTabOpaTOPUM MOJIEKYJISIPHOM ITUTOTE-
HeTuku [9], BriepBbIe MMOKa3aHo, YTO CUHIpPOM PeTTta Mo-
JKET BO3HMKATH HE TOJIbKO B pe3yJibTaTe MyTalllii BHYTPH

NMEPELOBAS

rena MECP2, HO u BcaencTBue Mukponeiennii Xq28,
3axXBaThIBAIOIIMX yKa3aHHbI TeH. C aeienusiMu reHa
MECP2 cBsizanbl Jierkue (opmbl 3a001eBaHNsI, YTO 00b-
SICHSIETCSI HEpaBHOI MHaKTUBaleir xpomocombl X. Kpo-
M€ TOTO, y JIeBOUKM C aTMIMYHON (hOopMOIi CHHIpOMa
U HeraTuBHON Mo myrtauusiMm reHa MECP2 waeHTudu-
nupoBaHa myrtauusi reHa CDKL5, Koaupyoliero 6eyok,
KoTopblit akcnpeccupyetcst B kiaetkax LIHC u mpenmno-
JIOKUTEJBHO YUacTBYET B TeX K€ BHYTPUKJIETOUHBIX TIPO-
neccax, 4yto u 6esjok MeCP2.

ITonyyeHHble AaHHBIE TIO TOIUMOP(U3MY, T€HETH-
YecKoW TeTeporeHHOCTH cuHapoMa Perra, Hammuuio
KJIMHUKO-TEHETUYECKUX KOPPEJSIIUN MMEIT OOJIbIIIOE
3HaueHUe [JIs1 BHIPAaOOTKM ajJropyMTMa JUAarHOCTUKM 3a-
OosieBaHUSI, MPOTHO3UPOBAHUSI €r0 TeUEeHUsI U MEIUKO-
TEHEeTUYECKOTO KOHCYJIETUPOBAaHUSI.

PesynbraTel ucciaenoBaHUsI OCOOEHHOCTEH MHAKTH-
Baumu Xxpomocombl X B ceMmbsix (n=170) nereit ¢ X-cuen-
JICHHOW YMCTBEHHOU OTCTaJIOCThIO MOATBEPAUIU CYIIIE-
CTBYIOILIEE TTPETOI0XKEHNE, UTO ITOT IMOKa3aTe b MOXET
OBITh MCTIOJIB30BaH KaK KPUTEPUA TMAarHOCTUKY yKa3aH-
HbIX 3a00seBaHuit [10]. CaBur X-nHaKTUBAIIUM YCTAHOB-
JIeH y maTepeit nereil ¢ X-ClUerJIeHHbIMU CUHIpOMaMu
Kodpdpuna—Jloypu, bapra, Cumrncona—Ilonadbu, bio-
xa—Cynbioeprepa u ap. [lonyyeHHbIe pe3yabraTbl MOTYT
OBITb MCITOJIb30BaHbI JIJIsI MOBBIIEHUST 3G (PEKTUBHOCTH
JNIMATHOCTUKW W OMpeeeHUSI TeHETUYECKOTO MPOrHO3a
npu HenuddepeHIUMPOBAHHBIX (hopMax 3amaep>KKUA TICHU-
XOpEeYeBOTO Pa3BUTHSI.

UpeHTudunkauma ¢popm yMCTBEHHOW OTCTaNOCTH,
accoLMUPOBaHHO C MMKPOCTPYKTYPHbIMU
XPOMOCOMHbIMWU aHOMaNUAMU

VYKkazaHHOEe HarpaB/ieHUE OTKpPbIBAET HOBBIE TIEp-
CTIEKTUBBI B YCTAaHOBJEHUU TIPUYMH paHee He audde-
PEHIIMPOBAHHBIX COCTOSTHUI, COTPOBOXIAIOIIUXCS YM-
CTBEHHOU OTCTaJIOCTbIO, SIWJIETICHEeI, PacCTpPOCTBOM
MOBEJCHUSI, BPOXKIEHHBIMU IMOPOKAMU U MaJIbIMA aHO-
mamusimu  pasputus. [lo manneim C.I. BopcaHoBoii
U COaBT. [6], mpubIM3UTEeNbHO y 25% nereii, UMEIOIINX
rMokKasaHusl Ul aHajlM3a KapuOTUIIa, WCIOJIb30BaHUE
KJIaCCUYECKOM LIUTOTeHETUUECKOM TMarHOCTUKY HE J1aeT
pe3yJITaTOB, TOT/Ia KaK MPUMEHEHUE COBPEMEHHBIX MO-
JIEKYJISIPHO-IIUTOTEHETUUECKUX METOIOB (MOAU(bUKALINI
MeTOoJa CPaBHUTEIbHOW TEHOMHOW TUMOpUAM3ALAN —
CGH) no3BojiseT YCTaHOBUTb HAJIMYUE XPOMOCOM-
HBIX MUKpoabOeppaiuii, Bapuauuii uyncia konuit JTHK
(CNVs — copy number variations).

Tak, 61arogapsi BHEAPEHUIO MOJIEKYJISIPHOTO Kapuo-
TUTIUPOBaHUS (J1TabopaToOpusi MOJIEKYJISIPHON 1IIUTOTeHE-
mmiku HUKW nenmatpuun) Obuin uaeHTU(GUITMPOBAHBI
5 ciyyaeB MUKPOJEICUI IJTMHHOTO TIeda XPOMOCOMBI
7. Tllpu aHanu3e PEHOTUMUYECKUX TIPOSBJICHUN Y 3TUX
OOJILHBIX OBLT OTMEYEH PSii OOIIUX KIMHUYECKUX TPU-
3HAKOB: CHWXXKEHWE WMHTEJIeKTa, 3aJep>XKKa MOTOPHOTO
pa3BUTHS, CUMITOMATWYeCKasl OJIUJICTICUSI, Hapylle-
HUS TIOBEACHMUSI, JIMIIEBble MUKpOAHOMaIuU — OyJb00-
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Huxkonaesa E.A. 3naueHue TOCTIKEHUI MEUITMHCKOM TeHETUKHY JUTSI PENIIEHNUST TPOOIeMBI HAPYITEHHUST PA3BUTHS Y TeTeit

BUIHBIN HOC, KPYMHBIN POT, TUIIEPTEIOPU3M, JUTUHHBIN
GuabTpyM, TOHKAsl BEpXHsIS Ty0a, IIMPOKOEe OCHOBaHHUE
HOca, HU3KO PacCIOJIOXKEHHBIE YIIIHbIE PAKOBUHBI, SIH-
KaHT, MaJleHbKasi HMXHss demtocTb [11]. O6cyxmnaet-
Csl BOMPOC O BBIICJEHUU CJIydyaeB AUCTAJIbHOU Jeelun
JIJTMHHOTO TJIeYa XpOMOCOMBI 7 B OTHAEIbHBIN reHeThuYe-
CKUI CUHAPOM.

Kpome Toro, y psina HabGogaBIIMXCsl OOTbHBIX ASTEH
OBbUIM BBISIBJIEHBI MUKPOJEIEHIMA U MUKPOIYTUIMKAIIUU,
B TOM YUCJIe: MUKPOJIEJICLIMOHHBIN cuHApoM 2q37.3; Mu-
Kponenelusi 1 CerMeHTapHbI y4acTOK TOTEpU TeTepo-
3UTrOTHOCTU B peruoHe 15q11.2-ql3 (cuHapom AHreNb-
MaHa); UHTpareHHasi MUKpoayIiukaius B reHe ATP7A
(cunapom Menkeca) u ap. Takum oGpa3om, OOJIBIIIYIO
aKTyaJIbHOCTh TIPMOOpETaeT BOMPOC pa3pabOTKM ajiro-
pUTMa MEIMKO-TE€HETUYECKOrO KOHCYJIbTUPOBAHUS Ce-
MEN ¢ JaHHOW MaTOJIOTUENA.

OunarHoctuka n neyeHuve peten
C HacneacTBeHHbIMU O0ne3HaMU o0OMeHa BelecTs

Pannsst nnarHocTuka (opM HaclenCTBEHHbBIX 3a00-
JIeBaHU, 00YCIIOBJIEHHBIX NeeKkTaMu oOMeHa BelleCTB,
nMeeT 0co0yr0 BaXXHOCTh B CBSI3W C TEM, YTO MPU MHOTUX
U3 HUX pa3paboTaHbl criocoOsl Tepanuu. CriMcok 3abo-
JIEBAaHUM, TIOAMAIOIIMXCS JIEYEHUIO, TIOCTOSTHHO YBEJIW-
YUBAETCS; B HETO BXOST 00JI€3HU 0OMEHa aMUHOKUCIIOT,
OpPraHMYeCKUX KHUCIOT, KHUPHBIX KHUCJIOT, JU30COMHbIC
0oJsie3HU HakoTUieHUsI U Ap. DbGEKTUBHOCTD JIEYSHUS
HarpsIMyI0 3aBUCUT OT CPOKOB €ro Hayasa.

DeHWIKETOHYPUST ABJISIETCS Hauboliee pacrpocTpa-
HEHHBIM 3a00JIeBaHMEM M3 IPYTIIIbl HACJIEICTBEHHBIX Ha-
pylieHuii oOMeHa aMWHOKMCIIOT. BbisiBieHuEe OOJIbHBIX
OCYILECTBIISIETCS TI0 MpOrpaMMe HEOHATaJIbHOTO CKpH-
HUHTa Ha OCHOBAaHMU TMOBBIIIIEHHOTO YPOBHS (heHuIana-
HuHa B KpoBU. C MepBbIX HEAC/b XKU3HU T HAYNHAIOT
MoJjiyyaTh CMeUaIM3UPOBAHHYIO TUETOTEparinio, orpa-
HUYMBAIOIIYIO MOTpedsieHne (eHuIaJjlaHuHa, 4To obec-
MeYnBaeT MOJTHOLEHHYIO MEIULIMHCKYIO a0MIMTAIINIO.

OnHako WuccenoBaHUsl MoKasaiud, 4To rumnepde-
HUJATaHUHEMUS MIPU POXACHUU XapaKTepHa He TOJIbKO
I KJIaCCUYEeCKOi (heHUJIKETOHYpUU, OOYCIOBICHHOM
nedexkrom deHunanaHuHruapokcunassl (reH PAH),
HO Takke U JUIsT KoaKTOPHBIX (hopM O0JIe3HU, CBSI3aH-
HBIX ¢ AedeKTaMy TeHOB, KOHTPOJIUPYIOIIUX OMOCUHTES
U peakTUBalLMIO TeTparuapoouonrepuHa (reHsl PTS,
GCHI, DHPR, PCBD). B nonynsuuu EBpornbl 311 3200-
JIeBaHUs COCTaBISIIOT OT 1 10 3% Bcex ciydyaeB THIEp-
denmwranannHeMuu. B matoreHe3e KodakTopHBIX (popM
KJTIOYEBYIO POJIb UTPAIOT HEMPOMETUaTOPHbIE PACCTPOIi-
crBa [12, 13]. B cBsI3u ¢ mporpeccupyrommm TedeHUeM
oosiesHu u TsKecThio mopaxkeHusi LIHC kodakropHbie
¢dopMbI paHee UMEHOBAIUCh «3JI0KaueCTBeHHasT (heHWUI-
KETOHYPHUSI».

IIpoBeneHHBIIT HaMM aHaAIU3 KJIMHUKO-TEHETUYEe-
CKMX JaHHBIX 8 TIAllMEHTOB C OMOMNTEePUHACHULIMTHOMN
(koakTopHOI1) rurnepdeHwIaIaHUHEMUEH  ToKa3as

6oJee yacTyro BcTpedaeMocTh (n=7)! myrtanuii reHa PTS.
Y 2 u3 7 pmTenbHO HAOMIOIABIIMXCS MAllMEHTOB C Je-
(eKTOM yKa3aHHOTO TeHa B pe3yJbrare KJIMHUYECKOTO
o0cnenoBaHusl BbISIBIEHA Jierkasi hopma 3aboJieBaHUs,
y 5 — T1sxenas. [lonydyeHHBIe pe3ysibTaThl yKa3bIBalOT
Ha CYIIECTBOBaHME JIETKOW (opMbl KO(PaKTOpPHON TH-
nepdeHnIaTaHUHEMUH, YTO TTOAYePKUBAET 3HAYMMOCTh
paHHEl AMarHOCTUKKU U paHHETO Ha3HAYeHUsI Crielallb-
HOTO JICYEHMUSI.

OTAMYNTESIEHON OCOOEHHOCThIO KO(MaKTOpHON TH-
nepdeHuIaTaHUHEMUN  sIBJIsieTcs  Hea((hEKTUBHOCTh
M30JIMPOBaHHOI MalIo0EIKOBOI IMETOTeparnuu, KoTopas
HE CITOCOOHA MPeaOTBPAaTUTh TPOrPECCUpPOBaHUE KIIM-
HU4eckoi cumnrTomaTuku. Komruieke geyeHus: HabJIro-
JABIIUXCS OOJIBHBIX TMOMHUMO IHUEThl C OTpaHUYECHUEM
¢eHUNaNaHHA BKJIIOYal KO(MaKTOPHYIO Teparuio Tpe-
napaToMm TeTparuapooronTepuHa (carnpornTepuHa Turui-
POXJIOpU, WJIK KyBaH) B cpeaHeii 1o3e 10 Mr/Kr B CyTKH,
a TakxXe KOPPEKIHUI0 HEepoMeauaTOPHBIX PacCTPONCTB
npemnapaToM HakoM (13 pacueTa 1o JeBogore 10 10 Mr kr
B CyTKM). JleueHne HAUMHAIU C HEOOJbIIMX 03 YKa3aH-
HBIX TIpErapaToB, OKOHYATEJbHBIE M03bl OINPEACISINCh
WHAVMBUAYaIbHO B 3aBUCHMOCTH OT nepeHocumocTr. Ha-
OnroneHUs ToKa3ajau, YTO MEIUKaMEHTO3Hasl Teparus
obecrieynBaeT yaydlleHUEe TOJIEpaHTHOCTH OOJIBHOTO
opraHusMa K eHuIaJlaHHY, B CBS3U C 3TUM MO3BOJISIET
CYIIECTBEHHO PacUIMPUTh MHUILIEBON pallMOH JeTeil U OT-
KaszaTbCsl OT TIpHMeMa CIeUMaIM3MPOBAaHHOTO TIPOAYKTa
MUTaHUs, JUIIEHHOTO (peHWIalaHWHA. YCTaHOBJIeHa 3a-
BUCUMOCTD 3(P(PEKTUBHOCTU JICUCHUSI OT TSKECTH 3a00-
JIeBaHMSI, CPOKOB HayaJla Teparnuu 1 afeKBaTHOCTHU MO/~
Oopa 103 JIeKapCTBEeHHBIX CpeAcTB [14].

BaxxHbie pe3ynbraTbl ObLIM TMOJYYEHBI TPU KOM-
TUIEKCHOM OO0CeIOBAaHUY U JITMTEIbHOM HaOJI0IeHUU
22 mainyeHToB B Bo3pacTte ot 2 10 18 et ¢ apyrum 3a60-
JIeBAHMEM W3 TPYMIbl aMUHOALIMAONATUII — Kjaccuye-
CKOIf romourcTuHypuei. KapanHaabHbIMU TTpU3HAKaAMU
00JIE3HU CIIY>KWJIM YMCTBEHHAsl OTCTaJIOCTh, HapyllleHUe
(GU3NUECKOTo pa3BUTHUSI U OTIOPHO-IBUTATEIbHOTO arina-
paTta, HeBpoJIOTMYECKas CUMIITOMAaTHWKa, PacCTpoicTBa
CepAeYHO-COCYIUCTOM CUCTEMbI, TTATOJIOTHSI OpraHa 3pe-
Husl. bosee monoBuHbI TpobaHaoB (14 u3 22) ctpananu
B,-3aBucumoii popmoit romoumctunypun [15, 16].

VY 8§ mammeHTOB AMarHo3, yCTaHOBJEHHBI Ha OCHO-
BaHUU KJIMHUKO-OMOXMMUYECKUX TIoKa3aresei, Io/-
TBEPKIAEH MOJIEKYJSIPHO-TEHETUYECKUM MCCJIeI0BAaHU -
eM. [1pu 3TOM y HaGMIONABIIENCS KOTOPThI POCCUMCKUX
0OJIbHBIX ObUT BBISIBJIEH Psii ocoOeHHocTel. Myrtanust
p.11e278Thr, cuurarmmascs HauboJiee YacTOl cpeau
pa3IMUHBIX MOMYJISIIMI MUpa U OTBETCTBEHHas 3a (op-
MupoBaHue B -3aBucumMoro eHotuna, oOHapyxkeHa
TOJIBKO y OMHOTO OoJibHOTO. Jlpyrasi yactass MyTamus —
p.Gly307Ser, nmpuBofsiias K pa3sBUTHIO B -pe3ucTeHT-
HoOll ¢opMBI MaToJIOTMM, He ObLIa OOHapyXeHa BOBCE.

! MonekynsipHO-TeHeTUYECKIE UCCIeI0BaHMS BHITIOIHEHBI B LleH-
Tpe MOJIEKY/IsipHOM reHeTuku (npod. A.B. TTosskoBs).
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HauGonee uacroii y poccuiickux OojibHbIX (Y 5 u3 8
Mpo0OaHIOB) OKa3ajlach MyTallWdsl caiiTa cIlalicMHTa —
IVS11-2a->c., Benymias K B-3aBucumoii popme romo-
LHUCTUHYpUU. Y 2 cuOCOB MIeHTU(UIIMpOBaHA HOBasl,
He M3BeCTHas B JuUTepatype myTamus c. 1560 — 1569del
CACCGGGAAG, dopmupyromias Tsokenblid B -pesu-
CTEHTHBIN (heHOTUIT OOJIE3HU: paHHsIsT MaHUdecTauus
TSKEJION TIIa3HOW MaTOoJOTUU (BBIBUX XPYCTAJTUKOB, 3J10-
KavyeCTBeHHasi BTOPUYHAs TJIayKoMa) M CepaecYHO-COCY-
JIACThIE HApYIIEHUs ¢ pa3BUTUEM KPU30B (CITyTaHHOCTH
co3HaHus u open). Takum obpazom, JIHK-auarnoctruka
KJTACCUYECKOM TOMOLIMCTUHYPUHU TTO3BOJISIET BepUPUIII-
poBaTh IMATHO3, MPOTHO3MPOBATh TeUeHUE 3200 e BAHMS,
a TakKe OCYIIECTBIIATh MEIMKO-TEHETUIECKOE KOHCYITb-
THUpOBaHue cemeii [16].

Jns nedeHust OOJBHBIX MCIOJb30BajIach IUETOTEpa-
MHUSI ¢ OTPaHUYEHUEM MPOAYKTOB KUBOTHOTO MPOUCXO-
KIeHMsT, 0oraTbix MeTMOHUHOM. CyTOUHOE colepXKaHue
9TOM aMUHOKMCIIOTHI B palliOHE IMAallMeHTOB He TPEBbI-
majgo 10—15 mr Ha 1 Xr Maccel B cyTku. loTauus 6eska,
HEOOXOAMMOTO ISl HOPMaJIbHOTO pa3BUTHUSI OOJBHOTO,
OCYIIECTBIISIACh 3a CYET BBEACHUS OEJTKOBOTO TUAPOIM-
3aTa, JIMIIEHHOTO0 MeTHOHWHA. MeanKaMeHTO3HasT Tepa-
nus BKiovana npueM sutamuHos C, B, B ,, donuresoii
KUCJIOTBI, MSTKOIEHCTBYIOIINX aHTUKOATYJISTHTOB, TIpe-
MapaToB, HAIIpaBJIEHHBIX HA HOPMaJIU3aIli0 MUHEPAITb-
HOro ooMeHa, u Jp.

B mocnenHue roael B OoTaeNe BemyTCs pa3pabOTKU
CIOCOOOB ITMATHOCTUKU W JICUEHUST HACIEeICTBEHHBIX
HapylIeHit oOMeHa MypWMHOB W MUPUMUAWNHOB. Bojib-
IMUHCTBO (POPM 3TOM TMATOJIOTMH XapaKTepU3yeTCs TIpe-
umyiectBeHHbIM TopaxeHuem LHHC, ux amarHoctuka
OCTaeTCsl HeyIOBJIETBOPUTENBHOM, YTO YXYIAIIAeT UCXOJ
3a0o0eBaHnil U 3G HEKTUBHOCTL MEINKO-TeHETUIECKO-
TO KOHCYJIBTUpOBaHUs. Tak, 0MHOMY 13 HaOTIOTaBIINXCST
nereir ¢ cuHapomoM Jlema—HuxeHa (HaciaeacTBEeHHOeE
HapylieHre oOMeHa MypUHOB, O0YCIOBICHHOE JAeULIN-
TOM ¢epMeHTa TUMOKCAaHTUH-TyaHUH(ochHopnbdbo3m-
TpaHcdepasbl) IUarHo3 ObLT YCTAHOBJIEH TOJBKO B BO3-
pacte 8,5 Jet, Torda Kak IepBble IPU3HAKKM OOJIE3HU
MOSIBUJINCH Ha 3-M Mecsiie Xu3nu [17].

VYcranosieHo, uro cuHupom Jlema—Hwuxena mmeer
XapaKTePHbBI CUMIITOMOKOMITJIEKC B BUJIE TSKEIOTO TTO-
paxenusa LIHC, namomuHalomero IeTCKUii 1iepedpaib-
HBI Tapajdy, B COYETAaHWM C ypaTHOW HedpomnaTuei,
YTO TIOMOTAEeT BBIICIUTH €ro Cpeay MHOTUX O0oJe3Heit
HEPBHOW CHCTEMBI M 3aIlOO3PUTh B paHHEM BO3pacTe.
N3 4 obcnenoBaHHbIX OONBHBIX Yy ABYX (Bo3pacT 1 rof
4 mec u | rom 9 mec) Oblla JAMArHOCTMPOBAHA pPaHO
copMmpoBaBIIasicsi XpoOHUYecKasi MovYeuyHas HelxocTa-
TOYHOCTh, OOYCJIOBIIEHHAsT TM33MOPUOTEHE30M TOYEK.
[TonyyeHHBIE pe3ynbTraThl KIMHUKO-1a00paTOPHOTo 00-
CJIeIOBAaHMS CBUAETEIbCTBYIOT, YTO Y OOJBHBIX C CHHAPO-
MoM Jlema—HuxeHa HEOOXOAMMO He TOJBKO OIICHUBATh
B JWHAMWKE CTENeHb TUIEPYPUKEMUU M MOYECKUCITON
HedpomaTUu, HO TakKkKe KOHTPOJIUPOBATh (DUIBTpAIIv-
OHHYIO W KOHIEHTPAIMOHHYI0 (DYHKIMUM TIOYeK, TaK
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KaK pa3BMBAIOIIAsCS MMOYeuyHass HeJOCTATOUHOCTh BEJCT
K OrpaHUYEHUIO TTPOAOKUTETLHOCTH KU3HU neteit. [To-
MHMO KOPPEKIIMU HEBPOJOTUYECKUX U TTOBEAEHYECKUX
paccTpoicTB OOJIbHBIE HYXIAIOTCS B paHHEM Ha3Ha-
YEeHWHW Teparuy, HampaBJeHHOW Ha CHUXKEHHWE TUTep-
MPOAYKILIMM MOUYEBOI KUCJIOTHI, UTO TMO3BOJISIET CHU3UTh
pUCcK (POPMUPOBAHUST XPOHUUECKON TTOYEUHOM HETOCTA-
TouHoctH [17].

B mocienHure Toabl JOCTUTHYT 3HAYUTENBHBIN yCITex
B pelIeHUU TPOOJeMbl JIM30COMHBIX OOJIe3Heil HaKoM-
JieHust. Pa3paboTaHbl HOBbIE TEXHOJIOTMU JICUCHUSI DTUX
TSDKENIbIX 3a0osieBaHUii: (hepMEeHTO3aMeCTUTEIbHAST Te-
panus U cyOCTpaKTpenyLMpyolias Tepanus TeHHO-WH-
JKeHEepHBIMHU TIperapaTaMu. B oTaesie MCUXOHEBPOIOTUH
W HACJIEACTBEHHBIX 3a00JIeBaHMIl TTPOBEIECHBI KIMHUYE-
CKMe WCITBITAaHUS YKa3aHHBIX TperapaToB W OCYIIECT-
BJICHO JieYeHMEe TMalueHToB ¢ 6osie3Hbio Humana—ITuka
tun C, 6one3nbio [Tomme, mykononucaxapuaozamu I, 11
u IVA Timnos, nmo3BoJvBIlIee CYIIECTBEHHO YIYYIIUTh CO-
CTOsTHUE HeTeil. B wacTHocTH, (hepMeHTO3aMelaloNIyio
Tepanuto roiaydanu 10 60JbHBIX ¢ MyKOIIOJMcaxapua03a-
MM, B TOM YHcJie 7 IeTelt ¢ MyKomoaucaxapumao3om I trma
JICYMITUCH alTbIypa3uMoM, 2 peGeHKa ¢ MYKOIoJMcaxa-
puno3oM Il Tuna — ananpaszoii, 1 pebeHOK ¢ MyKOIOJIU-
caxapuno3om VA tuna — anocynbbasoii anbha. [lepoie
MOJIOXUTETbHBIE Pe3yJIBTaThl JJeUeHWsT HaOTIOIaIiCh Ye-
pe3 4—6 nen. [1pu Gosiee MIUTETBHOM HAOMIOAEHUM 3D~
(eKTUBHOCTb Teparnuu ObliIa JoKa3aHa TMOJOXUTEIbHOMN
NVUHAMUKOW TloKa3aTesiell IaroBoil mpoObl, (yHKUIMI
BHEIITHETO JBbIXaHUsI, YMEHbBIIIEHUEM MAacChl JIEBOTO Ke-
JIyI04YKa U pa3MepoOB MTapeHXUMAaTO3HBIX OPTaHOB, YBEJIH-
YeHWEeM aMIUIMTYIbI ABUKEHUM B CycTaBaX, CHUKEHHEM
MOYEIHOM IKCKPEINH TJIMKO3aMUHOTTINKaHOB [18]. On-
HaKo, K COXAaJIEHUIO, CIeMyeT OTMETUTh HETOCTATOUHYIO
3¢ HEeKTUBHOCTh JAHHOTO BHIA Tepalvu B TIaHe KOp-
PEKIIMU TICUXOHEBPOJIOTMYECKUX HAPYIIEHUI, YTO CBSI-
3aHO ¢ HU3KOW CMOCOOHOCTBIO (hepMEHTO3aMEeIIAIOIINX
MperapaToB MPOHUKATh Yepe3 reMaTodHIeMaTndecKuii
o6apbep. Takum oOpa3oM, ITpobIeMa TTOMOIIY ITalleHTaM
¢ nopaxenuem LHHC nanexa ot paszpeteHusl.

BbipeneHue kKnuHn4yeckux GeHoTunos
n audpdepeHumanbHas guarHocTmka
MUTOXOHAPUaNbHbIX 60N1e3HEN Y peTeit

MuTtoxoHApHUalbHble OONE3HM — TPYyMMa TIKETbIX
TIPOTPECCUPYIONINX 3a00JIeBaHU, OOYCIIOBICHHBIX TIEp-
BUYHBIMU TeHETUYECKUMU Ie(HeKTaMU KJIETOYHOTO IHEP-
rooOMeHa M XapaKTepHU3YIOIMNXCS MTPeUMYIIECTBEHHBIM
MopakeHWeM HEepBHOI M MBIIIIEYHOI crucTeM. 3aboJieBa-
HUST OTJINYAIOTCS TEHETUIECKOU TeTepOreHHOCThIo. B TO
Xe BpeMs TOKa3aHO, UTO COCTOSTHWSI, OOYCJIOBJICHHBIC
myTauusimu mutoxoHapuanbHoit JIHK, mpencrasnsitor
MEHBIIIYIO YacTh 3TOM MAaTOJOTUU, 3HAYMTETbHAs 4acTh
(mo 75—80% B meTckoM BO3pacTe) cBsI3aHa ¢ AeheKTaMu

2 He 3apeructpupoBaHHblii B PO npemnapar Ha3Ha4YeH IO KU3HEH-
HBIM [TOKa3aHKUsIM Ha OCHOBaHuUK petieHust KoHcummyma.
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reHoB sinepHoit JIHK, koHTponupytommnx 60JbIIMHCTBO
MOJIUTETITUIOB 3JICKTPOHHO-TPAHCTIOPTHOM 11eTn, (ak-
TOPBI COOPKY 1 (PYHKITMOHUPOBAHUS bIXaTETbHBIX KOM-
IUIEKCOB Ha MUTOXOHIpUAILHOW MeMOpaHe, OuoreHes
U COPTUHT MUTOXOHIPUiA, (hepMEeHTbl OMOCUHTE3a KO3H-
suma Q,, u zp. [19, 20]. B ocHOBe MUTOXOHIPHAIBHBIX
3aboneBaHmii yacTo (mo 30% ciyJaeB y aeTeit) JTeKUT He-
JIOCTaTOYHOCTh KoMruieKca | mbrxateabHoi 1enu, GyHK-
LIMOHUPOBAHUE KOTOPOTO ompenesstoT moutu 300 reHoB,
U3 HUX TOJBKO CEMb MPUHAMIEXAT MUTOXOHIPUATbHOMN
JHK [21].

B OonbimMHCTBE CcyyaeB MUTOXOHIpHWAaibHas Tia-
TOJIOTUSI XapaKTepU3yeTCsl MYJIbTUCUCTEMHOCTBIO TIO-
paxeHusi. KnmHuyeckass cuMnToMaTuKa 4pe3BblYaii-
HO pa3HoOOpa3Ha M TIpeAcTaBjieHa OOJBIIUM YHCIOM
CUMIITOMOKOMIUIEKCOB, WU KJIMHUYECKUX (DEeHOTU-
noB. M3BecTeH psill MUTOXOHIPUATBbHBIX KIMHUYECKUX
CUHIPOMOB C OIpeAeIeHHBIM COYETaHUEM TMPU3HAKOB
(cunapombl KepHuca—Ceiipa, MELAS, MERRF u nap.),
WX JMArHoCTHKa OOBIYHO HE BBHI3BIBACT 3aTPYIHEHMUSI.
OnHako MHOTHE KJIMHUYECKHEe (DEeHOTUIIBI MUMEIT He-
crnennUIecKyo CUMIITTOMATHUKY, OTPaXKalolyio, TIPeX/Ie
Bcero, BosieueHue LIHC u mbiieyHoit cucteMsl (3HI1Ie-
danomuonaTus), Mpu 3TOM yKa3aHHbIE COCTOSIHUSI MOTYT
OBbITb OOYCJIOBJIEHBI pa3IMUHbIMU JAedeKTaMu SIAepHOM
n mutoxoHapuanbHoit JJTHK [22].

B pesysnbrate mpoBeaeHHOTO B OT/IEIe KOMITJIEKCHOTO
o0cnenoBaHusl OOJIBIION TPYMIMbl JIeTeil C MOMO3pEHU-
€M Ha MUTOXOHIIpUaJbHbIE HApYIIEHUS] ObLTU BbISIBICHbI
68 MalMeHTOB ¢ MUTOXOHIPHUAIBHBIMU 3a00JIeBAHUSMM.
VYV 46 (2/3) ux HUX OBbIIM UAECHTU(PUIMPOBAHBI COCTOSI-
HUsI, OOYCJIOBJICHHbIE MYTallMSIMU MUTOXOH/IPUATbHOM
JAHK, y 22 — cocTosiHus, KOHTPOJUpYeMbIE SIIEPHOM
JAHK (MonekynsipHO-TeHeTUYeCK1e MCCIIeOBaHUS ObLIN
nposeaeHsl B MI'HLL PAMH, LleHntpe mosekymnsipHOi
reHeTuku, nadoparopuu lenorex). [Ipu nedexrax mMmuto-
xoHnpuanbHoit JIHK y GonbHBIX ObLIM BBISIBICHBI Clie-
nylole KIMHuYeckue (heHOTUIbl: cuHapomMbl KepHca—
Ceiipa, MELAS, MERRF, NARP, mutoxoHnpuaibHO
HacyieyeMblii cuHapoM JIu, MUTOXOHIpUaibHas dH1eda-
JIOMHONATUSI C KapIuOMMOMaTUEel, MUTOXOHApUATbHAS
sHUEedaToMUONaTUsI C MUPAMUIHO-3KCTpANTMpaMUTHBIM
cuHapomoM. Jleneunu muroxoHapuanbHoit JJHK n Tou-
KOBbIE MYyTallMd BCTPEYAIMCh TPUOIUZUTETBHO OIMHA-
KOBO 4acTO; MPU TOYKOBBIX MYTalUsIX IPeBaJIMPOBAIN
(cocTtaBnsist 3/4) mytaiuu reHoB TpaHcriopTHbIX PHK neii-
uuHa 1 Ju3uHa. [lpu nedexrax cyObeavHUIL AbIXaTeTb-
HBIX KOMIUIEKCOB Yallle CTpaaaiv KoMIuiekeol [ u V.

V nereii ¢ MUTOXOHAPUAIBHBIMM 3a00JIEBAHUSIMU,
obOycioBiieHHbIMU MyTauusimu sinepHoit JIHK, yctaHoB-
JIGHBI ClIeAylolue KIWMHUYecKre (heHOTUIIbI: ayTOCOM-
HO-peliecCUBHBIN cuHapoM Jlu, nelikoaHiedanonaTus
C TIOpaXkeHMEeM CTBOJIa MO3Ta, CITMHHOTO MO3Ta U MOBBI-
IIEHHBIM YPOBHEM JIaKTaTa B MO3TOBOI TKaHU, CUHIPO-
Mbl bapra, Anbriepca, ograibMoruiernyeckas sHieda-
JIOMUOTIaTUSI, MUTOXOHApUAbHAsT 2HIIe(DATOMUOTIATHS
C pe3Koil 3aiepKKoi (pU3NIECKOro pa3BUTUSI, CUHIPOM

neruteniun MutoxoHnpuanbHoit JIHK 7. HaubGonee va-
CTO IMarHOCTUpOBaIUCH MyTaluuu reHoB SURFI, DARS2
n POLGI. Kpome TOTO, OBLIN MIEHTU(MDUIIMPOBAHLI pell-
KO BcTpevaroniecs: nedektsl reHoB saepHoit JTHK —
reHa NDUFB9 w rena Twinkle. [23]. TakuMm oGpa3oMm,
MO JaHHBIM CTEUMATU3UPOBAHHOTO OTIEICHUS, BbIIC-
JIEHbl OCHOBHBIE KIIMHUYECKUE (DEHOTUTTBI MUTOXOHIPU -
aJIbHbIX 3200J1€BaHUI 1 HanboJIee YacTO BCTpevatouImecs
reHeTnuyeckue a1e@eKThl, YTO CJeAYeT YYUThIBATh IPU 00-
CJIeIOBaHWU JIeTell C MOM03PEHUEM Ha YKAa3aHHYIO MaTo-
soruto. [1peobiagaHue MUTOXOHAPUATBLHO KOAUPYEMBbIX
COCTOSIHUI, Ha Hall B3I, OTpaxkaeT TPYAHOCTb JMa-
THOCTUKM SIZIEPHO KOAUPYEMBIX (hOPM.

B HacTosiiiee BpeMsi MHOTHE aBTOPHI BBICKA3bIBAIOT
MHEHHUEe, 4YTO TIP¥ MUTOXOHAPHUATBHBIX 3a00JIEBAHUSIX
KJII0UY€BOE 3HAUYEHUE /I YCTAHOBJIEHUS TMarHo3a U re-
HETUYECKOTO KOHCYJIBTUPOBAHUSI MMEET OIlpeesieHre
TEHHOW MYyTallMM, Jiexallleii B ocHoBe Oosie3HU. Tem
He MeHee, JUISl COBEPILIEHCTBOBAHUST TUarHOCTUKM TIPe/I-
JIOJKEHO MCIIOIb30BaTh TUAarHOCTUYECKIE KpUTepuH [24].
C 1enblo BBISIBJICHUS OUArHOCTMYECKON 3HAYMMOCTH
U3MEHEHUs MOKasaresisl Ko3H3uMa Q , HaMu MPOBEIEHO
HCCleIOBaHNE €T0 YPOBHS B KPOBU Y JETel ¢ pa3IMuHbI-
MM 3a00JI€BaHUSIMU. YCTAHOBJIEHO TOCTOBEPHO OoJjee
HU3KOE cofiepaHue Qv MainueHToB OCHOBHOM IPyIIbI
C MUTOXOHJIpUATbHBIMU O0Je3HsIMU (n=15), ueM y nereit
¢ HelpojereHepaTUBHBIMU 3abosieBaHusIMU (n=13), co-
CTaBUBIIMMM TpyTIly cpaBHeHus. Kpome Toro, y mereit
OCHOBHOM TPYMNIIBI COOTHOLIEHUE KOIH3UM Q, /x0Jie-
CTepUH ObUIO JTOCTOBEPHO HIUXKE, YeM Yy 3I0pOBLIX [25].
Takum oOpa3om, TpeaBapuUTeSbHbIE pe3yabTaThl MOKa-
3bIBAlOT, YTO B TATOTE€HE3e MUTOXOHIPUAIbHBIX 3a00-
JIEBAHUI UTPAET POJIb HELOCTATOYHOCTh KO3H3MMa Q
W YPOBEHb YOMXWHOHA B KPOBHU, MO-BUIANMOMY, MOXHO
WCITOJIb30BaTh B KAa4eCTBE JOTOJHUTEIBHOTO KPUTEPUsI
nuddepeHInaIbHON TMarHOCTUKH.

3akniovyeHue

HecoMHeHHBI  ycrmieXW  MEIMIIMHCKOW  TE€HETUKHU
B PEIICHUM CJIOXHBIX BOIPOCOB WIASCHTU(MUKALIMN Ha-
CJIEICTBEHHBIX 3a00JIeBaHUIA, COMPOBOXIAIOIIMXCSI Ha-
pylLIEeHUEM HEPBHO-TICUXUYECKOTO pa3BUTUSI JETeH.
Boigenenue u3z HeauddepeHIIMPOBAHHBIX COCTOSIHUI
KOHKPETHBIX HO30JIoTMYecKuX (opMm TpeOyeT TpoBese-
HUS IIMPOKOTO MMATHOCTUYECKOTO TOMCKa C MCIOJb-
30BaHUMEM COBPEMEHHBIX BBICOKOTEXHOJIOTUMYHBIX METO-
JIOB UCCIeOBAHUSI. YCTAHOBJICHUE MPUYUHBI 3a7€PXKKU
pa3BuUTHUSl peOeHKa (MJIM YMCTBEHHOI OTCTallOCTH) NaeT
BO3MOXXHOCTh OCYIIECTBUTh aJeKBaTHOE MEIUKO-TeHe-
TUYECKOe KOHCYJIETUPOBAHWE WIEHOB CEMbM, YTOUHUTH
TEHEeTUYECKUI TTPOTHO3, OMNpPEAC/IUTh MOPSIIOK JTUCIIaH-
CEpPHOro HaOJOeHUSI 32 O0JIbHBIM PEOEHKOM.

Oco0eHHO oOuYeBMIHA BaXHOCTh MPAaBWIBHOW IHa-
THOCTUKU TIpY 00JIe3HSIX OOMEHa BEeIeCTB, IS KOTOPBIX
pa3zpaboTaHbl U BHEAPEHBI METObI Teparuu. DPheKTruB-
HOCTb JIeYeHUsI, MEAULIMHCKO U COLMaIbHOM peaduInTa-
1IN TaKUX T, UX MHTETPAlliK B OOIIECTBO HATIPSIMYIO
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BaHMI, U3yuyeHUe 0COOCHHOCTEH MmaToreHe3a MmopaxKeHusI
IIHC, pa3paboTKy HOBBIX METOJOB JIEYEHUSI U KOPPEK-
LIVU TICUXOHEBPOJIOTMUECKUX HAPYIIEHWIA.

1.

10.

3aBUCHUT OT CBOCBPEMEHHOCTU YCTAHOBJICHUWA JUArHo3a.

besycnoBHO, nanbHeiIme ycuiausi T€HETUKOB J0JI-

JKHBI OBITH HaIlpaBJICHBI HA CO3MaHUE aJITOPUTMOB IUd-
depeHIMaIbHOM INarHOCTUKY HACIeACTBEHHBIX 3a001e-

JNIUTEPATYPA
(REFERENCES)

Huxonaesa E.A., Hosuxos II.B. Poib reHeTnyeckux paxkTo-
POB B HapyLIEHUSIX POCTa U pa3BuUTust aeteil. B kH. PykoBos-
CTBO IO MeANaTpuK. BpoxkaeHHbIe M HAC/IeICTBEHHBIE 3200-
neBanus. [Ton pen. I1.B. HoBukoBa. M: M3natenbckuii 1oM
«Awnactus» 2007; 338—349. (Nikolaeva E.A., Novikov P.V.
Role of genetic factors in growth and development disturbanc-
es of children. In: Congenital and hereditary diseases. Guide
to Pediatrics. Ed. P.V.Novikov. Moscow: Publishing House
«Dinastija» 2007; 338—349.)

3asadenko H.H. 3agepXKu paHHEr0 HEPBHO-TICUXUYECKOTO
pa3BUTHSL: MOIXOIbl K IUarHocTuke. Poc BECTH mepuHaTON
u ienmatp 2015; 60: 5: 6—13. (Zavadenko N.N. Delays of ear-
ly psychological development: approaches to diagnostics. Ros
vestn perinatol i pediatr 2015; 60: 5: 6—13.)

bourxose H.II. Knunuyeckasi reHetuka. M: Ibotap-Menua,
2002; 448. (Bochkov N.P. Clinical genetics. Moscow: Ge-
hotar-Med, 2002; 448.)

Beavmuwes F0.E. Tlpobiaembl OXpaHBI 300pOBbs JeTei
Poccun. Poc BectH mepunaton m memmatp 2000; 1: 5-9.
(Vel'tishhev Yu.E. Problems of health protection of children
in Russia. Ros vestn perinatol i pediatr 2000; 1: 5-9.)
Uusimaa J., Remes A.M., Rantala H. et al. Childhood enceph-
alopathies and myopathies: a prospective study in a defined
population to assess the frequency of mitochondrial disorders.
Pediatrics 2000; 105: 598—603.

Bopcanosa C.I., IOpoe U.IO., Conrosves HU.B., IOpog IO.b.
MounexysipHasi HIUTOTEHETUKA B TUArHOCTUKE XPOMOCOM-
HBIX M TE€HHbIX Ooyie3Heiil y nereil. Poc BecTH nepuHaros
u nieauatp 2006; 51: 6: 23—29. (Vorsanova S.G., Yurov 1.Yu.,
Solov’ev I.V., Yurov Yu.B. Molecular cytogenetics in diagno-
sis of chromosomal and gene diseases at children. Ros vestn
perinatol i pediatr 2006; 51: 6: 23—29.)

Bounosa B.IO., Hosukxose II.B. X-cueryieHHbIE (DOPMBI YM-
CTBEHHOI OTcTajsiocTu y aeteil. B kH. PykoBoacTBo 1o me-
nuaTpuu. BpoxieHHble M Hac/eACTBEHHbIE 3a00JIeBaHMSI.
ITon pen. I1.B. HoBukoBa. M: M3naTtenbckuii oM «duHa-
ctust» 2007; 245-250. (Voinova V.Yu., Novikov P.V. The X-
linked forms of mental retardation at children. In: Congenital
and hereditary diseases. Guide to Pediatrics. Ed. P.V.Novikov.
Moscow: Publishing House «Dinastija» 2007; 245—250.)
Bounosa B.I1O., Opos HU.IO., Byounroe A.B. u dp. Ananus
KOppeJsiiuii TeHOTUIa ¥ (peHoTumna rnpu cuHapome Per-
Ta: WCIMOJb30BaHWE OPUTMHAIBHON KIMHMYECKON IIKAJbI.
Men renetuka 2009; 8: 1: 9—18. (Voinova V.Yu., Yurov I.Yu.,
Budilov A.V. et al. The analysis of correlations of a genotype
and phenotype at Rett’s syndrome: use of an original clinical
scale. Med genetika 2009; 8: 1: 9—18.)

Bopcarnosa C.I., FOpos U.IO., Bounosa B.IO. u dp. I1lpoGie-
MBI IMarHOCTUKU CHHIpoMa PeTra y meBouek Ge3 MyraLuii
B reHe MECP2: ucmonb30BaHWE MOJIEKYISIPHOTO KapHo-
tunupoBaHus. Mo men 2014; 3: 39—41. (Vorsanova S.G.,
Yurov I.Yu., Voinova V.Yu. et al. Problems of diagnostics of a
Rett syndrome at girls without mutations in MECPZ2 gene: use
of a molecular karyotype analysis. Mol med 2014; 3: 39—41.)
Bounosa B. 0., Bopcanosa C.I., IOpos U.IO. u dp. UnakTBa-
LIMsI XPOMOCOMBI X: OMOJIOTMYECKUE U METUIIMHCKKE acTiek-
Tbl. Men renetuka 2010; 9: 6: 3—15. (Moinova V.Yu., Vorsanova
S.G., Yurov L.Yu. et al. Chromosome X inactivation: biological
and medical aspects. Med genetika 2010; 9: 6: 3—15.)

11.

14.

17.

19.

20.

Bopcanosa C.I., KOpos U.IO., Kypunnas O.C. u dp. [eHomHbBIE
AHOMAJIMM Y JIETeli C YMCTBEHHOM OTCTAIOCTbIO U ayTU3MOM:
WCTIONBb30BaHNE TEXHOJIOTMM CPaBHUTEIBHOM T€HOMHOM I'M-
opumm3aimu Ha xpomocomax in situ (HRCGH) u monexynsp-
Horo kapuotunupoBaHusi Ha JIHK-Mmuxpomarpuuax (array
CGH). Xypn Hespon nicuxuatp 2013; 113: 8: 46—49. (Vorsano-
va S.G., Yurov L.Yu., Kurinnaya O.S. et al. Genomic anomalies
at children with mental retardation and autism: use of technology
of comparative genomic hybridization on chromosomes in situ
(HRCGH) and a molecular karyotype analysis on DNA-micro-
matrix. Zurn nevrol psikhiatr 2013; 113: 8: 46—49.)

. Roze E., Vidailhet M., Blau N. et al. Long-term follow-up and

adult outcome of 6-pyruvoyl-tetrahydropterin synthase defi-
ciency. Mov Disord 2006; 21: 2: 263—266.

. Opladen T., Hoffmann G.F., Blau N. An international survey

of patients with tetrahydrobiopterin deficiencies presenting
with hyperphenylalaninaemia. J Inherit Metab Dis 2012; 35:
6:963—-973.

Huxonaesa E.A., Sononckas M.H., Xapabadsze M. H. u dp. qna-
HOCTMKA W JiedeHne OuonTepuHAedUINTHON rurnepdeHm-
anaHuHeMuu. Poc BecTH nepuHarosn u rieauarp 2015; 60: 2: 61—
71. (Nikolaeva E.A., Yablonskaya M.I., Kharabadze M.N. et al.
Diagnostics and treatment of a biopterin- deficiency hyperphe-
nylalaninemia. Ros vestn perinatol pediatr 2015; 60: 2: 61-71.)

. Cemauxuna A.H. Tomoumctunypus. B xH. BpoxmeHHBIC

U HacJeICTBEeHHbIe 3a0osieBaHusl. PykoBoncTBo mo mneauva-
tpuu. [Tox pen. [1.B.HoBukosa. M: Mznarensckuit gom «/Iu-
Hactus» 2007; 77—81. (Semjachkina A.N. Homocystinuria.
In: Congenital and hereditary diseases. Guide to Pediatrics.
Ed. P.V.Novikov. Moscow: Publishing House «Dinastija»
2007; 77-81.)

. Cemsukuna A.H., Bockoboesa E.I0., Bounosa B.IO. u op.

KJMHUKO-TeHeTUYeCKUe acrekThl M MaTOreHeTUYeCKUe
MeXaHU3MbI KJIACCUYECKON TOMOLIMCTUHYPHUU Y neTeit. Poc
BecTH mepuHatoi u meauatp 2013; 58: 3: 30—37. (Semy-
achkina A.N., Voskoboeva E.Yu., Voinova V.Yu. et al. Clinical
and genetic aspects and pathogenetic mechanisms of a clas-
sical homocystinuria at children. Ros vestn perinatol pediatr
2013; 58: 3: 30—37.)

Sbnouckas M.U., Hosuxos I1.B., Aeanoe E.I. u dp. OcobeH-
HOCTM KJIMHUKO-JaDOPAaTOPHOI AUArHOCTUKU CUHApPOMa
Jlenra—HuxeHa u coBpeMeHHbIe BOBMOXXHOCTHU Teparnuu. Poc
BecTH mepuHatoi u neauarp 2015; 60: 4: 57—62. (Yablons-
kaya M.I., Novikov P.V., Agapov E.G. et al. Features of clini-
cal and laboratory diagnostics of Lesh-Nyhan syndrome and
modern opportunities of therapy. Ros vestn perinatol i pediatr
2015; 60: 4: 57—62.)

. Cemaukuna A.H., Hoeurxoe II.B., Bockoboesa E.FO. u op.

Mykononucaxapuao3 I Tuma: HoBast TEXHOJIOTUSI JICYEHUST —
depmeHTO3aMelIaoNas Tepamnusi. Poc BeCTH IepUHATOI
u neauarp 2012; 57: 4(1): 94—102. (Semyachkina A.N.,
Novikov P.V., Voskoboeva E.Yu. et al. Mucopolysaccharidosis
type I: new technology of treatment — enzyme replacement
therapy. Ros vestn perinatol i pediatr 2012; 57: 4(1): 94—102.)
Zeviani M., Carelli V. Mitochondrial disorders. Curr Opin
Neurol 2003; 16: 585—594.

Haas R.H., Parikh S., Falk M.J. et al. The in-depth evaluation
of suspected mitochondrial disease. Mol Genet Metab 2008;
94:1: 16—37.

POCCUVICKVI BECTHUK MEPUHATOJIOMNMN U MEANATPUY, 2, 2016

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2, 2016



21.

22.

23.

Huxkonaesa E.A. 3HavueHWe NOCTIKEHWI MEIVITMHCKON TeHETUKY IS PEIIEHUS TIPOOIeMbI HApYIIEHUS Pa3BUTHS y IETel

Rahman S., Thorburn D.R. 189th ENMC International work-
shop Complex I deficiency: Diagnosis and treatment. 20—22
April 2012, Naarden, The Netherlands. Neuromuscular Dis-
orders 2013; 23: 6: 506—515.

Hurxonaesa E.A., Hosuxos II.B. Tlpobiema AMarHOCTUKU
u 1 depeHInaNTbHOM TMarHOCTUKYA MUTOXOHIPUAJIbHBIX 3a-
oonesanuii y nereit. [lennarpust (Nikolaeva E.A., Novikov P.V.
Problem of diagnostics and differential diagnosis of mitochon-
drial diseases at children. Pediatriya 2014; 6: 75—83.)
Hukonaesa E.A., Ibieankosa I1.1., Hmkuc FO.C. u dp. Tere-
poreHHble (HOPMbl MUTOXOHIPUABLHBIX OOJIE3HEH Yy aeTeil.
Tesucsr VII cbe3na Poccuiickoro o0iiecTBa MEIULIMHCKUX
reHeTKoB. Men reHetuka 2015; 14: 3: 54. (Nikolaeva E.A.,
Tsygankova P.G., Itkis Yu.S. et al. Heterogeneous forms

24.

25.

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUY, 2, 2016
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2, 2016

of mitochondrial diseases at children. Theses of the VII con-
gress of the Russian society of medical geneticists. Med gene-
tika 2015; 14: 3: 54.)

Wolf N.I., Smeitink A.M. Mitochondrial disorders: a proposal
for consensus diagnostic criteria in infants and children. Neu-
rology 2002; 59: 1402—1405.

Huxonaesa E.A., Xapabaoze M.H., 3oakuna HU.B. u op.
JnarHocTMYECKOE 3HAaUEHME IMOKaszaTenss KosH3uMa Q)
B KPOBHU Y JIeTe€ld ¢ MUTOXOHIPUAIbHBIMU 3a00JIeBaHMSI-
mu. Poc BectH nepunaroa u neauatp 2015; 60: 5: 71-75.
(Nikolaeva E.A., Kharabadze M.N., Zolkina I.V. et al. Di-
agnostic value of coenzyme Q,, blood level at children with
mitochondrial diseases. Ros vestn perinatol i pediatr 2015;
60: 5: 71-75.)

IMoctynuna 14.01.16




OB30PbI JINTEPATYPbI

Oc00eHHOCTH MCHXO0JI0THYECKOTO CTATYCA ceMeii ¢ ITy0OKOHEIOHOLIEHHbIMH 1€ TbMH

M.HU. 3uboposa, E.C. Kewuwsan, E.C. Caxaposa

OCIN «Hay4yHo-1ccnenoBaTeNnbCKUn KIMHUYECKUIA MHCTUTYT Neamatpum uMm. akag,. H0.E. Benstuwesa» Fl6OY BMNO PHUMY

M. H.W. Muporosa MuHagpasa PP, Mocksa

Psychological characteristics of families of extremely preterm infants

M.1. Ziborova, E.S. Keshishian, E.S. Sakharova

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical

University, Ministry of Health of the Russian Federation, Moscow

IpencraBienbl 0COOEHHOCTH ICHXOJOTHYECKOT0 COCTOSIHHS Marepeil, POJIMBLIMX HEIOHOIIEHHOro pebeHka. OOpaieHO BHUMAHME
HA BJIMsIHME JIEMPECCHBHOIO COCTOSIHHSI MATEPH HA MICHXOCOMATHYECKOE COCTOsIHME MJIAIeHNa u ero passutue. IIpeacraBiensl JaHHbie
0 KAYECTBY JKU3HH CeMeii, B KOTOPBIX PACTYT HEJOHONIEHHBIE IETH, POTrPAMMBI IICHXOCONMAIBLHOIO BMEIIATEIHCTBA M TIOMOIIH CEMbSIM,
HMEIOLM HeJJOHOLIEHHOro pedenka. PoJib 1 BiMsiHME KOHCYIBTHPOBAHMS BPAYAMH MO BOIPOCAM 310POBbSI H PA3BUTHSI HEJIOHOMIEHHOTO
peGeHKa Ha NICUXOJIOrHYeCKoe COCTOsIHIE poauTeeil onocpenyeT 3¢ deKTHBHOCTh U KAY€CTBO MEIMIMHCKON MOMOIIN PeGEHKY.

Karouesote caoea: nedonowernHole 0emu, ncuxonocuveckoe cocmosrnue mamepu, Haﬁﬂiodeﬂue, NCUxX0.1020-coyuanbHoe conpoeoafcde—

Hue, npoepamma emeuiamensvcmed, passumue.

The paper presents the psychological characteristics of mothers who have given birth to preterm babies. Emphasis is laid on the im-
pact of maternal depressive state on the psychosomatic status of a baby and his development. There are data on quality of life in the
families raising preterm children, as well as psychosocial intervention and assistance programs for such families. The role and impact
of a doctor’s advice about the health and development of a preterm child on his parental psychological status mediate the efficiency

and quality of health care to the child.

Key words: preterm infants, maternal psychological status, follow-up, psychosocial support, intervention program, development.

BHaCTOHH_IeC BpeMsI Bce 0oJjiee OYEBUIHOW CTaHO-
BUTCSI HEOOXOJIUMOCTb HE TOJbKO MEIUIIMHCKOTO,
HO U TCHUXO0JIOTUYECKOTO COTMPOBOXICHUSI HETOHOIIIEH-
HBIX feTeit u ux cemeii [1, 2]. PoxneHnue pedeHKa paHb-
11Ie CPOKa MOXET SIBUThCS IPUYMHON BHYTPUCEMEHHOTO
HeOJIaronoyyuusi U HampsoKeHHBIX OTHOILIEHUI MEXITy
pPOIUTENISIMU, BILJIOTh 0 CEMENHHBIX KpU3UCOB [3].
Bmecte ¢ Tem BausiHUE ceMbH, TICUXOJIOTUYECKOE CO-
CTOSIHME MaTepy, B3aMMOOTHOIIIEHUE C POJACTBEHHUKaMU
OTPEIEIISTIOT CMIOCOOHOCTL MaTepy COOPAThCSl U COCPETOTO-
YUTCSl HA TIOMOIIM MJIAJICHILY, 3aHSITUSIX C HUM, TIPUHATUN
Mpo0JIeM ¥ TOTOBHOCTU K UX PEIIEHNIO, UTO B COBOKYITHO-
CTU OarornpusTHO BIMSIET Ha pa3BUTHE peOeHKa, KaKuM
OBbI TSDKEIBIM He OBUIO Hayayio ero KM3HM. Benb Kak Obl
TO HM OBLJIO, TIOCJIE BBITTMCKY U3 HEOHATAJIbHOTO CTallOHA-
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Ham ne oano npedyeadame,
Kaxk croso nawe omsosemcs, —
U Ham couyscmeue daemcsi,
Kak nam daemcs 6aaeodame...
D.U. Tromues

pa ceMbs1 OepeT Ha cest OCHOBHOI TP/ 1O YXOJ1y, MPOBe/ie-
HUIO JICUEHHUSI, pA3BUBAIOIIUM 3aHSITUSIM C PEOEHKOM.

KpaiiHe BakHO TOHMMaHMWE JAVMHAMWKMU OTHOIIEHWI
B JMale MaTb—peOEHOK M B CeMbE, KOTOpbIE CTapTyIOT
¢ (heTaIbHOTO MepHoa U 1axkKe TTPEKOHIENTyalnbHO [4, 5],
MOCKOJIBKY B XOJIe¢ MeANaTpUIecKOro KOHCYJIBTUPOBAHUS
MbI UMEEM JIJIO C IMYHOCTBIO MaTepu/poanTeieil, ceMmeii-
HOI UCTOpHEl U OTBITOM (arpuopy TPaBMaTUIHBIM U3-3a
MPEeXIeBPEMEHHOCTH POJOB, TOTEPU OXUAAHWUI PONUTH
«3I0POBOT0 MaJIbIIIa B CPOK», YyBCTBA BUHBI 110 3TOMY M0~
BOJIy U T.JI.), COBOKYITHOCTbIO YCTAHOBOK, MPEACTaBIEHUI
U OXMIAHUI TI0 OTHOIIEHUIO K PeOEHKY M K MeIUILUH-
CKUM criermanauctam. PebeHOoK sIBIsIeTCs caMbIM TJIaBHBIM
OXUIaHWEM CeMbH, U TIO3TOMY BCe, UTO KaK-JI1M0O CBsI3a-
HO C ero 06J1aronoJjiyureM 1 nepcrekTuBamMu, — BecbMa Jie-
JIMKaTHAsI ¥ ysI3BUMasi Tema UIsl €0 POIHBIX.

Ctpecc poXxaeHus HeOHOLLEHHOro peGeHKa 1 ero
nocnencTeud

IIpexneBpeMeHHBIE pPOMIbI per se, OUYEBUIHO, SIBJISI-
I0TCS TSIXKEJbIM CTPECCOM Ul POAUTENeNd U BCeX uJjie-
HOB ceMbU. B OymHsIX HEoHATaJbHOUW MPAKTUKW Ba’KHO
COXpaHsSITh MOHUMaHUE TOTO KOMILJIEKca TMepeKnuBaHUi
B XXM3HU CEMbH, KOTOPbIE CTAHOBSTCSI € HEeU30BbIBHOM
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3”60[)0661 M.HU. u coagm. OcOOGEHHOCTH TICUXOTOTUYECKOTO craryca cement ¢ FHyﬁOKOHCI[OHO]l[CHHbIMI/I JE€TbMU

peayibHOCTBIO BCJIE 3a POXIEHWEM TIyOOKOHEIOHO-
IeHHOTo pebeHka. OYeBUIHO, UYTO TICUXOJOTUYECKUE
TATOTBI MOTYT TIPEAIIEeCTBOBAThL pPOJAaM, B YaCTHOCTH,
TIPU CPETHETSIKEIOM U TSKEJIOM TeUeHUU 0epeMEeHHOCTH
U MpeHaTajabHO (hOPMUPOBATh pa3HOE OTHOIIEHUE K ellle
HE POIMBILEMYCST PEOEHKY.

Tak, vcclieioBaHNEe UTATbTHCKUX KOJIIeT [6], mOCBsI-
IIEHHOE CPAaBHUTEBHOM OIleHKe KauecTBa aHTeHaTallb-
HO# mpuBsi3aHHOCTU (attachment) mpu dusznosornye-
CKM W TIATOJIOTUYECKMU TPOTEKalolieil OGepeMeHHOCTH,
JTIOKA3ajJ0 BITOJIHE OYEBUIHBIM (DAKT: BHICOKOMY PHUCKY
HEBBIHAIIIMBAHUSI COITYTCTBYET COCTOSTHWE JENPEeCCUu
U CUTYaTUBHOM TPEBOTH, TIPUYEM MOCEIHIS He 3aBUCUT
OT TPOTHO3a MpepbIBaHUsT OepeMEHHOCTH U caMma 110 cebe
CHMXaeT (hopMUPOBaHUE MPUBSI3aHHOCTU. TpeBOXKHO-
JIETIPECCUBHBIN (POH MpU OepeMEHHOCTH BBICOKOTO PHUC-
Ka CYIIECTBEHHO TOPMO3WT pa3BUTHE MPHUBSI3aHHOCTU
K MaJIBIIy y 000MX pOAUTeNieil U MMEEeT CBOM 3aKOHO-
MEpPHOCTH: TIPUBSI3aHHOCTb Yy OTLIA HANPSIMYIO 3aBUCHUT
OT MaTepUHCKON M OYeHb TOABEpKEeHa HEeTaTUBHOMY
BJIVSTHAIO MAaTEPUHCKOW JIEMpecCur. DTU TOJOXKEHUS
MOJIHOCTBIO COTJIACYIOTCSI C pe3yjibraTaMM OTeYeCTBEH-
HBIX MccemoBaTesieii [7] o JaHHBIM TecTa OTHOIICHUIA
OGepeMeHHOM 1 OLEHKU TICUXO0JOTUIECKOTO KOMITOHEHTa
reCTallMOHHOM TOMUHAHTBI. Y XEHIIWH C YIPO30ii HEBbI-
HaIIMBaHMS JOCTOBEPHO Yallle BCTpevaloTcst aiipopuye-
CKMI Y TUMOTECTOrHO3MYECKUI (CO c/1aboil recTaliioH-
HOI JOMWHAHTOM, aHTEHATaJIbHOW TMPUBSI3aHHOCTHIO)
BapyUaHTBl. Y XEHIIWH, POAWBIINX HETOHOIICHHBIX Je-
Tel, Hapsay ¢ BbIIIEHa3BaHHBIMU, TTPUCYTCTBOBA Tpe-
BOXHBIN BapuaHT U, HATIPOTUB, B 4 pa3a pexe BCTpevas-
Csl ONTUMAJIbHBIN BapyUaHT TeCTAllMOHHON TOMWHAHTHI,
YeM y POKEHUII JOHOIIEHHBIX MianeH1eB [8].

IMocne poxneHust TTyOOKOHEAOHOIIEHHBIN peOeHOK,
Kak TpaBWJIO, JETTPUBUPOBAH OT CEHCOPHOTO KOHTAKTa
C MaTepuio M3-3a HEOOXOMMMOCTU KapauopecrrpaTop-
HOI MOAAEPKKY B OTACTIEHUN peaHUMAILIMU U MHTEHCHUB-
HOIi Tepanu WK MpeObIBaHUS B OTACEHUHN BbIXaXKBa-
Hus. HecmoTpst Ha Oojiee yeM TTOJYBEKOBOI MaBHOCTHU
paboThl AaHTIMACKUX AETCKHMX TCHXOJOTOB-TYMAaHHUCTOB,
M3yYaBIIMX TaryoHoe BIWSHWE AENpUBAllMM Ha pas-
Butue nereir (Bowlby J., Spitz R., Ainswort M. u np.),
MpaKkTUKa HEIOOLEHKN PHUCKOB pasleliecHUs MaTepu
C MaJIBIIIIOM COXpaHsIach A0 TOCHIeaHeTo BpeMeHu. He-
peIKo BpauyM-HEOHATOJIOTM U OCOOEHHO aJIMWHUCTpa-
TOPBI CTAlIMOHAPOB, B COCTaB KOTOPBIX BXOMIST «BTOPbIE
STaITbl BBIXaXKWBAHUS HETOHOIIEHHBIX», BOCIIPUHUMAIOT
MaTh KaK MOTEHIIUATbHBII UCTOYHUK MHMEKIINU, peria-
MEHTHPYIOT 00s13aTeJIbHOe HOIIIEHWE MaplieBOii MacKu
U BO3MOXXHOCTb TIPUCYTCTBUS PSIIOM C PEOEHKOM TOJIBKO
B MOMEHT KOPMJICHUSI.

Marepu, y KOTOPBIX POXKIAETCST HEOHOIIEHHBIN pe-
OEHOK, HEM30eXKHO WCIBITBIBAIOT MAacCy KPUTHUYECKUX
nepexuBaHuii [9—12]:

* 10K, (puKcamusl Ha TMepeXUBaHUU TOPST M3-3a MOTe-
pPY MEUTBI O 3I0POBOM, POXICHHOM B CPOK pebeH-

K€, pa3oyapoBaHWe W KPYIIeHWE OXWIAHWI B CBOEU

MaTepUHCKOW pOJIM, YYBCTBO BHHBI, arpecCUBHbBIC

U aenpeccuBHble yyBcTBa. [IpepriBaHMe GepeMeHHO-

CTH, IO MHEHUIO MeraTpa, HeBpoJiora 1 MepuHaTab-

Horo micuxojiora W.B. loopsikoBa (2010), oTHOCUTCS

K TICUXOJIOTUYECKOMW yTpaTe W SIBJISIETCST TICUXUYECKOM

TpaBMOI, TaK KaK BBI3bIBACT JIJTUTEJIbHBIC TICUXOTPaB-

MUPYIOIIVE TIepeKUBAHUS;

* CTpax mepen HEW3BECTHBIM, CTpax IoTepu pedeHKa
Y1 BO3MOXKHBIX HApYIIEHUH B €T0 pa3BUTHUU;

* CTpax He CIpaBUTbHCSI C OOHAPYKEHHBIMU 3a00JIeBaHUSI-
MU, OTO3/aTh C JICUeHUEM, TpeBOTa Tepe/l BHITUCKOM
M3 CTallMOHApa IO MPUYUHE OTCYTCTBHUSI TTOCTOSIHHOTO
KOHTPOJISI CO CTOPOHBI MENUITMHCKOTO TIEpCOHaIa.
TpynHocT BOCHpPUSITUSI HEITOHOIIIEHHOTO pebeHKa

W YCTAaHOBJICHMSI KOHTAKTa C HUM B OCHOBE CBOEI UMEIOT

COBOKYITHOCTb IMpuuMH [ 13]:

* YIOMSIHYTasl BbILIe paHHSISI TOCTIMTAbHAsSI IenpuBa-
mus [1]: orcyTcTBUME WM OrpaHUYEHUE KOHTAKTOB
pebeHka ¢ OJIM3KUMU, B TIEPBYIO OUepeib C MaTePhIO.
Cpenu oTnajleHHbIX TTOCIENCTBUI IeTIPpUBAlIUM Yallle
BCETO BBIICNISIIOT HEraTUBHOE BOCIIpUSITHE peOeHKa
MaTepblo, HeaJleKBaTHbIC B3aMMOOTHOIIEHUS B IMAJIE
«MaTb—HE/IOHOIIIEHHBIT pebeHOoK», (opMupoBaHUE
JIe3a1aNTUBHBIX TUTIOB IMPUBSI3aHHOCTH.

*  «CTEpPEeOTUIl HEHOHOIIeHHOTro» [14]: poACTBEHHUKU
U MEAULMHCKUI TMepcoHal BIUIOTh O IIKOJIbHOTO
Bo3pacTta pebeHKa CKJIOHHBI CYUTATh €ro 0oJsiee Xpyr-
KUM, UMEIOIIINM Cepbe3HbIe pUCKM pa3BuTus [15].
NmeHHo couetaHune (HaKTOPOB JEMPUBAILIMUA U «CTe-

peoTUIia HEMOHOILIEHHOTO peOeHKa» OOYCIOBIUBAET OCO-

Oble TPYIHOCTU JAIbHEHIIIErO CTAHOBJICHUSI B3AUMOOTHO-

LIEHU MEXITY POAUTEISIMUA U HEOHOIIEHHBIM PeOEHKOM:

* HeraTMBHOE BJIMSIHME HU3KOTO YPOBHSI 00pa3oBaHUsI
MaTepu 1 CEMbU B 1I€JIOM Ha pa3BUTHE peOeHKaA: COLIM-
aJIbHbIE IETEPMUHUPOBAHHBIE (PAKTOPBI, O 3HAYNMO-
CTH KOTOPBIX TOBOPSIT BCe 0€3 UCKITIOUEHUSI MUPOBbIE
1 OTeUeCTBEHHbBIEC McclieqoBaHus 1 HabmoaeHus [10,
16—19];

*  «3MOIIMOHAJIBHOE OTTOPXKEHHE» KaK TICHUXOJIOTnYe-
cKasl 3aliuTa OT BO3HMKAIOIIEro YyBCTBa MPUBSI3aH-
HOCTHM K peOeHKY BBUJY YIpO3bl 310POBbIO U KU3HMU,
a Take TpeBora 3a (pakKTUYeCcKoe M MOTeHILMATbHOE
310pOBbe pedeHKA. DTU SMOLMU MOTYT UITUTEJIBHO
COXPaHSTbCS M YpeBaThl UCKAXEHUSIMU B BOCITUTA-
HUM (TI0 TIPUHUMITY KymMHUpa CEMbH, TUIIEPOIEKH),
B MOBeICHUU pebeHKa 1 BeIyT K TPYAHOCTSIM B COLIM-
aJbHOM amanTauuu. TUITOJOTUST IETCKO-POAUTEb-
CKMX OTHOIIEHWI BKJIIOYAET pa3jMYHble BapUaHTHI:
HeaznekBaTHble (Jarvis R.), nmucmponopiivoHalibHbIE,
oTBeprawlIiye, MoaaBIsolme, MpeHeOpeXUTETbHbIS
(Magyary D.); «He4yBCTBUTENbHBIE», «(hparMeHTap-
Heie» (Brett M.) [1].

Tonnannckue wuccnenoBatenu [20] Ha OCHOBaHWU
orbiTa pabOThl ¢ CEMbSIMM, BOCITUTHIBAIOIIMMU TJy0O-
KOHEJIOHOIIIEHHBIX AeTel, 3akmwoudatoT: «[lyTh oT mpe-
JKIEBPEMEHHBIX POIOB 10 TIPO0JieM B MOBEACHUU Y TJIy-
OOKOHEIOHOIIEHHBIX JeTeil MOXET OBbITh KyJa CJIOXHee
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HaIlMX TIpeacTaBieHnid. et B pa3HOil Mepe ITOIBEp-
JKeHBbl BJIUSHUIO mMoBeaeHUus: poauteneit. CIOXHOCTb
IIJISI CAMUX POAUTENEH CIIPpaBUThCSI C COOCTBEHHBIMU pe-
aKIUSIMU Ha HEBHUMATEJbHOCTh M TPYIHBINA HpaB JeTei
BJIMSIET HA TIOBEJCHUE U OMOLIUM JETEi, YTO TAaKXKe HE OT-
MEHsIeT (akT HeBPOJOTMYECKOU yI3BUMOCTU U TIPOOJIeM
B ITOBEJIEHUHU Y TJTYOOKOHEIOHOIIEHHBIX IeTel, KaK 1 CO-
1IMAJTbHO-3KOHOMUWYECKNIT KOHTEKCT CEMbU».
03a004eHHOCTb 0J1aronoJy4yueM 3TUX CeMeil Haxo-
AT OTKJIWK B MHOTOYMCIIEHHBIX CIEMaTN3UPOBAHHBIX
rporpaMMax ToMOIIIM/BMeIIaTebeTBa (intervention pro-
grams), Ha KOTOPbIX Mbl XOTUM OCTaHOBUTHCSI IMTOAPOOHEE.

Mporpammbl BMeLlaTeNnbCTBa B paMKax
NCUXONOrm4eckKomn paﬁoTbI C cemMbsiMu peTei,
POXAOEHHbIX FHVGOKOHGAOHOLLIEHHI:IMM

XapakTepu3sys TICUXOJIOTHUECKUE TPYIHOCTH, KOTOPhIE
WCITBITBIBAET CEMbSI C POXKIEHHEM ITYOOKOHEIOHOIIIEHHO-
ro pebeHKa, oTedecTBeHHbIe aBTopHI [1, 10, 13, 21] Ha rpo-
TSDKEHUW MHOTHX JIET TIOTYEPKUBAIOT OTCYTCTBHE CITELIN-
aJBHBIX TIPOTPaMM TIOMOIIM TaKWMM ceMbsM B Poccuu,
B OTJIMYME OT MUPOBOI MPAKTUKU, TAe HEOOXOIUMOCTD IO~
JIOOHOM MHMUIIMATHBEI TaBHO OYEBUIHA M HAXOAWUT OTKJIUK
[19, 22]. B otcyrcTBHEe ampecHOit MpoduiIakTUYecKoi pa-
OOTBI C CEMBSIMM, WCIBITHIBAIOIIUMU CTPECC POXKICHUS
[JTyOOKOHEIOHOILIEHHOTO pe0eHKa, TMOYTU Heus30exHa
3HAUMTESIbHAS TICMXOJIOTMYecKasl Harpy3ka Ha MeIUIIMH-
CKUI MepCOHAT U CJIOKHOCTU B OOIIEHUU C POIUTEISIMU,
YTO 0OOCHOBBIBAET HEOOXOTUMOCTDH TIPOMUILHOM TICHXO-
JIOTUYECKOI TTOMOIIN CeMbE B TIEPUOJIE BBIXaXKMBAHUST Pe-
OeHKa B YCIOBMSIX CTallMOHApa ¢ TIPUBJICUEHUEM TICUXO0JI0-
TOB WJIM COLMAIBHBIX paOOTHUKOB [1, 13, 23].

B aTOM KOHTEKCTE 0COOYI0 3HAYMMOCTh TPUOOpETaeT
HEOOXOMUMOCTb BKITIOUEHUST B CHUCTEMY MEIUILIMHCKOTO
00pa3oBaHUsI YMEHUST KOHCYJIBTUPOBAHUST KaK BaXKHOM
COCTaBHOI YacTH JIeYeOHOTo Mpoliecca, ONpeiessonero
KOMILJIAaliHC TTaleHTa. B KakmogHeBHOM MpakTUKe Heo-
HATOJIOTa 3BYYMT «pa3apaxkeHre» Ha POIUTENIC, KOTOphIe
«OTPBIBAIOT Bpaya OT JieueHUs MX pebeHKa». Ho BMecTe
C TeM CYOBEKTMBHOCTb TPAKTOBKM COCTOSTHMSI pebeHKa
POIUTEISIMU, TPYAHOCTU BOCIIPUSITUSI OOBEKTUBHON WH-
(opmanu 111 ceMbM UM TIPEXIE BCETO MaTepy SIBIISIETCST
OTpaxkeHWEM CTpecca, TPEBOXKHOCTU, HEPENKO pPeaKkTUB-
HOW Aenpeccry. MbI He MOXKEM TIOJTHOCTBIO TTpeayranaTh,
YTO UCTIBITBIBAIOT POIHBIE, y3HABAs TUArHO3, MHTEPECYSICh
JUHAMUKOM COCTOSTHUSI pebeHKa, Tepsisl WM obpeTast Ha-
NIeXIy, Aepxkach Mopoi u3 rnocieqHux cui. O0cyxnaeHue
STUX MOMEHTOB — He YMCTO TYMaHUTAPHbBIN BOIIPOC: TICH-
XOJIOTMYECKOE COCTOSTHME MaTepu (cTpecc, Jerpeccusi,
TpeBoOTa) BIMSET Ha €€ UYBCTBUTEIBHOCTh U OT3BIBYMBOCTD
BO B3aMMOJEWCTBUU ¢ peOEHKOM M TeM CaMbIM Ha €ro
ajanTaluuio K IMOCTHATAILHOM XU3HU U pa3sutue |24, 25].
Kaxk 6b1UT0 TTOKa3aHO JaHHBIMU aBTOpaMH, YCTAHOBKA Ma-
Tepei TIyOOKOHEIOHOIIEHHBIX eTell Ha MaKCUMaJlbHbIe
MePCTIEKTUBBI Pa3BUTHSI CYIIECTBEHHO BIUSET Ha Pe3yJib-
TaT: eCIM MaTh BEPUT B JIydlllee — OHA BKIJIAJBIBACT CHJIBI,
BpeMsi, HAXOIUT PeCYPChl TePIIEHUsI U HaJeKIbl, 0OpalaeT
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BHUMaHUE Ha TIOJOXUTEIbHYIO TUHAMWKY DPa3BUTHUST —
1 peOEHOK CYIIECTBEHHO JIy4Ille pa3BUBaeTCsI.

B To ke Bpewmst naxke camasi 6e300MIHAasT U TIPUBBIYHAS
B MEIUILIMHCKUX TepMMHax (paza, MOXKET ObITh CTpalll-
HBIM YIApOM JIJIs CEMbHM, Ha MHOTHE TOIBI OTpPeaesisiio-
UM JUHWIO TIOBEIEHUS €€ YWIEHOB, OTKa3 MPUHUMATh
Jaxke Hazle1y Ha 310poBbe. M13BeCTHO MHOXKECTBO Cilyda-
€B IMCUXOTUYECKUX PeaKInii, CEMEHHBIX Tpareauii U gaxe
pa3BOJIOB TOCJI€ YCTAHOBJIEHUSI AMArHo3a peOeHKY BHY-
TpUYTPOOHON MHMEKINU, KOHCTATALIMA HAJIUYUs TIEpu-
HaTajabHOI sHIedanonatny u pucka J L. Do emre pa3
00sI3BpIBAaeT B3BEIIMBATh KaXXI0OE CIOBO B KOHCYJIBTATHB-
HOi1 Gecene, OTHOCSICh OepekHO K YasiHUSIM U pecypcam
Marepy U CeMbBU, TTIOMHSI, YTO POIUTENN HE MOTYT U He
JTIOJKHBI 3HATh MHOTHE MEIUIIMHCKUE TEPMUHBI, UM Tpe-
OyeTcsl OOBSICHEHME, HAINlpUMEp, «OTKylda B3sUlach BHY-
TPUYTPOOHasT THMEKIIMS TP ITOJTHOM 300POBBE 1 BCECTO-
POHHEM OOCIeAOBaHUN MaTepu». DTO CIYKUT BaKHBIM
MOATBEPXICHUEM HEOOXOAUMOCTH WMETh B IITaTe JIIO-
neit, OCHOBHOI TIpodeCCMOHAILHON 00SI3aHHOCTBIO KO-
TOPBIX SIBJISIETCSI KOHCYJIBTUPOBAHUE U TICUXOJIOTHYECKast
rmoMoIib. Jlaxke B yCIOBHUSIX HOBOM CHCTEMbI (pMHAHCHU-
POBaHUST MPUCYTCTBUE TAKUX CIICIIUATUCTOB MOXKET OBITH
SKOHOMUYECKHU OTIPABAAHHBIM 3a CYET YMEHBIIIEHUS KO-
KO-/THST HaXOXIeHUsT peOeHKa B CTallMOHApEe M CHUKEHUST
MeIMKAMEHTO3HBIX 3aTpaT 3a CYET YCKOPEHUST TTPOIIECCOB
ajanTalnyvu ¥ aOVJIUTALIAN.

DTa peaTbHOCTh B OCOOEHHOCTH aKTyalbHa TSI HElTO-
HOILIEHHBIX JETeil, U B CBOEH MpPAaKTUKE Mbl UMEEM BO3-
MOXHOCTb HaOJIIOAaTh HE TOJBKO IMOCTTPaBMATHUYECKYIO
CTPECCOBYIO (pEakTMBHYI0), HEpeaKO OOOCHOBaHHYIO
TPEBOKHOCTh POAMTENEH TITyOOKOHEIOHOIIEHHBIX JIeTe,
HO TaKKe ¥ HeBpaCTeHWYEeCKHEe U TPEBOXKHO-(OOMUIeCKIe
MPOSIBJIEHUST B paMKax HEBPOTUYECKOM TpaHchopMaliu
JIMYHOCTU Y POANTENIEH 3I0POBBIX JOHOIIIEHHBIX JIETEH.

KauyecTBO X13HU cemeit, BOCMUTbIBAIOLLMX
HeAOHOLWeHHOoro pEGEHKa

Buumanue uccnenoBareneir BO BCeM MUpPe TakXe MpU-
BJIEKAaeT TaKOW WHTETpajbHbIN MOoKa3aTesb, KaK KauecTBO
JKU3HU B CEMbSIX C TTTyOOKOHEIOHOIIEHHBIMU JIETbMU B TO-
HUMaHUM, CHHOHUMUYHOM YpoOBHIO 310poBbs (health-re-
lated quality of life). OteyecTBeHHBIE aBTOPBI TPAAUIIMOH-
HO JIeIaloT aKIIEHT Ha COMaTUYECKOM U HEBPOJOTMYECKOM
acreKkTax KayecTBa >KM3HM B paHHEM TIepUOJe JETCTBa
TTYOOKOHETOHOIIIEHHBIX JIETEH, yaesissi BHUMaHUEe OCHOB-
HBIM UHBAJTUIN3UPYIOIITUM COCTOSTHUSIM — TSIKEJTBIM TIepy-
HatanbHbIM TopaxeHusiM LIHC, cencopHomy neduiuty,
OpOHXOJIETOYHOM JTHCIIIA3UM, TUITUYHBIM JUISI TIyOOKOM
HEJIOHOIIIEHHOCTU XMPYPruuyecKuM BMelaTeabecTBam. Kpo-
Me€ TOTO0, TIOTYEPKUBAETCSI BECOMBIH (paKTOp perocnuraim-
3alMM ¥ OTpaHMIEHMSI JKM3HEHHOM akTUBHOCTH [21, 26].

IlpakTrueckuii MHTEpeC TIPEACTaBsSIeT aHAIU3 T0-
BCETHEBHON XKM3HU TTyOOKOHEIOHOIIGHHBIX JeTel U MX
ceMeil B KOHTeKCTe TaK Ha3bIBaeMOTO aalTUBHOTO TTOBE-
JIEHUSI, BKJTIOYAIOIIETO COIMATN3AINIO, HABBIKU €XETHEB-
HOM XM3HM U KOMMYHMKaluioo [27]. ABTOpbI TOKa3aju,
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YTO TITyOOKOHETOHOIIIEHHBIE, HEBPOJIOTMUECKU U COMATH-
YecKM coxpaHHble ety B Bozpacte 10—11 et xyxe anar-
TUPOBAaHBI B MIOBCEAHEBHON XU3HU. JlaHHBIE O BIUSHUMA
OKaiiero oKpyxxeHusi (atMocdepa B ceMbe, OTHOIIIE-
HUE pOIuTEIIeit, SMOLIMOHATbHAS TTONAEePXKKA U CTUMYJISI-
LM pa3BUTHS pebeHKa B JOMAIITHEM cpejie) Ha YMCTBEH-
HOE ¥ MOTOPHOE Pa3BUTHE TTYOOKOHETOHOIIEHHBIX JeTei
5—6 net, paccuntaHHble 1Mo MeToauke Home Observation
for Measurement of the Environment (HOME), BbisiBuIn
CHIXKEHHBIE TTOKa3aTeJN 10 CPaBHEHUIO ¢ TOHOIIEHHBIMU
cBepcTHHKaMmu [28].

OdyeHb 3HAUYUM BBIBOJ O «TI€pepacTaHNU» POAUTEIb-
CKOI TPEeBOTH IO Mepe B3pOoCieHUsT pebeHKa. DTO CBsI-
3aHO C 0cCco0O# TpaeKTopuell pa3BUTHS neTelt, Oojee
MO3IHUM CTAHOBJIEHHMEM HEKOTOPBIX BO3MOXHOCTEMH
pETyaSIuU TTOBEACHUS U SMOLNI, KOHIEHTPAIlU BHU-
MaHUsI, YCUIYMBOCTH, OCBOEHUSI IIKOJBHOW TpoTpam-
MBI U IIPOYMX MOMEHTOB B CPaBHEHUU CO CBEPCTHUKAMU
[22]. DTa unmes KpaitHe HyXJaeTcsl B IMOMyJIsipU3aluy
U JOBEJEHMS 10 CBEJICHUS POIUTENeil — UMEHHO OT Bpa-
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KapanomuonaTuu npu BpoXKIeHHbIX HAPYIIEHUSX MeTa00/IM3Ma y ieTei
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Cardiomyopathies in children with inborn errors of metabolism

1LV. Leontyeva, E.A. Nikolaeva

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical

University, Moscow

IIpencrapiieH aHAJM3 JTUTEPATYPbI MOCHEHUX JI€T, MOCBAUIEHHON KAapANOMHONATHAM, PA3BUBAIOIIMMCS NIPH HACJIEICTBEHHbIX JIe-
(ekrax odOmena BemecTB. PaccMoTpeHbl KApAMOMHONATHH KAK TsXKeJioe NPOsIBJIeHHe MePBUYHOTO NeruuTa KAapHUTHHA, AedeK-
TOB TPAHCIIOPTA U [B-OKUCJIEHNS JKUPHBIX KUCJIOT, OPrAaHMIECKHX alMIEMHil, JU30COMHBIX 00Je3Heil (B ToM uncie 6ose3nn [lomne,
oosie3nu Jlanona u ap.). OOpaieHo BHUMAHME HA KPUTEPUH IMATHOCTHKH YKA3aHHbBIX 3200/1€BAHHUIi U BO3MOKHOCTH JieYeHHs.

Karouesvie caoea: demu, kapouomuonamus, HapyuieHus pumma cepoua, HacredcmeenHole deghekmul 0OMeHa Geujecme, KApHUMUH,

JICUPHBIE KUCAOMbL, AU30COMHbLIE 001e3HU, OUACHOCMUKA.

The paper analyzes the recent literature on cardiomyopathies developing in inborn errors of metabolism. It considers cardiomy-
opathies as a severe manifestation of primary carnitine deficiency, fatty acid transport and p-oxidation defects, organic acidemias,
and lysosomal diseases (including Pompe disease, Danon disease, etc.). Attention is given to diagnostic criteria for the above diseases

and to the possibilities of treatment.

Key words: children, cardiomyopathy, cardiac arrhythmias, inborn errors of metabolism, carnitine, fatty acids, lysosomal diseases,

diagnosis.

Kip[[I/IOMI/IOHaTI/II/I — TeTeporeHHasi rpymnmna 3aboJe-
AHUIN cepala, XapaKTepU3YIOIIUXCS CTPYKTYPHOU
TMEPECTPONKON MUOKApJa, HEMPEPBIBHO MPOTPECCUPYIO-
UM TeYeHWEM M HeOJaronpusTHBIM TporHo3om. Kap-
NIMOMUOIIATUN SIBJISIIOTCST OMHOW M3 HamboJjiee 4acThIX
MPUYMH CMepTHU (B TOM YHUCJIe BHE3aITHOW) B JETCKOM
Bo3pacte. CorlacHO COBpPeMEHHBIM KjaccupUuKalm-
SIM  BBIICJSIIOT JWJAaTallMOHHYIO, TUMEPTPO(GUUECKYIO,
PECTPUKTUBHYIO KapaWOMUOIIATHIO, CUHIPOM HEKOM-
MaKTHOTO MMOKapaa, apUTMOTEHHYIO KapIMOMHUOIATUIO
MpaBOTO Keaylaouka M HekKJaccuduiupyembie (GOpMBI,
noapasaessisi UX Ha TeHETUYeCKHWe W HEereHeTUYecKue
[1, 2]. PacripocTpaHeHHOCTh KapAMOMMOTIATUI1 OTHOCH -
TEJbHO HEeBeJIMKa — €XeroaHo BhisiBisieTcs 1,13 cayuas
Ha 100 000 HaceneHus, OMHAKO BBICOKAsi CMEPTHOCTh
TpeOyeT YaydllIeHUs] TMaTHOCTUKW W JIEYEHUST 3TOM Ta-
tojjoruu [3]. Tak, BBDKMBaeMOCTb 3a IISTUJICTHUI TTepU-
O/ COCTaBJIIET TP AWIATAIIMOHHOW KapAMOMHUOIATUU
54%, [4], tuneptpoduyeckoit KapauomuonaTum — 90%
[5], pectpukTuBHOI Kapaunomuonatuu — 70% [6]. Bbl-
COKa YyacToTa BHE3aIlHOW CepAeuyHON CMEpTU: IO JaH-
HBIM HallMOHAJILHOTO aBCTPAJMIICKOTO MPOCTIEKTUBHOTO
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POJIOTMU U HACJIEACTBEHHBIX 3a00JICBAHUI ¢ HAPYIICHUEM TCUXUKHU TOTO Xe
MHCTUTYTA

125412 Mockaa, ya. Tangomckast, 1.2

15-neTHETO MCCAemOBAaHUS OHA cocTaBiseT 5% Tpu Au-
JIATAallMOHHOW KapauoMuonatuu, 6% — Tpu TUIEepTPO-
uueckoit, 12% — npu pecTpuKTUBHOM [7].

B GonbIIMHCTBE ClydaeB OMATHOCTUKA KapIMOMUO-
MaTUX OCHOBBIBAETCS Ha KIIMHUYECKUX CUMIITOMAX U pe-
3yJbratax (QYHKIMOHAJILHOTO OOC/IeIOBAaHUSI, B TIEPBYIO
ouepenb dxokapauorpadun. [Ipu sToM MCTMHHAS 3THO-
Jlorus 3a0ojieBaHMSI 4YacTO He ycTaHaBiamBaeTcs [3, 8].
Hanpumep, mo manHBIM HaumOoJiee KPYITHOTO permucrpa
kapauomuomnaruii y aeteit CLIIA v Kanagwer, mumb B 33%
CJydaeB OIpeaesieHbl OCHOBHBIE TTPUYMHBI 3a00JIeBaAHUS
[9]. Bmecte ¢ Tem y neTeit ropas3no yailie 1Mo CpaBHEHUIO
CO B3pOCITBIMM TIPUYUHON KapIUOMMOIIATUI SIBIISTIOTCS
TeHeTUYECKU JeTePMUHUPOBAHHBIE METabOINUECKUe Jie-
dekThl. Tak, ecinu B 6oJjiee paHHUX MCCIEIOBAaHUSIX OBLIO
MOKa3aHo, YTO BPOXXIEHHBIE HAPYIIIEHUST OOMEeHa BEIECTB
CIIy>KaT TIPUIMHON Kapauomuonatuii B 5% ciydaeB [3],
TO B HACTOsIIIIee BPeMsI YCTAHOBJIEHO, YTO HAPYIICHUS Me-
TaboJIM3Ma 3HAYMTETHHO Yallle BBI3BIBAIOT Pa3BUTHE 3TO-
ro 3aboeBaHusT — B 26 1 16% ciyyaeB COOTBETCTBEHHO
runeprpodudeckas M AWIaTallMOHHAS KapaIuOMUOTIaTUK
UMEIOT MeTabonueckyto npuponay [10].

BpoxaeHHble HapyllleHUsT MeTaboI1M3Ma, BbI3bIBAIO-
e KapauOMUOIIaTHIO, KJIACCU(DUIIMPYIOTCS Ha OCHO-
BaHWUM JBYX TJIABHBIX MPUHUMMOB. [lepBBIi MPUHIINTT
OasupyeTcs Ha XapaKTepHCTHKe HapylIeHWil oOMeHa
BEILIECTB. HapyIIeHUs MeTaboJIM3Ma aMUHOKHCIIOT, Op-
TAaHWYECKUX KUCJIOT, XUPHBIX KUCJIOT, Je(eKThl TpaHC-
MmopTa KapHUTHHA, OOMeHa TJIMKOIPOTEWMHOB, TJIMKO-
reHa, nedeKTbl TTUKO3WINPOBAaHMSA. BTopoil MpuHIU
KiraccuuKau OCHOBaH Ha W3MEHEHWM OpTaHesul
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KJIETKU: BBIICIISIIOT JTU30COMaIbHbIe 0O0Je3HU HaKOILIe-
HUSI, MUTOXOHIPUAIbHbIE U TTEPOKCUCOMHEBIE 3a00J1eBa-
Hus [8—11]. Haubosee yacto BcTpevaloTcsl HapylieHUsI
OKUCJIEHUsI XUPHBIX KUCJIOT, OpraHNYecKre aluaypuu,
00JIe3HN HAKOIJICHMSI, B TO BPeMsT KaK BpOXICHHbBIE Je-
(beKTH TIIMKO3MIMPOBAHUS U MUTOXOHApPUATbHBIE 0O-
JIE3HU peXKe JUATHOCTUPYIOTCS y AeTe MepPBBIX JIET K13~
HU ¢ KapauoMuonatusmu |8, 10, 12, 13].

ITo maHHBIM perucTpa, CTPYKTypa MeTabOIMIEeCKUX
MPUYMH ITWJIATAIMOHHOW W TUTEepTpodUIecKoil Kap-
IMOMMOITATUM HeCKONbKO paznmuaercsa [14]. Ilpu ru-
neprtpoduyeckoit dopme Hambojiee YacTbIM BapHWaH-
TOM BPOXIEHHBIX HapyIIeHUIA MeTaboIu3Ma SIBISIOTCS
[JIMKOTEHO3bI, Ha HUX MpUXoauTcst okoso 40% ciydaes,
B 20% ciyyaeB TMarHOCTUPYIOT HapYyIIEHHWS TPaHCITOPTa
KapHUTWHA, WX JeEeKThl OKUCIECHUS XXUPHBIX KUCJIOT,
WY HapyIIeHUs] OKUCIUTENBHOTO (PoCchOoprIMpOBaHUST
(MUTOXOHIpUATbHBIE Gose3Hn). [lpm AMIaTallMOHHON
KapaIMOMUOIIATUM BPOXIECHHBIE HapyIIeHUsT oOOMeHa Be-
IIECTB TIPEACTaBIeHbl HapYIIEHUSIMU OKUCIUTEBHOTO
dbochopummposanus B 40% cnydaeB, nedeKTaMu TpaHC-
MopTa KapHUTWHA WA HApYLIIEHUSIMU OKUCIICHUS KUP-
HBIX KUCJIOT — Takke B 40% [4]. [Ipu cMelaHHOM TUIIe
KapaIuoOMUOIIaTUM TipeoOmanaioT (6omee 60%) Hapyle-
HUS OKHUCJIMTEIbHOTO (pochoprmmpoBanus [3].

OrnpeneieHre 3TUOJOTUU KapAUOMHUOTIaTUN Ha TIep-
BOM TONy XXM3HHM OOJIbHOTO peGeHKa MMeeT pelliaroliee
3HAYeHWe TSI BEIPAOOTKM TaKTUKU BEIECHUS TallleHTa,
HaszHaueHUs TUhGepeHINPOBAHHON MAaTOTEHETUYECKOM
Tepanmii M CBOEBPEMEHHOTO MEIUKO-TeHETHUECKOTO
KOHCYJIBTUpOBaHUS. PaHHSAS OMarHOCTMKa W Ha3Haye-
HUE Cen(PUIecKOro JIeYeHUs TTO3BOJISIIOT KOPPUTUPO-
BaTh MeTabOJIMUECKUE PACCTPOMCTBA, YAYIIIUTh TPOTHO3
TeyeHUs 3a0oJieBaHUS W TPOPUIAKTUPOBATL Pa3BUTHE
psina cepbe3HbIX ocnoxHeHuit [3, 8, 10]. Crenyer momu-
YepPKHYTh, YTO B CIyJae MO3AHEN TMarHOCTUKU Kapauo-
MHOMATHI, WMEIOINX MeTaboINYeCKyl0 STHOJIOTHIO,
MPOTHO3 pe3KO yxymiraercs. Tak, MPOrHO3 TeUEHUS TH-
epTpouIecKoil KapaIuOMUOIATUN 3HAYUTEBHO XYXe
MpU MeTabOJIMUECKOi Tpuponae O60JIe3HU, CMEPTHOCTh
B OTOI TpyIIe MAIlMEHTOB 3a IBYXJETHUM MepHoj Ha-
omoneHus focturaet 57% no cpaBHeHuIo ¢ 2% npu nep-
BUYHBIX (DOpMax KapAMOMUOTIATUN, BO3HUKAIOIINX B pe-
3yJbTaTe MyTalluii TeHOB CApKOMEPHOTO KoMILIekca [5].

OueHb BaXXHOW TIpOOJIIEMOI SBISIETCS BBIACICHUE
KIMHUYECKUX U JJAOOPaTOPHBIX MPU3HAKOB, HAa3bIBAEMBIX
B aHTJIOSI3bIUHONM JuTepatype «red flag», KoTopbie O3B0~
JIAIOT MPEATTOIOXKUTh METAOOIMUYECKHI TeHEe3 KapaAUuOMUO-
matuii. OCHOBHBIE CUMIITOMBI CYMMUPOBaHbBI B TAOJTHUIIE.

3Ha4yeHue gaHHbIX aHaMHe3a B AMarHoCTuKe
MeTabonuyeckux KapguomMmuonaTui

OCOOEHHOCTBIO psiia META0OJIMUYECKUX KapAuOMUO-
MaThii, CBSI3AaHHBIX C HapyIIeHWEeM KJIETOYHON 3Hep-
TeTUKW WA HaKOIIEHMEM TOKCUYHBIX METabOJIMTOB,
SIBJISIETCSI OCTPOE BO3HUKHOBEHUE CEpICYHON HemocTa-
TOYHOCTH, BBI3BAHHOE META0OJIMYECKON IeKOMIIEHCA-

OB30PbI JINTEPATYPbI

et Ha (PoHe PHEepPreTUIEecKOro crpecca. B KadecTBe
SHEPreTUYECKOro CTpecca MOTYT PacCMaTpUBAThCS WH-
TEePKYpPPEeHTHbIC WHMEKIINY, OTepaTUBHBIC BMENIaTeTh-
CTBa, TOJIOAaHNE, Ype3MepHast Gu3nIeckast aKkTUBHOCTD.

CreyeT y4yuTHIBaTh, YTO CBS3b CEpHEYHON ITEKOM-
MeHcalluK ¢ TepeHeCeHHOM MH(MEKINeN SBIsIeTCs TIpu-
YUHOW OWAarHOCTUYECKUX OIIMOOK M HeOoNpaBIaHHOMN
MOCTAHOBKHY AMarHo3a MUoKapanTa. B aTux ciaydasx mpa-
BWJIBHOM TMAarHOCTUKE TTOMOTAIOT M3MEeHEeHUs B Jlabopa-
TOPHBIX TTOKA3aTeNIsIX: MapKepbl HapyIIeHW (QYHKIIMiA
reyeHu (MOBBILIEHWE YPOBHSI TpaHCAMWHA3, OUIUPYOu-
Ha), TMIOTIMKeMUsI, MeTabOTNIYEeCKUI aluao3, TUTIep-
aMMOHUMEMUsI, OpraHWYecKasl aluaypusi, TUTIepIaKTaT-
WY TUTIepIIupyBaTauaeMust. bosbloe 3HaueHUE UMEET
BBISIBJICHUE Y MaTepu BO BpeMsi OepeMeHHOCTH, Halpu-
Mep, TaKUX CUMIITOMOB, KaK XUpoBast TUCTPOGUs Tie-
YeHM, TeMOJIU3, TIOBBIIIIEHNE aKTUBHOCTH TpaHCAMUHA3,
tpombouutonenusi (HELLP-cunapom).

CreayeT y4uTBIBaTh, YTO MHOTHE HACJEICTBEHHBIE
0oJsie3HN OOMeHa BelIeCTB He BKJIIOUEHBI B MPOrpamMMy
MacCOBOTO HEOHATATbHOTO CKpWHWHTA. [TosTOoMy amu-
30[bI PBOTHI, BSIJIOCTHA, COHJIMBOCTH, THITOTJIUKEMUN
U MeTaboJIMYecKOol JIeKOMIICHCAIINU, HeI0CTaTOYHasI
npubaBka Macca Teja y JeTell paHHEro Bo3pacTa sIBJIsI-
JOTCS BaXKHBIMA CUMITTOMAaMM BO3MOKHBIX BPOXKIEHHBIX
nedexkToB Merabonusma. [lomropraHHbie HapylleHUS,
3alepKKa Pa3BUTHSI, HU3KUI MBIIIIEUHBIM TOHYC, TPyObIe
YepThl JINIA, YBEJIWYEHHBIN SI3bIK, PELUMIUBUPYIOIINE
WHTepKYyppeHTHbIe 3a0osieBaHusl (otutsl, OPBU), mbI-
IeYHble 00MM TPeOYIOT MCKITIOYeHUs HaCIeICTBEHHBIX
0oJie3Helt oOOMeHa BELIECTB.

KomOuHauua kapamomuonaTum 1 0OMeHHbIX
HapyLlueHuin

OCHOBHBIMU OTKJIOHEHUSIMU B OMOXMMUYECKUX T1O-
KaszaTessix y TMallMeHTOB C MEeTaO0OJMUYeCKUMU Kapauo-
MUOTMATUSIMU, TPEOYIOIIMMU YTOYHEHUS] UX TeHe3a, SIB-
JISIIOTCSI TUTIOTJIMKEMUSI, CHYDKEHUE YPOBHSI CBOOOIHOTO
KapHUTHWHA, HAKOIUIEHWE allWJIKAPHUTUHOB, BBICOKAsI
9KCKpeIs TUKapOOKCUIbHBIX JKUPHBIX KUCJIOT, METabo-
JIMYECKUI allUI03.

Tunormmkemusi, Kak IpaBUJIO, BOZHUKAET B pe3yjibTrare
HeaddeKTUuBHOrO Meraboiu3ma KUpOB, TIPU Hapylle-
HUM pacIIeTICHUS] TPUIJIMLEPUIOB, YTUIN3AIUU XUP-
HBIX KMCJIOT, pacCTPOMCTBAX TJIIOKOHEOreHe3a — BaXKHBbIN
MPU3HAK SHEPreTUYECKON HEeI0CTaTOYHOCTU. YPOBEHb
KETOHOBBIX TeJl (HU3KWI1 MM BBICOKMIA) SIBJISIETCSI BaX-
HBIM JIMAarHOCTUYECKMM MapKepoM i JajbHEeHIIero
MOUCKa 3TUOJIOTUM 3TUX HapylueHui. s yTouHeHUsI
MPUPOJBI TUTTOKETOHEMUYECKOI TUIOTJIUKEMUM Heo0-
XOIMMO OIpeAeINTh YPOBEHb WHCYJIWMHA, KapHUTUHA
U KUPHBIX KUCJIOT.

TunornukemMust pu HU3KOM YPOBHE KETOHOB B CO-
YyeTaHWM C HU3KUM YPOBHEM WHCYJIMHA YKa3bIBaeT
Ha HapylIeHUE paclleTuIeHUs] TPUTIMLIEPUIOB Ha XUP-
HbIe KUCJIOThHI W TJIMLEPOJ WK AedeKThl MpeBpaIieHUs
SKMPHBIX KMCJIOT B K€TOHBI B XOJI¢ OKHUCIICHUS KUPHBIX
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kucioT. JlaHHast cuTyauusl XxapakTepHa [l HapyleHU i
MeTaboM3Ma KUPHBIX KUCIOT U/WJIM HU3KOTO YPOBHSI
kapHutrHa. st Beprdukanum gmarHo3a 00Jibllioe 3Ha-
YyeHue MMeeT OoMpelesieHUe allMJIKapHUTHUHOBOTO TIpO-
¢bust, TMKapOOKCUIBHON alluaypun, YPOBHSI KapHUTH-
Ha. OTCYTCTBUE TOBBIIICHUST TMKAPOOKCUIBHBIX KUCIOT
yKa3blBaeT Ha HapylIeHUE TPAHCIOPTa KUPHBIX KUCIOT
yepe3 HapyXHYI0 MeMOpaHy MUTOXOHIIpUi, YTO HAOJII0-
JlaeTcsl MpU CUCTEMHOM AeUIINTe KapHUTUHA WA Ha-

pylLIEeHUN TIepeHoca XKUPHBIX KHUCIOT yepe3 MeMOpaHy
MUTOXOHAPUIA, HaripuMep, MPU HEIOCTATOUHOCTU Kap-
HuTuHNaIbMuTonnTpancdepassl Il. Ilpu BbisiBIEeHUU
NMKapOOKCUIBbHOW aluaypud HauOoJiee BEPOSITEH Jie-
(eKT B-oKUCIeHUS] KUPHBIX KUCIIOT.
TunoxkeroHemMuyeckasi TMIOTIMKEMUST B KOMOMHALIMU
C BBICOKMMU 3HAUYCHUSIMU MHCYJIMHA MOXET BCTPEYaThCsI
npu cuHapoMme bexkButa—Bumemana, metaboauuecKoOM
CUHJIpOME, Y IETel MaTepeii ¢ caxapHbIM 11a0ETOM.

Tabauya. OcHOBHDBIE KIMHUYECKHE U OMOXMMUYECKHE MPU3HAKN HAPYILEHHiT 00MEeHA BEIeCTB MPU META00IMYECKMX KAaPANOMHONA-
Tusx (no Byers B Mmomudukanun) [8]

3aboseBaHus Buoxumuyeckue HapyleHUs Knunuueckue mapkepsl «red flag»
[ToBblillIeHWE B MJ1a3Me ypOBHS JlakTaTa,  [MMOTOHMS, 3aIepKKa/perpecc pa3BUTusl, MoJu-
MuTtoxoHapUaibHbIE yp ? > 3aIep (ENEet ’
ajaHWHA, TPOJMHA OpraHHbIe HAPYIIEHUSI
TToBbIIEHNE B MOY€E YPOBHS 3-METHII- [unoToHus, oTcTaBaHKe B (PU3NUYECKOM pa3BU-
Cunnpom bapra

Jedbunut amn-KoA nervu-
pOreHasbl XKUPHBIX KMUCJIOT
C OYEHb JUIMHHOM 1I€TIbIO

Jedunnt aun-KoA neruu-
pOTeHa3bI XKUPHBIX KICJIOT
C JUIMHHOM LIEMbIO

JedummT TpudyHKINO-
HaJIbHOTO OeJKa

CucTeMHBbIN 1eUIIAT Kap-
HUTUHA

JledunT KapHUTUH-TIAJb-
muTomaTpaHcdepassr 11

Inukoreno3 I1 Tumna
(607ne3nHb [TomIte)

Myxkomnonucaxapumo3 | tuma

Myxomnonucaxapuao3
11 Tuma

[IponmroHoBast auuaypust

MajioHOBasI ALy pust

BpoxkneHHble HapylIeHUs
[JIMKO3WIMPOBAHUS

JIIOTAKOHOBOM KUCOThI, HEUTPOIEHUS

rI/IHOI‘III/IKeMI/IH, MOBBIIICHUE YPOBHA
Kp€aTUHKMWHAa3bl U CM,I-aL[I/IIlKapHI/ITI/IHa

[umornvkemust, TOBBINIIEHE B KPOBU
yposua C, | — C, -aluIKapHUTUHOB

[unornukemus, alya03, MOBBIIEHNE
AKTMBHOCTU TPAHCAMUHA3, CHIDKEHHE
IOKa3aTessi CBOOOIHOIO KApHUTHHA,
nosbinieHue conepxanug C . OH, C,,,

C,,.» COH anmnkapHUTMHOB

rI/IHOI‘JII/IKeMI/IH, AaHEMU:, ITOBBIICHUE
AKTUBHOCTU TpaHCAMHHAa3, pE3K0OE
CHUXEHUE ToKa3aTesisi CBOOOHOrO

" CBA3aHHOTO KapHUTHUHA

[nornukemMus, aluya03, TMIIEPAMMO-
HUEMUS, HU3KUIA YPOBEHb CBOOOTHOTO
KapHuTHHA, nosbimenune C, —C,  aunn-
KapHUTUHOB

CHUXXEHUe aKTUBHOCTU KUCJION aibha-
TDIIOKO3UAa3bl

[ToBbIIEHNE 9KCKPEITUU ITTUKO3aMU-
HOTJIMKAHOB, CHIDKEHVE aKTUBHOCTH
anbda-L-nnypoHuaassl

TToBbIlIEHNE 9KCKPELMHU TIMKO3aMH-
HOTJINKAHOB, CHVDKEHNE aKTUBHOCTHU
UIypOHaTCyIbdaTasbl

MeTtaboauueckuii aluio3, TMmepaMmo-
HHEMMS, 9KCKPELMS 3-TUIPOKCUIIPO-
MMMOHATA, METUJILIUTPATA, TUTJIMITIALIA~
Ha, MPONMVOHWJITIUIIMHA, TTOBBIIIEHNE
ypoBH# C, aMIKapHUTHHA B KPOBU

TumornukeMust, aua03, KETO3, 0~
BeieHue yposusa C,-DC kapHuTiHa

B KPOBHM, BBICOKAsI SKCKPEIMSI MAJIOHO-
BOM KHCJIOTBI

Tpombo11MTO3, aHEMMSI, KOATYIOMaTHSI,
TMIIOTJIMKEMUST, aHOMAJIbHBIN CITEKTP
TpaHC(hEPPUHOB

TUU

[MeyeHouHas nuc@yHKIMS, MeTaboaMYeCKast
JIEKOMITEHCAIIMSI TP MHTEPKYPPEHTHBIX 3a0071e-
BaHUSIX

PBoTa, rumotoHus, CyI0poru, BSUIOCTh, COHJIU-
BOCTb, JbIXaTeJIbHbIE PACCTPONCTBA

PBora, nuapest, rumoToHUsI, CyIOPOTH, PACCTPOI-
CTBa AbIXaHUs, HapylIeHUe PYHKIMY TIeYeH!

BstmocTh, COHMBOCTD, PBOTA, 3aepKKa pocTa,
IACHYHKIUS TIEIEHI

YepenHo-MIeBast AM3MOPDOUS, CyIOPOTH,
TUITOTOHMS, TeTIaTOMETaINsI, IIOYeUHasT HeI0CTa-
TOYHOCTh

MpbiiieuyHas TUIMOTOHMA, MaKpPOIJIOCCUA

HapyiieHue pa3Butusi, yepenHo-auieBast
TU3MOPGUST, HU3KOPOCIOCTh, TYTOIOABMKHOCTh
CyCTaBOB, TEIIaTO- U CIUICHOMETaJIUs, HapyllIeHue
3peHUs U ciiyxa

YepemHo-auieBas 1u3Mopdusi, HI3KOPOCIOCTb,
TYTOIIOABIKHOCTD CYCTaBOB, I€IaTO- U CIIEHO-
MeTaust

MpbiiieuHas TUIIOTOHM:A, pBOTA, BAJIOCTb, COHJIM -
BOCTb

[umoToHus, 3aepKKa,/perpecc pasBUTHs, pBOTa,
CYIOpOTH

[unoronwus, 3agepxKa pa3BUTHsI, YEPETTHO-JIU-
1LIeBbIe TM3MOPMUH, TTOPOKH Pa3BUTHST, KPOBOU3-
JIUSTHUE B MO3T, TETIaTO- U CTUIEHOMETaJIUSI
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KoMOuHaims runorimkeMun ¢ yMepeHHbIM WU Bbl-
COKMM YPOBHEM KETOHOB TPeOYeT Orpee/IeHUsI OpraHU-
YEeCKUX KHCJIOT B MOYe, JJaKTaTa W MUpyBaTa B ILJIa3Me.
Bricokas moyeyHast SKCKpelusl XapaKTepHBIX OpTaHU-
YeCKMX KUCJIOT HaOmomaeTcsd TMpU IIPONMOHOBON alu-
NIeMUU, METUJIMAJIOHOBOM allMeMUu U APYTUxX 3adoJie-
BaHUSIX M3 TPYMITbI HACJIEACTBEHHBIX IedeKTOB oOMeHa
opraHm4yecKux KucioT. [loBwIIeHNMEe ypOBHS JaKTaTa
U MApyBaTa B KOMOMHAIIU C METaOOJUYECKUM alUI0-
30M MOXET YKa3blBaTh Ha MUTOXOHApPUAIbHOE 3a00J1eBa-
Hue. [umornukemMust Takke HaOJromaeTcs y MallMEHTOB
C IJIMKOT€HO3aMHU.

HapylweHus KapHUTUHOBOro oOMeHa u/unm
BPOXAEHHble HapyLLeHUsl 0OMEeHa XXMUPHbIX KUCNOT

Ot nedekThl 0OMeHa BelleCTB SIBJISIIOTCS HauboJiee
4acTOW MPUYMHON pa3BUTUS METaOOIMUYECKUX Kapauo-
muonatuii [4, 14] u He MeHee 5% cilydyaeB BHeE3aITHOM
nerckoii cmeptu [15]. Hapymrennst metabonmama XXup-
HBIX KUCJIOT MOTYT BO3HUKaTh BCJEACTBHE CHCTEMHOTO
JeduunTa KapHUTUHA, HEIOCTATOYHOCTH (PEepPMEHTOB,
obecrneuynBaroMX MepeHoC COeNMHEHN KapHUTUHA Ye-
pe3 MeMOpaHy MUTOXOHIPHIA, a TAKKe TIPU Te(eKTax M-
TOXOHIPUATHHOTO [3-OKUCIIEHUSI JKUPHBIX KUCTIOT [16].

Jepuunt KapHUTMHA JMATHOCTUPYIOT, €CIW KOH-
LIEHTpalKsl CBOOOAHOTO KapHUTHHA B Iia3mMe MeHee 20
MKMOJIb/JI, a coliepXaHue B TKaHsaxX MeHee 20% OT HOp-
MBI. BBIIEASIOT IepBUYHBIN Ae(UIIUT KApHUTHHA U BTO-
PUYHBINA JeUINT, KOTOpBIN pa3BUBaeTcs Ha (oHe
JIPYTUX BPOXICHHBIX HapylIeHUd MeTabonu3ma, Co-
MTPOBOXIAIONINXCS TIOBBIIIEHHON YTWIM3alMeil KapHU-
THHA (OpraHWYecKWe auuaeMUM, NedEeKThl OKUCICHUS
SKUPHBIX KMCJIOT, HapylIeHUsI OKUCIUTENIbHOTO (hocho-
punupoBanus). CHIKEHME YpOBHSI KapHUTHMHA TakKXke
BO3MOXHO TIpU psiie COMaTUUECKUX 3a00JieBaHUI 1 TIa-
TOJIOTMYECKHUX COCTOSTHMI [16, 17].

IMepBuunblii AebUIUT KAPHUTHHA MOXET TTPOSIBIISITHCS
B IBYX (popmax: cuctemHoii [18, 19] u MbimeuHoit [17-
19]. CucremHblii neUIIAT KApHUTUHA OOYCJIOBJIEH MY-
taumeil reHa SLC22A5, noKanm3o0BaHHOTO Ha IJIMHHOM
rureye xpomocoMbl 5 (5q319). TlponykTom reHa sIBIIsIET-
cst 6enmok OCTNZ2, nepeHoCsIMIT KapHUTUH. 3a00JeBa-
HUE HaCJeIyeTcsl 1O ayTOCOMHO-PELeCCUBHOMY THITY,
BO3pACT MOSIBJIEHUs] HaYaIbHBIX MPU3HAKOB BapbUPYET
ot 1 Mec 10 7 net (B cpeaHeM 2 rosa). Y TeTepo3UTrOTHBIX
HocuTteneit reHa SLC22A5 MmoxeT HaOMOAaThCS Kapano-
MHoOMaTusi, (OPMUPYIOIIASCSI He paHee MOAPOCTKOBOTO
Bo3pacTa [19, 20].

ITpu panHem nebroTe 3a001eBaHMUs TTIEPBLIMU MTPU3HA-
KaMH CJTy>KaT OTKa3 OT KOPMJICHHUSI, Pa3IpaskUTeIbHOCTD,
HU3Kasg TpubaBKa Macchl, OTCTaBaHWE B (PU3NIECKOM
U TICUXOMOTOpHOM pa3Butuu. [IpucrtynooOpa3sHo BO3-
HUKAIOT TUMTOTTMKEMUYECKU-TUTIOKETOTUUECKIE KPU3HI,
YTO TIPOSIBJISIETCSI OCTPOM BSHIedamonaTueil (BSJIOCTb,
COHJIMBOCTb JIMOO TIOBBIIIEHHAsT BO30OYIMMOCTh W pa3-
NIPaXXUTEJIbHOCTD), TOBTOPHOI pBOTOI, HapacTarollei
obmIeit cimabocThlo, Taxukapaueil. B mampHeitmem pas-
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BUBAIOTCS TeIaTOMeTajiis, CTeaTo3 MeuyeH, HapyIIeHusT
JKeJTyIOUYHO-KUIIIEYHOTO TpakTa (0oiu B KMBOTE, Jua-
pest), MUOTIAaTUIECKUI CUHAPOM (MBIIIeUHasi cJ1aboCTh,
runoToHus). TsokecThb 3a00IeBaHMs BADBUPYET OT JIETKUX
IO KpaliHe TSKeJIbIX BapUaHTOB.

JlunaTtallioHHass — KapAWOMUOIIATHsS — pa3BUBAETCS
B 30—40% ciy4aeB cUCTeMHOTO IeHIMTAa KapHUTUHA
yXe B Bo3pacte 3—5 mec [20—22]. IpaHuubl cepaia pe3ko
pacIIMpeHbl, TOHBI TIIYXUE, PUTM Tajlona, CUCTOJIMIeCKUi
IIYM OTHOCUTEJIbHON HEZOCTATOYHOCTH MUTPATLHOTO
W TPUKYCITUAATBLHOTO KJIaraHoB, peXke MUACTOIMYEeCKUIA
myM, akieHT Il ToHa Haj JIeroYyHOo# apTepueil, TaXUITHO?.
PaHo pasBuBaeTCsl M OGBICTPO TPOTPECCHPYET CepaevdHast
HEIOCTaTOYHOCTh: HApacTalOT TaXWKapausi, OIBIIIKA, Te-
MaTOMETAJIVS, TIOSIBIISTIOTCST 3aCTOMHBIC XPUITBI B JIETKHX,
BO3HMKAIOT OTE€KHM, BO3MOXKHO Pa3BUTHE aclMTa, HAKOII-
JIEHWE KUIKOCTU B TIepyUKape W TUIEBPaJIbHBIX TOJIOCTSIX,
B 20% cirygaeB BO3ZHHUKAIOT TPOMOOIMOOTIMIECKIE OCTIOXK-
HeHus [22]. TpaauliMOHHOE MEAVMKAMEHTO3HOE JIeUeHUE
CepIeYHOl HeA0CTaTOYHOCTH MayoadhdekTuBHO. YacTto
BO3HUMKAIOT HApYIIEHUsI CEpIeUHOr0 pUT™Ma; Ha (DOHe THU-
rormuKeMundeckux KpusoB B 10—20% ciydaeB BO3MOXHa
BBIpaXKeHHAas TPAH3UTOPHAs OpaauKapavs, BIUIOTh 10 aCU-
CTOJIMM, YTO BEJET K BHE3AITHOM cMepTH pebeHka [16].

Ha OKI ompenensercsd BBICOKMIT BOJIBTaXX KOM-
ruiekcoB QRS 3a cueT KOMIIEHCATOPHOU rurieprpoduun
CyORNMKapANATBHBIX CJIOEB MHUOKapaa, BBIpakeHHBIE
nireMudeckre naMeHeHus. Crielu@UIHbIM TPU3HAKOM
KapHUTUHOBOM KapIWOMUOIATUU SIBJISTIOTCSI «TUTaHT-
ckue» 3yOunl 7, TIpeBbIlIAlONIMe 0 BeJIMYnHe 3yoelr R
JKEJTyIOYKOBOTO KOMILIEKca. PEHTreHOJTOTMYeCcKH orpe-
NeISIeTCST KapauoMeraus TPEerMYIIeCTBEHHO 3a CYeT
YBEJIMUEHMS JIEBOTO XKEIyIOYKa U JIEBOTO TIPEICEPIus.
Dxokapauorpadus BEISIBISIET pe3Koe CHIDKEHUE CHUCTO-
JINYECKOM (hYHKIINU, 3HAYUTETbHYIO TUIATALINIO JIEBOTO
JKeJTyIouKa U JIEBOTO MpeAcepaus, YIUIOTHEHUE XOCUT-
HaJja oT aHHoKkappa [19, 22].

JlabopaTtopHble TIpM3HAKM CUCTEMHOIO AeuIin-
Ta KapHUTMHA: HU3KWI YpOBeHb KapHUTHHA B TKaHSIX
(medyeHu, MblIIAX); TUMOMIMKEMMs 0e3 Kerosa; Mo-
BBIIIIEHWE aKTMBHOCTU TpaHCAMWHA3, YPOBHS aMMHa-
Ka B TIla3Me; TMIIOXpOMHasl aHeMUs. YpOBeHb CBO-
6OIHOTO KapHUTHMHA B KPOBU pPE3KO CHIKEH — MeHee
5—10 MKMOIb/J, conepKaHUe CyMMapHBIX alluIKapHU-
TUHOB MeHee 5 MKMoub/J. B nefikouuTax u ¢pudpobdia-
cTax CHUKEH 3aXBaT KapHUTHHA (0KOJIO 3% OT HOPMBI).
OTCyTCTBUE HAKOTUIEHUS allUJIKAPHUTUHOB B KPOBU, HOP-
MaJbHOE colepKaHue TUKapOOKCUIBHBIX KUCIOT B MOYe
CIyXaT KPUTEPUSIMU, TIO3BOJSIOIIUMM WCKITIOYUTh Je-
dexThl B-okucaeHus XXupHbIx Kucijor [17, 19, 21 ].

B penkux ciyyasix CMCTeMHBIN Oe(UIIMT KapHUTHHA
MOXET MPOTeKaTh OTHOCUTELHO OJIATOTIPUSITHO U TTPOSIB-
JIATBCS TOJBKO YMEPEHHOM 3aIepsKKOM (PU3MUECKOTO pa3-
BUTHSI, YACTBIMU WHTEPKYPPEHTHBIMU 3a00JIeBaHUSIMU,
TPaH3UTOPHBIMA M3MEHEHMSIMU Cepilla B BUIE PaCIIv-
PEHUST TOJIOCTEN M CHIDKEHUSI COKPATUTENIbHOM CITOCO0-
HOCTU MHOKapja, 4To 3aTPYAHSIET CBOEBPEMEHHYIO Iua-
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rHoctuky. Hamu paHee omucaHo HaOofeHUe pedeHKa
5 JIeT ¢ CUCTEeMHBIM JIeDUIINTOM KapHUTHHA, 3a00JIcBaHIE
KOTOPOTO JTUTETEHO TIPOTEKAJIO ITOIl MACKON MUOKapIHTa
[23, 24]. TTopaxeHue cepalia B BUae KOMOMHAIIMK TUTIEP-
TpodUM W TMTATAIINK JIEBOTO KeTyI0YKa, CHUKEHUST CU-
cToM4IecKol (hYyHKITMU ¢ TIpU3HAKaMU CepIeTHON Hemo-
CTaTOYHOCTH MaHU(DECTUPOBATO Ha (hOHE TIEPEHECEHHOTO
OoponxwTa. [InarHo3 peGeHKY OBUT YCTAHOBJIEH Ha OCHO-
BaHWUU PE3KOTO CHITKCHUS YPOBHST CBOOOTHOTO KapHUTH-
Ha (2,9 MKMoub/1 ipu HopMe 20—60 MKMOJTB/TT) U CyM-
MapHOTO KOJMYeCTBa allMIKAPHUTUHOB (2,7 MKMOJIb/J
pu HopMe 0ojiee 5 MKMOJIb/J1) U MOATBEPKIACH BBISIBIIC-
HueMm mytaiuu reHa SLC22A5 B TOMO3ZUTOTHOM COCTOSI-
HuM (aenenust 9k3oHoB 8—10). Haznauenue L-kapHurrnna
(anbkap B no3e 70—100 Mr/Kr B CyTKM) CIOCOOCTBOBAJIO
HOpMaJIM3alMK  TTOKazaTesiell (hU3MIeCKOTO Pa3BUTHS
1 YCTPaAHEHWIO U3MEHEHU CO CTOPOHBI Cep/Ilia.

AJITOPUTM TUAarHOCTUKY HApyIIeHU 0OMeHa KapHU-
TUHA U KUPHBIX KUCJIOT MPENCTaBIICH Ha PUCYHKE.

JedekTsl TPAaHCMEMOPAHHOTO TPAHCIOPTA  JKUP-
HBIX KHCJIOT — TIOATpynmna 3abojeBaHuii, o00-
YCJIOBJIEHHBIX HEJI0CTaTOYHOCTbIO dbepmeHTOB

(kapHuTUHNATBMUTOMITPaHCDepasbl I u I, kapHUTH-
HAlMJIKAPHUTUHTPAHCIOKA3a), OCYIIECTBISIIONINX Mepe-
HOC COEIMHEHMI KapHUTHHA C allWJIbHBIMU OCTaTKaMu
SKUPHBIX KUCJIOT (AlWJIKAPHUTUHBI) B MUTOXOHAPUM.
Jeduuut ykazaHHbIX (PepMEHTOB PE3KO HapylllaeT yda-
CTHE XMPHBIX KUCJOT B SHEPTETUYECKOM METaboJIn3Me,
MPOUCXOISIIIEM B MAaTpUKCe MUTOXOHApwii [16, 19, 21].
JlecekTbl MEMOPaHHOTO TpPaHCIOPTa XXUPHBIX KUC-
JIOT HaCJeIyloTCs ayTOCOMHO-PELECCUBHO U XapakTe-
PUM3YIOTCSI CXOMHBIMU KJIMHUYECKUMM TIPOSIBIICHUSIMU:

TUTIOTOHUS, BSIJIOCTh, COHJIMBOCTD, CYJIOPOTH, IbIXaTeTb-
HbIE pacCTPONCTBa, HapylleHue crysa, Peite-momoOHbI
CUHIPOM, THUITOKETOTHYECKasl THIOTIIMKEMUS, alluao3,
MOBBIIIIEHWE aKTUBHOCTH TpaHCAMWHA3 W KpeaTUHKWHA-
3bI, UHOTA TUTIepaMMonremus. [pu nepunmTe KapHU-
TUHNaTbMUTOMITPaHCMepaswl 11 yacTo cTpagaroT MovYKn
(TTOJTMKKUCTO3, AUCTIIA3US TIOYSUHOMN ITaApEHXUMBI, TUIPO-
Hedpo3, TYOyIsipHBIE PACCTPOICTBA).

TTopaxkeHue cepaia MPOSIBISIETCST C POXKICHNS B BUIE
TUTIEPTPODUU JICBOTO KeJyA0oYKa MU OUBEHTPUKYJISIP-
HOI TUTepTpodHu, peke BO3MOXHO Pa3BUTHE AMJIaTa-
LIMOHHOW KapAMOMUOTIATUU ¢ HU3KOM COKpPATUTEbHOM
CMOCOOHOCTHIO MUOKaApAA. YacTo perucTpupyroTcst Hapy-
IIEHWsT PUTMa Cep/lla, BO3HUKHOBEHUE KeTyI0YKOBOM
TaXWKapIUW MOXET MPUBOIUTHL K BHE3AITHOM CepaeuHOM
cmeptu. [16]. K coxkaneHulo, yKa3aHHbIEe 3a00JIeBaHUS
00OBIYHO JUATHOCTUPYIOTCS CIUIIKOM MO3IHO, YTO TIPU-
BOIUT K JIpaMaTUIeCKUM TTOCIEACTBUSIM, 4acTO C pa3BU-
THEM JIETAJIbHOTO Mcxoma. B peakmx ciaydasix Tpu Mo3J-
Helt MaHudecTauuu 3a0oyieBaHUSI TIPOTEKAOT Oosee
GJIarONMPUSITHO; OCHOBHBIE TPOSIBICHUS: OO B MBIII-
11ax, OOBIYHO COMPOBOXKIAIOIINECS MUOTJIOOMHYPUEH,
M3MEHEHUs CO CTOPOHBI Cep/Alla MUHUMAJIbHBI.

Ipu pedunMTe KapHUTUHIAIBMHUTOUITpaHC(hepa-
36l | ypOBEeHb CBOOOTHOTO KapHUTHHA B KPOBH MOXKET
ObITh MOBbILIEH, CHIXEHBI okasarenu C, - u C - alui-
KapHUTUHOB. 1T ABYX Apyrux (popM xXapaKTepHO CHU-
JK€HHWE YPOBHSI CBOOOTHOTO KapHUTWMHA W HaKOTUIEHHWE
C 1 C ;- aunIKapHUTHHOB [22—29].

JedekTbl OKUCJIEHHS] KUPHBIX KUCJIOT. JlaHHas mof-
TpyIIa BKITIOYaeT HECKOJBKO (hOpM ayTOCOMHO-periec-
CMBHO HAaCJIelyeMbIX 3a0oyieBaHUI, OOYCIOBICHHBIX

Anrupum AWArHOCTHKW HapyleHWA metabonuama HHPHBIX

OnpegeneHHe KapHHUTHHE (cBObBOgHOTO W bW eTo)
W AUMAKIPHUTHHOE
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PucyHok. ANropUTM TMATHOCTUKM HAPYLIEHUI 00MEHA KAPHUTHHA U JKUPHBIX KUCJIOT.
(C, — cpodoanbiii Kapautun; AC — anunkapautunbl; KK — xupnbie kucinorsi; CPT I — kapuu-

THUHHAJbMUTOMTpPaHCepa3a).
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nedekTamu epMEHTOB, TPUHUMAIOLINX YYACTHE B MUTO-
XOHIIpUATBHOM B-okuciaeHuu: aumi-KoA nerunporeHasa
SKUPHBIX KUCJIOT C OYeHb JTMHHOM LIETbIO, TPU(DYHKIINO-
HaJIbHBIN 6eNtoK, auni-KoA nermaporeHasa SKUPHBIX KUC-
JIOT co cpemHeit mmuHoi tenu, ami-KoA neruaporeHasa
SKUPHBIX KUCJIOT ¢ KOPOTKOM 1IeTbio U Ap. B pesynbrate
[B-OKWCIeHHSI TIPOUCXOIUT YKOPOUCHUE YIIIEPOTHON TIeTTH
allMJTLHOTO OCTaTKa ¢ obpazoBaHueM areTui- KoA Kak Ko-
HeuHoro npoaykra. [TocnenHuit Berymaer B 1iukia Kpebdca
U CIIY>KUT UCTOYHUKOM CHHTe3a KeTOHOBBIX Teat [21, 29].

3aboneBaHusl  XapaKTepU3YylTCs  TMPUCTYyoo0pas-
HBIM T€YeHUEM, OOYCIIOBJICHHBIM TUITOTJTUKEMUYECKIUMU
KpU3aMU, U MYJBTUCUCTEMHBIM TTOpakeHUEM — B IaTO-
JIOTUYECKUI TIPOIIECC BOBJIEKAIOTCS HEpBHAS M MBIIIEY-
Hasl CHUCTeMbI, cepiue, TedeHb. [Ipum nmedunure Tpu-
(yHkuMOHaNbHOTO Oefika HaOJI0faeTCsl MUTMEHTHbIN
petuHUT. OCHOBHBIE TIPOSIBJICHUS: TIOBTOpHAsl PBOTA,
CYyIOpOTH, MUOIATUYECKUI CUHAPOM, TermaToMerasus.
KnuHnuecku BBIAENSIOT paHHUWE (HeOHATaJbHBIN, IET-
CKUIi) M TO3AHUI1 BApUAHTHI OOJIE3HE.

s pano manudectupyoiiero nepuimra anmi- KoA
JIETHIPOTeHAa3bl XXUPHBIX KUCIOT C OYEeHb JJUHHON IIe-
MbI0 XapaKTepHO (OPMUPOBAHUE TUIIEPTPOPUIECKOM
KapaIMOMUOITATUH B COUYETAHUM CO CHUKEHHOM KOHTpaK-
TUJBLHOW CITOCOOHOCTBIO M HApYIICHUSIMU CEPACTHOTO
put™Ma. Bo BpeMsT TUTIOTTIMKEMIUYECKOM KOMBI BO3MOXKHO
pa3BUTHE acUCTONNM U BHe3armHoit cMeptH [30]. [1pu ne-
uumte ammn-KoA mermaporeHasbl XXKUPHBIX KUCIOT CO
CpemHeN MJIMHOU YIJIEpOMHOW LENU XapaKTep IMopaxe-
HUST cepAla aHAJOTUYeH TaKOBOMY TPU KapHUTWHOBOM
KapauoMuornatir. YacTo BO3HUKAIOT TSDKENbIE pac-
CTPOMCTBAa CEPIECYHOTO PUTMA, OCTAHOBKA CHHYCOBOTO
y3/1a, XeJTyIouKoBash TaxukapAust (MO TUITy TPHCTYIIOB
torsades de pointes). YkazaHHbIe HapyIlIeHUS SIBJISIOTCS
MPUYNHON BHE3AaMHOW CMEPTHU NIeTell paHHETro BO3pacTa
B 1-3% cmyuaes [26, 30, 31]. [Tpu gepurute anmin-KoA
JIETUIPOTeHA3bl KUPHBIX KUCIOT C KOPOTKOW UTMHOM
YIJIEPOHON 1LENMU MOPakeHUE Cepila XapaKTepusyeTcs
JTUATAIlMOHHOM KapauOMHUOIaTUEe, OCIOKHEHHOMN TSI~
SKEJION CepAeIHON HEMOCTATOYHOCTHIO.

JlabopaTopHble mMpu3Haku 3a00JieBaHUI yKa3aHHOM
MTOATPYNIIBI: TUTIOTIMKEMUST TIPM OTCYTCTBUM KeT03a
(peaKo MOXeT OTMeUaThCs YMepeHHast KeTOHYpHsl), Me-
TabOJMIECKUI aluao3, TUTIepaMMOHUEMUs, TOBBIIIE-
HUE YpOBHSI TpaHCaMWHa3, KpeaTMHKUHA3BI, TUKApOOK-
CUJIbHAs allMIypus, TMOBBILIIEHWE COAEPXKAHUS JIaKTaTa
B KPOBM, HU3KHI YpOBEHb CBOOOTHOTO KapHUTHHA. JIna-
THOCTMUYECKUM MapKepoOM CIIYKUT HaKOIJIEHUE CITeLr-
(bUYHBIX alIUTKAPHUTUHOB (CM. Tabiuity) [29, 32].

Takum 006pa3zoM, aJrTOpUTM TUATHOCTUKU MeTaboIM-
YeCKUX KapAMOMUONaTUii Ha (poHe HapylleHUid oOMeHa
KapHUTWHA U MUTOXOHAPUATEHOTO OKMCIEHMS XXKUPHBIX
KUCJIOT 6a3upyeTcs Ha COYeTaHUU XapaKTePHBIX KJIMHU-
YeCKUX KapaIUaJbHBIX M 9KCTpaKapaIUaTbHBIX CHMIITOMOB
1 1ab0opaTOpHBIX JaHHBIX. O0caenoBaHMI0 Ha Oe(eKThH
TPaHCIIOPTa M OKUCJACHMS KUPHBIX KHUCIOT TOIeXaT
JIETU paHHEro Bo3pacTa ¢ KapaAuOMUOIIATUSIMU, HapyIlle-
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HUEM pUTMa cepjlia, C TTOBTOPHOW PBOTOM, TOpPaXKeHM-
em LIHC (MbllIegyHast TMIIOTOHUS, BSIJTOCTh, COHJIMBOCTD,
JIeTaprusi) U yBeJIMYEHUEM pa3MepOB MeUeHU.

KapananbHbIMU KpUTEPUSIMU TUATHOCTUKU METa00-
JIMYECKUX KapAMOMMOTIaTHil Ha (hOHE HapyllIeHU MeTa-
0osM3Ma KapHUTUHA U OKUCJIEHUSI XUPHBIX KUCIIOT SIB-
JISTIOTCSI:

* JWIaTaluysl TOJOCTei cepllia, CHUXEHUE COKpaTh-
TeJIbHOI CITOCOOHOCTH MUOKap/a;

* CHUMMeTpUYHas TunepTpodusi MUOKapa;

* couyeTaHue rurepTpodUn 1 IUjIaTallui MUOKap/a;

* pedpaKTepHOCTh K CTAaHIAPTHOM Tepanuy cepaecIHON
HE/0CTaTOYHOCTH;

* HapylIeHUsI CEpACYHOro puTMa (KeJTyJIouKOBasl Taxu-
Kapaust), HapyleHus TTpoBeeHUsT (CHHIPOM C1ab0CTH
CHHYCOBOTO Y3714, aTpUOBEHTPUKYJISIPHBIE OJIOKAJIbI);

e TruraHTckue 7-3yOILbI HA DJIEKTPOKApIAUOTPaAMME;

* CcJyvau BHE3aITHOM CepeyHOI CMepTH B ceMbe (apuT-
MOTEHHOIA).

DKcTpakapauaaIbHbIMU KPUTEPUSIMU IMATHOCTUKY ME-
TabOJIMYECKUX KapAMOMUOIIATH I, BO3HUKAIOIIMX Ha (DOHE
HapyllleHuli oOMeHa KMPHBIX KHWCJIOT, SIBJISIIOTCS: paH-
HUI1 1e0I0T 3a00J1eBaHUsI, TTOJMOPTaHHOCTDL MOPaXKEeHNUS,
MPUCTYNOOOpa3HOe TeYeHME, MOBTOPHbBIE PBOTHI (YacCTO
Ha (poHe TUTIOTJIMKEMHU), MBIIIeYHAas! TUTIOTOHUSI, U3Me-
Henust HHC (sH1uEDamONaTHs, cynoporu, 3anepxKa rncu-
XMUYECKOTO U MOTOPHOTO Pa3BUTHSI, BSIJIOCTb, COHJIMBOCTD,
Jietaprusi), 3ajepxKa (pu3n4eckoro pa3BUTHsl, UBMEHEHUST
CO CTOPOHBI KeJTyI0YHO-KUIIIEYHOTO TpakTa (pBoTa, 601
B XXMBOTE, TeraroMerajaysi, creaTo3 MeYyeHu, HapylIeHUsI
cTysa) 1 noyex (TyOyonaTusi, TOJIMKUCTO3, ToYeuHast He-
JIOCTATOYHOCTb), JIULIeBast TU3MOPhUSI.

JlabopaTopHbIMU ~ KpUTEPUSIMU,  TO3BOJISIIOLIMMU
MPEIOJOXUTh HapylieHue oOMeHa >XUPHBIX KUCIOT
KaK TIpUYMHBI pPa3BUTUSA KapAWOMUOIATUU, TPUHSITO
CUUTATD:

— TUTIOIVIMKEMUIO 0e3 KeTo3a;

— MeTabOIMYEeCKHUil alnua03;

— TUIepJiakTaT- ¥ TUTIepIIMpyBaTaliuaeMuIo;

— TIOBBIIIIEHWE AaKTUBHOCTU KpeaTuH(OochHoKMHA3bI
U TpaHCAaMMHAa3.

Jns yTouyHeHUsI TIpUUMHBI HapyllleHUil oOMeHa Kap-
HUTHWHA HanboJsiee BaXXKHO OTpe/ie/ieHre YPOBHsI O0IIIeTro,
CBOOOJHOTO KapHUTWHA U allMJIKADHUTUHOB B KOMOM-
HallMU C OLIEHKOW HaJIW4usl WIM OTCYTCTBUS TUKapOOK-
cwibHOM auuaypuu. [Tpu oTcyTcTBUM AMKapOOKCUIIHLHOM
aluaypud HEeoO0XOAMMO MCKIIIOYaTh CUCTEMHBIN aedu-
LIUT KapHUTUHA WKW AedeKT KapTHUTMH3aBUCUMOTO
TpaHCIIOpTa XUPHBIX KUCIOT. s Bepudukauum aua-
rHO3a TpeOyeTcsl MPOBENEHUE MOJEKYJISIPHO-TeHEeTUYe-
CKOW TMarHOCTUKH.

MopaxkeHne cepaua Npu TIM30COMHbIX 00/1e3HAX
HaKonaeHus

JInzocomHble 60Ie3HN HAKOITJICHUST OTHOCSITCS K pefi-
KM BPOXICHHBIM HapylIeHUSIM MeTaboJM3Ma, TIpH KO-
TOPBIX JAe(EKTHBIE SH3UMBI JIOKAJIM30BaHbl B JIN30COMAX.
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IMaTonorus Bctpeuaetcst ¢ yacroroit 1:1500—7000 >xuBo-
poxxaeHHbIX HOBopoxaeHHbIX [33]. CyiectByeT Ooiee
50 pa3auYHBIX JTM30COMHBIX 00JE€3HEe HAKOIJIEHUS, OC-
HOBHBIMU U3 KOTOPBIX SBIISIOTCS MYKOIOJMCAXapUI03bI,
TaHTIMO3UI03bI, TJIMKOC(HUHTOIUITMIO3bI,  TJIUKOMPO-
TEWHO3bI, MYKOJUTTUAO3bI, JEUKOTUCTPODUN 1 OOJIe3Hb
HaKOTUIEHMS JTUTIUAOB. [lepBble MpU3HAKKU 3a00JeBaHUIA
B OOJBIIMHCTBE CJTy9aeB BBISIBISIIOTCS B MEPUOIE HOBO-
pOXIeHHOCTH Win paHHeM Bo3pacte [34]. Ilopaxkenue
cepaua mo TUIY KapauOMHUONATUN BCIEACTBHE HAKOTLIE-
HUSI TIPOAYKTOB MeTabojM3Ma B MUOKAapIe XapaKTepPHO
JIJISI MHOTMX OoJie3Hel HakoruieHus [35, 36].

Ilopa:keHue cepaua nmpu NIMKOreHo3ax. [JMKOreHo-
3bl — HamboJsiee yacTasg MeTabojuvecKas TPUIMHA THU-
neptpoduyeckoit Kapauomuonatuu.  boaezus [lomne
(eaukoeeno3 I muna) — BO3HUKAET MPU HACIEACTBEHHOM
nedunute dhepMeHTa — KMUCIOM anbda-1,4-rmoko3unna-
3bI (KUCJION MajibTasbl), KOTOPBI OCYIIECTBIISIET TUAPO-
JIN3 TJIMKOTEHA U IPYTUX OJINTOCAaXapyua0B 10 CBOOOTHOM
[JIIOKO3BI. JIaHHBIE ayTOTICUM GOJIbHBIX BBISIBIISIOT TU(M-
(y3HYI0 BaKyoJIM3alMio MUOKApaa ¢ HaKOIJIEeHUEM T~
KOTeHa, B TOM YHCJIe U B 00JIACTU MTPOBOJISIIIE CUCTEMBI
cepaia. Kpome Toro, Aemo3uThl TIIMKOTeHa OTKJIaabIBa-
I0TCS B TJIaIKOMBIIIIEYHBIX KJIETKAX, SHIOTEINHN, a TAKXKe
B CKEJIETHBIX MBIIIIIAX U TIeYeHU.

B 3aBHCMMOCTH OT BpeMeHU TOSIBJICHUST CUMITTOMATH -
KU BBIIEJSTIOT WHMAHTUIBHYIO, IOHOIIECKYIO W B3POCITYIO
(opmbl Gone3Hn. BeaymmMu sKkcTpakaparaIbHBIMKA TTPO-
SIBIICHUSIMY TIPU MTH(MAHTUIIBHOM (popMe SIBIISIIOTCS TeHepa-
JIU30BaHHAsI MbIIIIEYHAs! TUTTOTOHMSI, CHIDKEHUE TITyOOKUX
CYXOXWJIBHBIX pehIeKCOB, 3aTpyqHEHUE JbIXaHUsI, Tera-
ToMmeraausi, Mmakpornoccus [36—38]. IMopaxeHnue cepaia
MOXET Pa3BUBATHCS €llle BO BHYTPUYTPOOHOM IepHoJe,
YTO HEPEIKO BeJIeT K BHYTPUYTPOOHOM CMEPTH TToJa U3-3a
TSDKENION CepleuHON HEeIOCTATOYHOCTU (BOMSHKA TUTONA).
OObIYHO TIpM MH(MAHTWIBHOK (hopMe KapAMOMMHOMATUS
MaHudecTupyer B Bo3pacTte 2—7 Mec, pexke Yy HOBOPOXKIECH-
HBIX, OTMEYaeTCs pe3Koe YBeMYeHWe pas3Mepa cepila,
B 20% cnydaeB HaOmromaeTcsl BbIpaKEHHBIN (hUOpoasia-
CTO3 3HAOKaprma. 3abojieBaHUE XapaKTepU3yeTcsl KpaiiHe
TSDKENTBIM TeUEeHUEM C SIBJICHUSIMUA 3aCTOMHON CepAaedHOi
HEIOCTATOYHOCTH M YACTO 3aKaHIMBAETCS CMEPTHIO YXKe Ha
niepBoM rofy xu3Hu [37—39]. XapakrepHa runeprpoduye-
cKasl KapAMOMHUOTATHsI, Yallle CMMMETPUYHAst KOHIIEHTPH -
Yyeckasl, pexXe — acCMMMETPUYHAsT ¢ MPeUMYIIeCTBEHHOM
TUIepTpoGUeil MEXCKETYI0YKOBOM MePeropoaKy, MOXKET
COTPOBOXIATHCS OOCTPYKIIMEH BBIXOMIHBIX TPAKTOB XKEJTy-
JIoYKoB (4are jeBoro) [36]. TTo maHHBIM MarHWUTHO-pe-
30HAHCHOI ToMorpaduu cepAia OMpeNeIsIIoTCs YIaCTKU
HETOMOTEHHO1 TIIOTHOCTU MUOKAp/Ia.

Ha DKT xapaktepHa rurneptpodust MmpaBoro npem-
cepaus, JIEBOXKEIYyIOYKOBasT WJIM OWBEHTPUKYJISpHAsT
rureptTpodusi MUOKapaa, y3Kue M Tiayookue 3yorsl Q
B oteenenusx II, 11, aVF, V,—V , BbICOKMI BOJbTaX
koMmriekcoB QRS. Tloutn Bcerma uMMerOTCSl Hapylle-
HUS PEeNoSIpU3aliii B BUJAE JETIPECCUM, peke MOabe-
Ma cermeHTa ST U cuMMeTpu4YHOI MHBepcuu 3youa 7,

npeumyiiectBeHHO B I, 11 1 JIeBBIX TPYIHBIX OTBEICHU -
s1X. BO3MOXHBI HapylIeHUs CepAeYHOr0 pUT™Ma M TPO-
BOIMMOCTHU. YKopouyeHue uHtepBaia P—R (mo 0,04—
0,08) TmpenpacrnonaraeT K  CYMpPaBEHTPUKYJISIpPHOM
TaxuKapauu. MoryT oOHapyX1UBaThCs TIPU3HAKKM HaApPYy-
IIeHUs] BHYTPHKETYIO0UYKOBOW MpoBoaumoctu [36, 37].
B psine cnyyaeB Hauaio 60JIe3HU Y HOBOPOXKIEHHBIX MO-
XKET TMPOSIBUTHCST IaToiormueckoi Opagukapaueil [40]
WJIW CYTIpaBEeHTPUKYJIsIpHO# Taxukapaueit [41]. CmepTh
OOJILHBIX HACTYITaeT M3-3a CEPACUYHON ITeKOMIIeHCAlluU
WM BHe3arHo [36, 37, 42].

Ilpu roHomeckoii ¢opMe KapAuOMErajusi MOXKeT
SIBUTBCSI CIyYallHOW HaxOoAKOW TIpu OO0CIeq0BaHUN
MO TIOBOJ/Y MBIIIEYHON CJ1a00CTU, HApYIIEHU MTOXOIKU
U KOOpAWHAUMMW JBWXeHui [43], a XxpoHUYecKas cep-
JIeYHasi HeIOCTaTOYHOCTD JTUTEJIbHOE BpeMsl HOCUT Jia-
TEHTHBIN XapakTep [44], MOXeT HaOIOAaThCSI CUHAPOM
WPW u arpuoBeHTpuKkyisipHasi oysokaga [—II crenenu
[45]. PazBuTHE BaKyoJIbHOM IereHepaluy apTepruaaibHbIX
COCYIIOB SIBJISIETCSI TIPUUMHON cyOapaxHOMIAIbHOTO KPO-
BOMBNIUSIHUS [46].

JlabopaTtopHble KpUTepUN: 3HAYUTEILHOE ITOBBIIIIE-
HUEe YpOBHST KpeaTWH(MOCHOKMHA3BI B KPOBM, CHIUKE-
HUE aKTUBHOCTU KMCIION ambda-TiioKOo3uaa3kl B KPOBU
(B TOM umciie B cyxux MmsTHax Kposu). [Ipu Mopdoio-
TUYECKOM MCCIIEIOBAHMM OMOTNTaTa CKEJECTHON MBIIIIIBI
BBISIBJISIETCSl BaKyOJIM3allMs MUOIIMTOB, TTOBBIIIEHHOE
cofiep>KaHWe TJMKOTeHa, OTCYTCTBUE WJIM 4pe3Bbluaii-
HO HHU3Kasl aKTUBHOCTb KHUCJOH anb(a—TI0KO3UIa3bl;
Mpu 3JIEKTPOHHON MUKPOCKOIIUU OMpenessieTcsl mepe-
rpy3Ka TIIMKOTeHOM JIM30COM U IuToruia3Mbl. Coooiia-
eTCsl O TOJIOXKUTEIbHBIX pe3yJibraTax JieueHusl 00Je3HU
TTommne myrem mipuMeHeHUs (pepMeHTO3aMellatoNIei Te-
panuu (tiperiapat Maiiozaiim) [47].

Thukoeen-accoyuposannas kapouomuonamus, uiu U3o-
AUPOBAHHBLI 2AUK02eH03 cepiya BOZHUKAET MPU MyTalluu
reHa PRKAG2 (y2-cyObeauHuila aneHo3uMoHodochar-
AKTUBUPYIOLIEH TPOTEMHKUHA3BI), PACITOJIOKEHHOTO
Ha JUIMHHOM TIuiede XpoMocoMbl 7. TIpu 3TOM TJTMKOTEeH
OTKJIaJIbIBA€TCSl TPEUMYILIECTBEHHO B MUOKapne [48].
Tuneptpodurdeckas KapauoMUOMNaThs Mo (peHOTUTTHYE-
CKUM TIPOSIBJIEHUSIM CXOIHA C TEePBUYHBIMM (DOpMaMU
KapIMOMMOIIAaTUH, BOZHUKAIOIIUMU B pe3yJbTaTe MyTa-
11 TEHOB CApKOMEPHOTO KOMILJIeKCa.

bonesnv Jlanona otHocutcs K raukoreHosy IIb tuma,
BO3HMKAET BCJIEICTBUE MyTallMY FreHa JIN30COMa-aCcCOLNM-
poBaHHOTO MeMOpaHHoro niporerHa (LAMP2). 3aboneBa-
HUE HacJIeayeTcsl JOMMHAHTHO, CLIETUIEHO C XPOMOCOMOM
X [49, 50]. HedexTbl reHa MpUBOAST K HApyIIeHUIO (PYHK-
UM JIN30COMAJIbHOW MeMOpaHbl, CIEICTBUEM 4Yero SB-
JISIeTCSl HapylIeHWe CTPYKTYPHOM 1IEJTIOCTHOCTU JIM30COM,
a TaKxKe HapyllIeHWe TPaHCIIOpTa MPOAYKTOB Jerpagaiiuu
JIN30COMAJIBHOTO COIEPXKMMOTO B IIUTOTUIa3My. B kapnuo-
MMOIIMTAX M KJIETKaX CKEJIeTHOW MYyCKYJIaTypbl HaKarlIu-
BAIOTCSl BAaKYOJIU, COJEPKaIlle TMPOAYKThI IeTrpagalli CO-
JEPXKUMOTO JIM30COM, B TOM YHCJIe OOJIBIIOE KOJMYECTBO
mmkoreHa [51]. KiimHuyeckue mposiBIeHUsT XapaKTepu-
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3YIOTCS TUTTMYHON TpUAIO: KapauoMuonatusi (OCHOB-
HOE KJIMHUYECKOEe MPOSIBJICHUE), CKeJleTHash MMOIIATHsI
U OTCTaBaHUE B YMCTBEHHOM pa3Butuu [52, 53]. 1o kim-
HUYECKUM TIPOSIBJICHUSIM KapaAUOMHUONATHS TIpU OOJIe3HU
JlaHOHA TTPaKTUYECKU He OTIIMYAETCS OT TSIKEJIOi (hopMbI
MEPBUYHON TUTIEPTPOPUIECKOM KapauOMUOTIATUM, BO3-
HUKalolleil Ha (poHe MyTalluu TeHOB OEJKOB capKoMep-
HOTO KOMITIeKca. XapaKTepHa KOHIIEHTpUYeCcKast SKCTpe-
MaJbHO BBIpaKeHHas TUTIEPTPOMUS JIEBOTO KeTymodKa
(ToniMHa CTeHOK nocturaet 50 MM) B COUETAHUU C TSKe-
JIOM cucTonmmieckoit nucdynkiueit [54, 55]. 3aboneBanue
XapaKTepHU3yeTcs] HeOIaronpusITHBIM TPOTPeIUeHTHBIM
TEYeHHEM C BBICOKOM BEPOSTHOCTBIO BHE3AITHOM CMep-
TH WIKA TIPOTPECCUPOBAHMS CEPIETHON HETOCTATOUHOCTH
[52, 56, 57]. YV GONbIIMHCTBA TAIIUEHTOB PETUCTPUPYETCS
cuagpom Bombsda—Ilapkuncona—VYaiita, SBISIOMIMIACS
cyoCcTpaToM JUTSI BO3HWKHOBEHUS HapyLIeHW cepred-
HOTO PUTMa B BHJE CYMPAaBEHTPUKYJSIPHON TaxXUKapIuu,
dubpuamum nipeacepauii. CUHKOMATBHBIE COCTOSTHUST
HOCSIT apUTMOTE€HHBIN XapakTep. ONMMcaHbl Clydyad BHe-
3aIHOM CeplIeYHO CMepTH, CBSA3aHHBIE C BO3HUKHOBE-
HHMEM XXM3HEYTPOXKAIONIMX apUTMHMII Ha (hOHE BJIEKTPO-
dusnonornyeckux aHomanuii [56]. Hamu panee ObuLIO
MPeACTaBIEeHO KJIMHMYECKOe HaOJIoJIeHUE IBYX CHOCOB
¢ 6one3nnio [anona [58]. KnmHnueckast kapTuHaA MMe-
J1a 60JbII0e (PEHOTUTTMYECKOE CXONICTBO C MEPBUUHBIMU
(opmamu TUTIEPTPOGUIECKOI KapAMOMUOTIATUN, B CBSI3U
C YeM MpaBUIbHAST TUOJIOTHUS 3a00IeBaHUST IOJITOE BpEMST
ocTaBajlach He pacro3HaHHOM. JImarHo3 ObUT MOCTaBJIeH
Ha OCHOBAaHWM CEMEWHOTO XapakTepa KapIuOMHOIIaTHUU
(y MaTepu HeyTOYHEeHHas (popma, y Tpex ee ChIHOBe — -
repTpodrdeckas KapaIuoOMHUOIIaThsI), KOMOMHAIIUN 3KC-
TpaKapaualbHBIX (OTCTaBaHWE B YMCTBEHHOM Pa3BUTHM),
KapAauaJlbHBIX (3KCTpeManbHas Iuddy3Hass CUMMETpUY-
Hasl TUunepTpodus JIEBOrO XKeJyaouka) U JJabopaTOPHbBIX
MapKepoB (TMOBBIIIIEHNE YPOBHS TpaHCaMWHa3, KpeaTHH-
docdokrHa3zbl). ¥ 1ByX CMOCOB ¢ OMHAKOBOI MyTaluei
reHa LAM P2 oTMedeHO pa3HOe KIMHUYECKOe TeueHue 00-
JIle3HU. B mepBoOM ciiydae mMarHOCTMpOBaHa GoJjiee TsKe-
J1ast KapAMOMMOTIATUS ¢ 9KCTPEMATbHON BBIPAXKEHHOCTBIO
rurnepTpoun Muokapaa, 3JIeKTPUUYECKOW HeCcTaOuIb-
HOCTBbIO MHUOKapJa, a TaKKe OTCTaBaHWE B YMCTBEHHOM
pasButun. Bo BTOpoM ciiydyae 3abosieBaHMe Ha TEPBOM
aTarne MpoTeKajo Oosiee OIArOMPUITHO, OTHAKO IWHA-
MHUYeCKOe HabIoIeHe B TeUeHHe 2 JIeT TaKXKe BhISIBUJIO
OTpULIATENIbHYI0 TMHAMUKY B BUE PE3KOT0 HapacTaHUsI
TUTePTPOMOUN U TIOSIBIIEHMS KU3HEYTPOXKAIOIINX HapyIe-
Huii putMa. bonesHp JlaHoHA no/KHA OBITH 3aM003peHa
U Bepu(PUIIMPOBaHA JAHHBIMU T€HETUYECKOTO aHan3a
Mpy coueTaHUU AUGb@Y3HONH CUMMETPUYHON THIEPTPO-
¢un neBoro xenynouka u cuHapoMa Bonbda—IlapkuH-
COHa—YaiiTa ¢ 9KCTpaKapAUaTbHBIMU CUMITTOMAMU U Jia-
GopaTOPHBIMKA MapKEPaMH.

Tukoeenos Il muna (6oae3nv Dopbca, uau 6ose3Hb
Kopu). 3aboneBaHue MmposiBiseTcsl B Bo3pacte 7—16 mMec
remaToMerajieit, TMIOTIMKeMUE M 3afepsKKoil pas-
BUTHS, KIMHUYECKM HE OTJIMYAeTCs] OT TIMKOreHosa [

OB30PbI JINTEPATYPbI

TUIA, 3aTéM B KJIMHUYECKOW KapTWHE HAuYMHAIOT J10-
MHWHUPOBATb MUOMATUUECKE TIPU3HAKU (MBbIIIECYHAST
TUTIOTOHUS, C1a0OCTh AUCTATbHON MYCKYIaTyphl, MbI-
mevYHble aTpoduun). XapakTepHbl MOBTOPHBIE pecripa-
TOpPHBbIE MHMPEKINU, CKIOHHOCTh K OXUpeHUI0. MoryT
OTPENEeNIAThCS KCAHTOMBI Ha JIOKTSIX, KOJICHSIX, SITOIM-
11aX, TUMEePIUTTUAEMUSI, YBeTNIeHUEe YPOBHS TpaHCaMU-
Ha3 B KPOBW, TMITOTJIMKeMUYeCKUe KpU3bl. [TopakeHne
cepaua HaOmomaercs Oosee yeM y 60% mnaLKMeHTOB.
TunepTpocdudeckass KapaIMOMMOIMATUS OOBIYHO HOCHT
CUMMETPUYHBIN, KOHIEHTPUIECKUIT HEOOCTPYKTUBHBINM
XapakTep, pexe HaOIoAalTCs OOCTPYKTUBHBIE (DOPMBbI
[59, 60]. KapanomuomnaTtusti B I€TCKOM BO3pacTe MpoTe-
KaeT CyOKJIMHUYECKHU, TIPOTPECCUPYsI C BO3PaCTOM, CEp-
JIe4yHasl MEeKOMIIEHcAlMsl MO 3aCTOMHOMY THUITYy MOXKET
MmaHudectupoBaTth ¢ 13—15 net [59]. MarautHO-pe30-
HaHCHass Tomorpacdusi BBIABISIET PACIPOCTPAHEHHBIN
MUOKapIuaibHbIl (Gubpo3. PeHTreHosornyecku ormpe-
neJisieTcs yMepeHHoe yBenumdyeHue TeHu cepaua. Ha OKT
00HAPYXKMBAIOT XapaKTepHble TPU3HAKU TUTIEPTPOGUU
JIEBOTO KeJly/nodyka, HapylleHue Mpoliecca perosipusa-
LU, He3HAYUTeJIbHOE YKOopoueHue nHTepBaia P—R [61],
BO3MOXKHBI SITM30/IbI KETyIOUKOBOM Taxukapanu [62].

VY OGonblIMHCTBA OOJIBHBIX OTPENEJISICTCSI TUTIOTIIM -
KeMUsI, TUTICPIUTTAAEMUSI, YBeJIWYeHe YpOBHS TpaHC-
aMMHa3, KpeaTMHWHKWHA3bl. CTeneHb OMOXMUMHUYECKUX
U3MEHEHUI TOCTOBEPHO KOPPEIUPYET C TKECThIO Kap-
nroMuonatuu [63]. B GuonTtaTax MBIIIIL U TIe4eHU OOHAa-
pYXXUBaeTcs reperpyska KJIeTOK IIMKOTeHOM, CHUKEHUE
YPOBHSI aMUJIO-1,6-TJTIOKO3UAa3bl TP HOPMaJIbHOM CO-
Jep>XKaHWUW KUCJIOM MajbTa3bl, BTOPUYHOE CHIDKEHUE aK-
TUBHOCTU TaKuX (DePMEHTOB, KaK III0OK030-6-docdarasza
i pocdopuiasza.

boneznv Dabpu obGycnoBleHa HaKOIJICHUEM B TKa-
HSIX C(OMHTOJIMIIMIOB TajaKTO3WJIlepaMuaa BCAEACTBUE
TEHEeTUYECKM JETePMUHUPOBAHHOTO AeULIMTA JTU30CO-
MasibHOTO (pepMeHTa anba-rasakro3uaasbl A. Havanb-
HBIMU TIPOSIBIIEHUSIMU 3a00JICBAaHUST OOBIYHO SIBIISIIOTCS
napacrte3uu (00Je3HEHHOCTb U XKEHUE) B pyKax U HO-
rax. XapakTepHbl KOXHbIE MPOSBICHUS IO TUITY aHTHUO-
KepaToM Ha SIronuliax, B 00JIacTH IyMKa, MmaxoBoi oba-
CTH, Ha Ty0ax W TaibliaX pyK, MTOMyTHEHWE POTOBUIILI,
y 1/3 neteii HaGmMOMaeTCsl CycTaBHOM CUHIPOM. [TepBbiM
MPU3HAKOM TTOPaXXeHUs TIOUYEK SIBIISIETCS TTPOTEUHYPUSI,
CUMTITOMAaTHYeCKas apTepuajbHas TUIEPTEH3UsI, ObI-
CTPO pa3BUBAETCsI MOYEYHAST HETOCTATOUHOCTb.

IlopaxeHue cepala XapakTepusyeTcsi HEOOCTpyK-
TUBHOW CHUMMETPUYHOU dopmoil rumneprpodurdeckoit
Kapauomuonatuu [64, 65]. Pexe BcTpevaeTcst 00CTPyK-
TUBHas1 (hopMa C HEBBICOKMM TPaJMEHTOM JIEBOXEIy-
JIOYKOBOI oOcTpykuMu. Ha paHHUX crammsix mpeod-
JlaflaeT AauacTtoiumyeckast AUCQYHKIMS, B AalbHEHIemM
4acTO BO3HMKAET CHUXKEHWE CHUCTOJIUYECKON (hyHKIIMU,
JIEBOXKEJTyIOYKOBasT HEIOCTaTOYHOCTh [66]. Bo3amorkHa
rurnepTpodust paBoro Xeayaoyka ¢ pa3BUTUEM CUCTO-
JINYECKON M IMACTOINYeCKON AUcHyHKIUK [67]. AKKY-
MYJISIUS TUKOC(HUHTOIUITAAOB B TIAIKUX MBIIIECYHBIX
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KJIeTKaX W BJHIOTEJUU COCYIWCTON CTEHKU TPUBOAMT
K 3HAYUTEIBHOMY CHIXXEHUIO KOPOHAPHOTO KPOBOTOKA
U MUOKapavaibHOro pesepsa [68]. Hapymenus purma
U TIPOBOAMMOCTH TIPOSIBJISIIOTCST pa3IMYHBIMKA BapyaHTa-
MU TeTePOTOIHBIX apuTMuii. YacTo BO3HMKAET cl1aboCTh
CHHYCOBOTO y3Jla ¢ OpaanKapaueit, MepluaHueM-Tperie-
TaHWEM TIpeICEePANiA; MPU TOpakeHUW aTPUOBEHTPUKY-
JISIPHOTO COEIWHEHUsI pa3BUBAETCS TOTIEpeYHast aTpro-
BEHTPUKYJIsIpHast 610Kana [69]. Hapyimenus cepaedHoro
pUTMa ¥ TIPOBOIUMOCTH CO3JAIOT YCIOBUS TSI CHHAPOMA
BHe3armHo# cMepTu. HapyiireHue TpoMOOIIMTapHOTO TO-
MeocTa3a Hapsiy ¢ COCYIUCTON AUCPETYJISIUEN crocoo-
CTBYIOT paHHEMY Pa3BUTHIO aTEPOCKIEPOTHUUECKOTO MPO-
11ecca, IepedpoBaCKYISIPHBIM OCTOKHEHUSIM.
JnarHoctuka 6ose3Hn Padbpu OCHOBBIBAETCS Ha OTIpe-
JIeJIEeHMU aKTUBHOCTHU alb(a-rajJakTo3uaasbl A B JIEMKO-
LINTaX WIX KYJBTMBUPOBAHHBIX KOXHBIX (pruOpobiacrax.
CBoeBpeMeHHOEe Ha3HauyeHHe (DepMeHTO3aMeCTUTETLHON
teparuu (Perutaran, ®abpa3um) cylieCTBEHHO YTydIliaeT
CHUCTOJIMYECKYIO M INACTOJMIECKYIO (DYHKIIMH JIEBOTO JKe-
JIyIouKa M KaueCcTBO XXU3HU 0osbHBIX [70, 71].
Mykonoaucaxapudozst — TpyTia HaCAEACTBEHHbIX
3a001eBaHUi, OOYCIOBJIEHHBIX HapylleHueM oOMeHa
KUCJTBIX MYKOIOJIMcaxapuaoB (TIIMKO3aMUHOTJIMKAHOB).
3abosieBaHUSI OTJIMYAIOTCS TMOJUOPTaHHBIMU  MPOSIB-
neHuamu. IlopaxeHue cepalia XapakTepusyeTcs coue-
TaHUEM KapAMOMHUOMATUN (Yalle TUIepTPOGhUIECKOM
KOHILIEHTPUYECKOI) C KITalaHHBIMUA TTOPOKaMU (TIOMUHU-
PYIOT CT€HO3bI MUTPAJbHOTO M a0PTAJIbHOTO KJIalaHOB)
U BBIpAXXEHHBIMU HapYIICHUSMU CEPACYHOTO pPUTMaA
M TIPOBOAMMOCTH. Takoe KOMOMHUpPOBAHHOE ITOpaxKe-
HME OOYCJIOBJICHO OTJIOXEHWEM IPOIYKTOB METa0OJN3-
Ma He TOJhKO B KapIUOMUOIIMTAX, HO W B HIOKApIe
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I[]/ICMCTRGOJIH‘ICCKEIS[ He(l)lJOﬂaTl(lH B PErHOHAX, 3arpA3HEHHBIX MPOMBIILICHHBIMA WA CeJIbCKOX035IiiCTBEHHbIMHI TOKCHUKAHTAMH,
BBISABJISIETCA Y KAXKIOT0 BTOPOrO—TPETHEr0 PeGeHKa, M 3TA YACTOTA YBEJUYHBAETCH C BO3PACTOM. DK30reHHAs! MHTOKCUKAIMS —
HE ¢IMHCTBCHHAA NMPUYAHA PA3BUTHA MCMBT&ﬁOHH‘[eCKOﬁ Hed)ponamn, He MeHblllee 3HAaYeHUEe UME0T SHIOIr€HHbI€ TOKCUKAHTDI:
NPOAYKTHI OKUCJIMTEJIBHOIO CTpecca, nepensﬁmrox 00BIYHBIX META00JMTOB WM MOSIBJICHHE HEOOBIYHbIX MPOAYKTOB HAPYIICHHBIX
00MEHHBIX npoueccos. YCTaHOBJ'IEHO, YTO TOKCHKAHTBI CIIOCOOHBI M3MEHSATH KOHd)OpMaIlMlO 0€JIKOBBbIX MOJIEKYJ C NMOSABJCHUEM
JONMOJIHUTE/IbHBIX JIMTAHIHBIX JIOKYCOB, oﬁecneqnsalomux aneCCHBHbIﬁ 3aXBAT MHUKPOJJIEMEHTOB, KOTOPbIC 3AKPECILIAIOT U3MEHE-
HUS 0eJKOBBIX MOJIEKYJI, IeJiasi MX AHTUTEHHO YYXKIbIMHU 11 opranu3ma. Huskomoleky sipHbie 0€JKH ¢ H3MEHEHHOI CTPYKTYPOi,
MPOHUKAIOLIME Yepe3 0a3a/IbHYI0 MeMOpaHy 10YeK, He PACHO3HAIOTCS PeadcOopPOUMOHHBIMHE CUCTEMAMH MPOKCHMAIBHBIX KAHAJIbIIEB
M 9KCKPETHPYIOTCS C MOYOii, 00YC/IOBIMBAsA MOSBJIEHHE HAMOOJIEe YCTOMYMBOIO U HAPACTAIONIETO C BO3PACTOM NMPH3HAKA AMCMETA-
0osmyeckoii HehponaTH — MUKPONPOTEUHYPHH U MUKPODJIEMEHTYPUH.

Karoueewte caosa: (3emu, ducmemaboauueckas Hed)ponamu}l, 9HOOEHHAS U IK302CHHAS UHMOKCUKauus, MUKPO3/1eMeHmabl.

In the regions polluted with industrial or agricultural toxicants, dysmetabolic nephropathy is detected in every 2 or 3 children and
this rate increases with age. Exogenous intoxication is not the only cause of dysmetabolic nephropathy; of no less importance are
endogenous toxicants, such as oxidative stress products, excess of usual metabolites or emergence of unusual products of abnormal
metabolism. The toxicants are ascertained to be able to change the conformation of protein molecules to give rise to additional ligand
loci ensuring the aggressive uptake of trace elements that fix changes in protein molecules, making them antigenically alien to the
body. Low molecular weight proteins with their changed structure, which penetrate through the basement membrane, are unrecog-
nized by the reabsorption systems of proximal tubules and excreted with urine, determining the appearance of the most steady and
age-increasing sign of dysmetabolic nephropathy — microproteinuria or trace elementuria.

Key words: children, dysmetabolic nephropathy, endogenous and exogenous intoxication, trace elements.

CUKaHTaMU — TIECTUUMAAMU, TSOKEIBIMU MeTalJlaMu,
MPOMBIIIIEHHBIMU OTXOJAMM, 3HAYUTETHHO MPEBHIIIACT
cpemHenonyIsIuuoHHyl0. Kpome Toro, mucmerabonnye-
CcKre HedpOoInaTUM 3a4acTyio BBISBISIOTCS TPU HaCIeI-
CTBEHHBIX HapYIIEHUSAX OOMeHa BEIIECTB U XPOHUIECKUX
3a00J1eBaHUSIX ¢ TIPU3HAKAMU 3HIOTEHHOW WHTOKCUKA-
. OTMeYeHO TMOCTeNeHHOe TPOrpecCupoBaHUe Ta-
KMX 3a0o0jeBaHuii ¢ Bo3pacToM [1—8]. Mi3BecTHO MHOTO
BapMaHTOB OJHJOTEHHON WHTOKCUKALMU: TIEPEKUCHOE
OKUCJIEHUE JIUTTUIO0B, SHIOKPUHHBIE HAPYIIeHUs, 2JIeK-
TPOJIUTHBIE OOMEHHbBIE PAaCcCTPOICTBA, TeHETUYECKUE 3a-
6oJIeBaHUST, XpPOHUUYECKUE MH(MEKIIN.

Llenb cooOruieHMs1: 0OOOCHOBAHUE THUIIOTE3BI O TOM,
YTO MPUYMHON CUMITOMOB, XapaKTepHBIX IJIsT TUCMETa-
GoMIecKrX HedpomnaThii, SIBISIETCS TOKCUYECKOe IT0-
BpexneHue (MoauduKalus) pa3TuIHbIX MOJIEKYJI C Hapy-
IIEHWEM MX CTPYKTYpbl U QyHKIMi. [UmoTe3a ocHOBaHa
Ha OOHApy:XeHHOM SIBJJeHUM MOAMGUKAINNA OeTKOBBIX

| IaCTOTa 3200JIeBAaHNI OPraHOB MOYEBOIl CHCTEMBI,
a MMEHHO OOMEHHBIX, AMCMETA0O0IMYECKUX Hed-
pomaruii, B perMoHax, 3arpsi3HEHHBIX Pa3IMYHBIMUA TOK-
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MOJIEKYJI TIOJl IECTBUEM TOKCMKAHTOB C U3MEHEHUEM HX
JIMTAaHAHBIX, a TaKKe aHTUTeHHBIX cBoOMCTB [7]. Ilpexne
YeM TMPEeICTaBIIITh JaHHBIE 00 WM3MEHEHHU OeITKOBBIX
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Opvesa D.A. u coasm. ObmeHHbIe HePOTIATIN Y eTeii: TPUIMHBI PA3BUTHSI, KTMHUKO-TA00PATOPHBIE TPOSIBICHUSI

MOJIEKYJ TIPM MHTOKCUKAIIMM W OOYCJIOBJIEHHYIO 3TUM
MTOBBIIIEHHYIO SJTUMUHALIMIO UX ¢ MOUOH (MUKPOTIPOTEH-
HypMs1), CUMTaeM 1IeJIeCOO0pPa3HbBIM PacCMOTPETh TPO-
WUCXOXJIEHNE W JAPYTUX CUMIITOMOB ITHCMETa0OJIMUECKUX
HedponaTuid.

Bce kputepun IMarHOCTUMKW JTHCMETA00JIMYECKUX
HedponaTuii MOXXHO pa3aeuTh Ha TPU TPyNIbL: 1) KOM-
TUIeKC TToKa3aTteJiei, XapaKTepHbIX JIJIsT 0OOMEHHBIX Hapy-
IIEHWI: OKcallaTHasl KPUCTAJTYPUsI, JTUTTUIYPUST, TUIP-
OKCUTIEPOKCUAYPUSI, KanbLuii-ocdarypusi, ypaTypus,
CHIKEHUE AaHTUOKCUIAHTHOM 3allluThbl, TTOBBIIICHNE
9KCKPELIMU CPeIHUX MOJIEKYJ (MHTOKCUKALIMS) W JIp.;
2) HepeaKo BO3HUKAIIME MPU3HAKU (DYHKIIMOHAIBHBIX
pPacCTpONCTB — HUKTYpPUs, CHWKEHUE allMIoTeHeTHYe-
CKOI ¥ KOHLIEHTPALIMOHHOM (DYHKIINU, HapylIeHWe 1P~
KaIHO MTepUOINYHOCTY (PYHKIIMI MOYEK, CHIKEHUE pe-
a0bCcopOIIMOHHON (DYHKIIMU TTPOKCUMATbHBIX KaHAJIbLIEB;
3) MOYEBOIl CHMHAPOM: MUKPOIIPOTEMHYPUSI, MUKPOTe-
MaTypus U JEHKOLUTYPUS.

OtHodorMYecKHe (AKTOPbI Pa3BUTHS AUCMETA0OJH-
yeckux Hedponmatmii. HanbGonee msyyaembiM (hpakKTOpOM
pa3BUTHSL JUCMETA00IMYECKUX HedponaTuili y aeTeit
SIBJISIETCS] BO3/IEMICTBME 9K30T€HHBIX TOKCUKAHTOB: TSIXKe-
JIBIX METAJJIOB, MECTULIUIOB, KOMITOHEHTOB 1LIEMEHTHOTO
MPOU3BOJICTBA, KOTOPBIE TTOCTYIAIOT B OPTaHU3M JIeTei,
MPOXMBAIOIINX B BKOJOTUYECKHU HEOJIaronpUsITHBIX pe-
ruoHax [1, 9], a TakKe B KJIMMaTUYECKM HeOJIarornpu-
SITHBIE CE30HBI Toja TpU amanTaluu. Takve BapuaHTbI
JIMCMETa0oIMIYeCKUX He(pornaTrii HOCSIT Ha3BaHUE KO-
Hedponatuu [1, 6, 10, 11]. ¥V geteii ¢ HacaeICTBEHHBIMU
3a00JIeBaHUSIMU, MPOTEKAIOIIMMU, B YaCTHOCTU, C CUH-
JIPOMOM THUITOKCUU, TaKXKe BBISIBIISIIOTCS TIPU3HAKU THC-
MeTaboIMYecKNX HedpOomaThuii U CHUXKEHUs (yHKIIUIA
MuToxoHApuii [1, 2, 5].

JInst aKoHedporaTum XxapakTepHa MOBBIIIEHHAsT IKC-
Kpeluss MUKPOIbOYMUHOB, MUOTJIOOMHA, O- U P-MU-
KpOTJIOOYJIMHOB C HapylIeHWEM IIMPKAJIHOTO pUTMa
9KCKpeluu. Y neTeil ¢ nucMeTadonyeckuMm Hedpora-
TUSIMU B PETHOHE, 3arPSI3HEHHOM TSKEJIBIMA MeTaJlTaMK
WIM TeCTULMAaMU (XJIOpopraHudeckKuMu, dochopop-
TaHUYECKUMM, MEJIbCOIAEPXKAIIIMMM), YCTAHOBJIEHA BbI-
coKasl 4acToTa TepCUCTUPYIOIIeli MUKPOIPOTEUHYPUU
(mo 500 mr/cyt) u pepmentypuu (1enouHas ocdarasa,
JlakTataeruaporeHasa). OmnpenenaeH TMPOLEHT Hacen-
CTBeHHBIX (42%) n cpenoBbIX hakTopoB (58%) B prcke
pa3BuTus Hedponatuu [2]. [1pu okcamaTHO-KalblIeBOH
KPUCTAJTYPUU U OKCaJlaTHOM HepoIaTuu yCcTaHOBJIEHA
yactota Mukpoasboymunypuu (0,33), moBbIllIeHUE aK-
TUBHOCTM IIeJIOUHOI (ocdaTasbl, JTaKTaTIeTUIpOreHa-
3bl, B-TIOKYpOHUAA3b [12].

AHanu3 xapakrtepa HedporaThuii B peruoHax C pas-
JIMYHBIMKU HEOJIAarONpUSITHBIMU  (haKTOpaMM OKpYyXKato-
el cpedbl Mokasaj, YTO TPU ITOCTOSSTHHOM KOHTaKTe
C MECTULIMAAMU B CEJIbCKOXO3SIICTBEHHOM PErMoHe T0-
BBIIIIEHA YacTOTa CJy4aeB MUKPOATbOYMUHYPUM, MHU-
KporemaTypuu, OKcaJlypuu, MOuyeKaMeHHON O00je3HU
(Bcero 177 na 1000 oGcnenoBaHHbIX aeTeit). BbisiBieHbI

MPU3HAKA CHUXXEHUSI 3HEPro3aBUCUMBIX peadbcopOIm-
OHHBIX (YHKIMI MPOKCUMATbHBIX KaHAaJbLEB ITOYEK,
aKTHUBALIUS TIPOLIECCOB MepoKcumamu. B skcrnepumMeH-
Tax Ha KpbICax ¢ MHTOKCUKALIMEH TMEeCTULNIAMU OTME-
YeHO HapyIlIeHUe CTPYKTYPbl MUTOXOHIPUI, TUCTPOGUS
KaHaJIbLIEBOTO IMUTENS, MPU3HAKN TYOYJIOMHTEPCTULIM -
ajlbHOTO HedpuTa. B TpOMBINIIEHHBIX palioHaX, 3arpsi3-
HEHHBIX COJISIMU TSIXKEJIBIX METAJJIOB, TAKXe OTMEJaIoCh
MOBBIIIIEHWE YaCTOThl MUKPOATBLOYMUHYPUU, MUKPOTE-
Matypun, okcamypuu (187 Ha 1000 mo cpaBHeHUIO ¢ 66
Ha 1000 B uncTom perrone) [2].

WM3meHeHne (GYHKIIMM MPOKCUMATbHBIX KaHAaJIbIIEB
MOYEeK CBSI3bIBAJIOCH CO CHIKEHUEM (PYHKIIMM MUTOXOH-
npuii. B oTaenbHBIX ciydasix BBISIBJISUIOCH HapyllleHUE
alMIOTEHETUYECKON M KOHLEHTPALlMOHHOW (QYHKIIUI
[2—4], BO3MOXHO Takke B pesysibTaTe AUCHYHKINN MU-
TOXOHJIPUIA.

DK30reHHass WHTOKCUKAIIMS TSDKEJIBIMU MeTallaMu
BBISIBJISLIACH Y JE€TEW B KPATKOCPOUYHOM KYJBTYpE JIEUKO-
LIUTOB B MIPUCYTCTBUM COJIE KaaMusl U Xpoma (peakiiusi
Jieiikoruronusa). Puck pasBuTust maTosioruu movex ObLa
yBeJIMYeH B 4 pa3a Mpu MOBBIIIEHHONW YYBCTBUTEIbHOCTH
(rubGenu) JIEMKOIIMTOB K COJISIM XpoMa U B 5 pa3 IMpH T10-
BBIIIIEHHOW YYBCTBUTEJIBHOCTU K COJISIM KaiaMUs, OCO-
OCHHO B COYETAHUU C TTOBBIILIEHHOUN YyBCTBUTEIbHOCTHIO
JIEWKOIMTOB K TiepeKncH Bogopoa (peakuuss MeHToHa)
[3]. TMoBbIlIeHHAsT YYBCTBUTEIbHOCTD JICMKOIIUTOB K CO-
JISIM KaJIMHUSI M XpoMma KoppeaupoBaja ¢ BBIPa)KeHHOCTbIO
reMatypuu, OKCaaypuu, JUTUAYPUU, a KaaMUs — elle
U ¢ MUKpOabOyMuHypueil. B Moue y nereit ¢ qucmera-
OoosmuyecKUMM HedpomnaTusiMU ObLJIO TIOBBIILIEHO KOJIH-
YeCTBO HE TOJBKO YKa3aHHBIX 3JIEMEHTOB, HO U XeJie3a
¥ 1IMHKA, B TO BpeMsI KaK B TPYIIIIe CpaBHEHUS TOJBKO
Y HEKOTOPBIX OTMEYaIOCh HE3HAYNUTEbHOE MOBBIIIIEHUE
BKCKpeluy keje3a M LIMHKA. bojiee BBICOKUIT ypOBEHb
BKCKpEeIIM MUKPOIJIEMEHTOB C MOUYOI OTMeYaJcs y Jie-
Teit ¢ 0oJiee BhIpaXKeHHBIMU M3MEHEHHMSIMU B MOYKax |3,
4]. Ipn nucmerabonnuecKux HedponaTusx 3HAYUTETb-
Ho yaile, 4yeM B rpymnie cpaBHeHMsT (¢=0,78 u ¢=0,18 co-
OTBETCTBEHHO), BBISIBJISIJIACh HACJIEACTBEHHAs TIpeapac-
MOJIOKEHHOCTb K He(hpOTIaTUsIM.

VY nereii, MPOXUBAIOIIUX B 3arpSI3HEHHOM TSIKEJTbI-
MU MeTajulaMU peruoHe (1IeMEeHTHOE IPOU3BOJICTBO),
OTMEYajJoCh HaKOIUIEHWE WX B OpraHM3Me M BIUSTHUE
Ha (yskuuu movek [4, 9]. OcHOBHas Macca TSIKEIbIX
METaJIJIOB, TIOTaaloIIMX B OpraHu3M (BabIXaHWe, TTUIIA,
MATHE), BEIBOAUTCS Oosiee ueM Ha 90% depe3 KUIIeUHUK
¢ kasioM [ 13]. OcranbHast 4acTb MeTaJIJIOB abCOpOMpyeTCs
B KPOBb M BBIBOJUTCS Uyepe3 MOYKM, a TakKkKe B HeOOJb-
IIMX KOJIMYECTBAX Yepe3 BOJOCHI, HOTTH.

YacTtora 3a00jeBaHMiI OpraHOB MOYEBOIl CHCTEMBI
B pErMoHe C IIEMEHTHOW TMPOMBIIUIEHHOCThIO (291,6
Ha 1000 neTckoro HacejieHMs1) TIpeBbIIIaia IOYTH B 2 pasza
YpPOBEeHb 3a00JIEBAEMOCTU B PSIIOM PACIOJIOKEHHOM,
ycaoBHO uymcTtoM pernoHe (174,6 wa 1000), mpuyem
B 2TOM <«4YUCTOM» DPETMOHE 4YacToTa AUCMETadoInye-
ckux HedponaTtuii mpeBblllaja B 2—3 pasza IokKa3aTreib
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Ha TEPPUTOPUM, PACIIOIOKEHHON BAAU OT LIEMEHTHOTO
npousBoncTBa. [1o cpaBHeHMIO C IPyrMMU paiiloHaMu, 3a-
IPSIBHEHHBIMU TSDKEJTBIMU MeTaJlJlaMU, 9acToTa 3ab0JieBa-
HMIT OpraHOB MOYEBOI CUCTEMBI B pETHOHE C LIEMEHTHOM
MTPOMBIIIUIEHHOCTBIO OblTa B 2 pa3a BBIIIE, YTO JOKa3bI-
BaeT poJIb CaMOTo IleMeHTa Kak ¢akropa pucka [9, 14].
B cenbCcKOXO3ICTBEHHBIX pailoHax 3a00JieBaHMST MOYe-
BOI CHCTEMBI TAaKXKe BCTPEUAIOTCS Yallle, YeM B «IUCThIX»
perroHax, MMpeodIafaloT MTPU3HAKY TTEPEKUCHBIX 1 MEM-
OpaHOMECTPYKTUBHBIX TMPOIECCOB, IOBBIIIEHA YacToTa
HAaCJIeACTBEHHOM Tpeapacrojio(KeHHOCTH K OOJIe3HSIM
MOYEK B CEMbSIX OOJIbHBIX AeTel. Y ciayyaitHO MOTMOIINUX
JeTeit U3 MPOMBIIIJIEHHOTO peruoHa 0e3 Mpu3HaKoB 00-
JIE3HU TTOYEeK BBISIBIISUIOCH TG (Y3HOE TTOBpEXKIeHNE MU~
TOXOHAPUIA KJIETOK MOYEYHOM TKauu [2, 15, 16].

C MOMOIIbIO MCCIAETOBAHUSI  YPOIIPOTEMHOTPAMMBI
MOKa3aHO YBEeJIMYeHUE COAEePXKaHUST pa3HBIX (DpaKiuii
0GeJTKOB B YTPEHHEN MoYe y JAeTell ¢ TUcMeTaboTuIeCcKu -
MU He(POTATUSIMU, TIPOXKUBAIOIINX B PETUOHE C LIEMEHT-
HOW TIPOMBIIIIEHHOCTBIO, TIO CPABHEHUIO CO 3I0POBBIMU
JNEThMH U3 «dUCTOTO» pervona [2, 15, 16]. ¥V atux gereit
HaOII0IaIOCh HapyllleHUe LHUPKaTHON TepUuOoInIHOCTH
SKCKPELNM BCEX KJIacCOB OEJTKOB: HU3KOMOJEKYISIPHBIX,
aTbOYMUHA M BBICOKOMOJIEKYISIPHBIX, UTO CBUIETEIb-
CTBYET HE TOJIBKO O HapylleHWU peadbcopOImu OeKoB
B MPOKCUMAJIbHBIX KaHaJbIaX MOYeK (B HOpME — Mak-
CUMAaJIbHOM B YTpEHHME Yachl), HO M O TIOBBIIIIEHUHN TJIO-
MepyJisipHoii mpoHutaemocty [9, 11, 14, 16]. Tlpocne-
JKUBaeTCsl HaKOIJIEHUe 3a00J1eBaHUl MOYEBOI CHCTEMBbI
B 3aBUCUMOCTU OT IJTUTEJIbHOCTU TIPOKWUBAHUS JeTei
B palioHe IIEeMEHTHOTO MPOM3BOJICTBA. YCTAHOBJIEHO, YTO B
3arpsI3HEHHOM PETMOHE BbIIEIICHUE C MOYOH o, - U [3,-MH-
KPOTJIOOYJIMHOB B YTPEHHME Yachl y IeTei ¢ HedpomnaTusi-
MU B 2 pa3a BbIIlIe, YeM Y KIIMHUYECKU 3I0POBBIX, PU 00-
IIeM YBEJIMYeHWM MX B Mode B 1,5 pasza 1Mo cpaBHEHUIO
C IETbMU, TIPOKMBAIOIIMMU B YUCTHIX pailoHax. B 3arpss-
HeHHOM pervoHe y 80% neTeit, HUKOTIa He UMEBIINX U3-
MEHEHMI1 B aHaJlM3ax MOYM, OblIa BBISIBJIEHA MUKPOTIPO-
TEUHypUst. DT JaHHBbIE paclieHeHbI KaK CBUIECTEIHCTBO
ITOCTEIEHHOTO (hDOPMUPOBAHUSI SKOHE(DPOaTUN, KOTOpast
TIPOSIBIISIETCS TTO33Ke, Ha CTAJIMU BBIPAXKEHHBIX U3MEHEHUIA
[1, 6,9, 14]. B 3arpsi3HeHHOM pPEerMoHe YCTAaHOBJIEHO TaK-
ke 30% HapacTaHHMe 4acTOTHI TMCMETa0OIMYECKUX Hed-
pormaThii ¢ BO3pacToOM: y JIeTeil cTapiie 7 JIeT 1Mo cpaBHe-
HMIO C JIETBMHU JTOIIKOJIBHOTO BO3pacTa.

IMpn mccnenoBaHUM aKTMBHOCTU (hepPMEHTOB MOYU
y JeTeil ¢ JUCcMeTaboIuYecKUMU HedporaTtusMu B pe-
TMOHE C IEMEHTHOW TPOMBIIUIEHHOCTBIO OOHAPYXKEHO
3HAYUTEJIbHOE TIPEBBIIIEHNE AaKTUBHOCTH TaMMa-TJyT-
amuipaHcdepassl (B 2 pasa), JIaKTaTAETUIPOTeHa3bl
(B 2,3 paza), mienouHoit ¢docdarassl, T. €. PepMEHTOB,
HauOoJbIIasi AaKTUBHOCTH KOTOPBIX OOHApYKMBAETCSI
B SIUATEJUU MTPOKCUMAIbHBIX KaHaIbLEeB [9, 16]. OTMme-
YeHO TaKXKe, YTO C BO3PaCTOM HapacTaeT KOJUIECTBO MU-
KPOTIPOTEMHOB B Moue [9].

OmHUM W3 TPHU3HAKOB, TTO3BOJISTIONINX BHISIBIISTH
MUCMeTaboIMYECKYI0 HedhpomnaThio y IeTeil, sSBUach

OB30PbI JINTEPATYPbI

6oJiee MM MeHee TTOCTOSTHHAs KPHCTAJUTYpHsi, KOTopast
XapaKTepu3oBaJlach CJIeAyloluM obpazoM: 1) Hamuuue
«KPUCTAJUTOUIOB» B TOBBIIIEHHBIX KOJWYECTBAX — OK-
canypusi, dochaTypusi, KaJdbLUypus, ypaTypus, am-
MOHMI-MarHuii-cocdatypusi, KOTOpble He BCeTna BbI-
MajaloT B 0OCaloK; 2) HajauyMe KPUCTAJJIOB oKcajara
KanbLus, pocdaTa KaablMsi, aMMOHU-MarHuii pocda-
Ta (TpunenabdocdaTel), ypaTHBIX KPUCTAUIOB; 3) HaIu-
yue TPOMOTOPOB (YCUIUTENEi) KPpUCTAILI000pa3oBaHus
(dbubpuHoOTEeH U 1p.); 4) CHUXKEHUE MHTMOUTOPOB KpU-
crajuioo0pa3oBaHMsl  (HeopraHuyeckuii  nmpodocdar,
LIUTpAT, TJIyTaMaT W JIpyTMe OpPraHUYeCKHUe KUCIIOTHI);
5) 3naueHue pH wmouu: TpunenbdocdaThl BbITIAAAIOT
B OCaJIOK B ILEJOYHOM, a ¢ocdaThl KaabliMs, IIUCTHH,
ypaThl — B KHcJ0# cpene [3].

OpHako HamboJiee YacTO BCTPEYaloIIMMCS ToKa3a-
TeJeM, TIO3BOJISTIOIINM BBISBIISITH TUCMETA00INIECKYIO
HedponaTuio y JeTel, ABIseTcs Ooyiee WIM MeHee To-
CTOSTHHAs OKCAJIaTHO-KajbLeBas Kpuctawrypus [12].
V Takux geteil OTMeYalOTCS TIPU3HAKKM BSHIOTEHHOM
WHTOKCUKALIMM W TPaH3UTOPHbIE M3MEHEHUsS MOYEBO-
ro CUHIPOMAa: MUKPOMPOTEUHYPUST (MUKPOATLOYMUH),
depmenTypus (bochonunaszsl A u C, menoyHas ¢oc-
¢araza, JakTaTAerdaporeHasa, OeTa-IJIIOKYpOHMIa3a),
a Takke MMKporeMarypusi. KpyrHbIe arperupoBaH-
Hble KPUCTAJTBI OKCAJlaTOB TOSIBIIAIOTCS B MOYe Jaxe
MpY HOPMAJIbHOW 3KCKPELUM OKCAJaTOB, YTO CBSI3bI-
BaeTCsd CO CHIDKEHMEM aHTUKPUCTAII0O00pa3ylomeit
CITOCOOHOCTH MOYM, HOPMaJbHOE COCTOSTHUE KOTOPOA
3aBUCUT B OCHOBHOM OT IIPOAYKTOB OMO3HEpreTuye-
CKUX TIPOIECCOB B MUTOXOHIPUSAX (HEOPTaHMYECKUX
nupodocdaros, uutparos u np.) [3, 5, 12, 15]. B nipo-
BeJCHHOI paHee paboTe ¢ MeTKoit '*C HaMM OBIIO TTO-
Ka3aHo, YTO OKCaJlypusi U OKCaJlaTHO-KaJIblleBast Kpu-
CTAJTypuUsi MOTYT OBITb CJIEACTBUEM OKHUCIUTETbHOM
NeCTPYKIIMU Takux (ochonunuaoB KIETOUYHbIX MeM-
OpaH, Kak docharnauiastaHodaMuH U docdaTuamice-
PUH C MOBBIIIEHUEM aKTUBHOCTU (pochonumnaz A u C,
C BBICBOOOXIEHUEM TIPEAIIECTBEHHUKOB IIIaBeJIeBOIA
KUCJIOTBI — 3TaHOJIaMWHA M cepuHa. Kpome Toro, cBo-
6oaHBIE (DOPMBI KUCIOPOIa aKTUBHO HApyIIalOT CTPYK-
TypHO-(GYHKIIMOHATBHOE  COCTOSTHUE  MUTOXOHIPUIA,
COMPOBOXAIOIIEeCs] CHUXKEHUEM 00pa30BaHUSI MaKpoO-
SPrOB M BBIXOIOM M3 MUTOXOHIAPUI NETTOHUPOBAHHBIX
Kanblus u ¢docdaToB, YTO OOYCIOBIMBAET TOBBIIIEH-
HBIM PUCK 00pa3oBaHUsI KaK PacTBOPUMBIX OKCAJIaTOB
Kanblus 1 ¢hocharoB KajabliMs, TaAK U KPUCTAIIJIOB 3THUX
coneii B Moue [15]. [ToMMMO OKMCIUTETBLHOTO MyTH T10-
BBIIIEHWSI OMOCHHTE3a IIaBeIeBO KUCIOTHI, MPU AUC-
MeTaboIMYecKX HeporaThsix UMEIOT MECTO U JIpyTre
(akTOpbl pUCKa OKCATaTHO-KaJIbLINEBO KPUCTAJUTYPUM:
CHUXXEeHUE aKTMBHOCTU (DEPMEHTOB PEYTWJIM3ALIMU T~
okcunara (B -3aBucumoii L-keTorayrapar-riMoKcuiar-
KapOoiurassl M OJHOTO W3 WM309H3UMOB JIAKTATACTUI-
poreHassl — D-mmiepataeruaporeHasbl) B pe3ysbTaTe
WHTUOUPOBAHMS X aKTMBHOCTU JHIOTEHHBIMM TOKCH-
KaHTaMU 1 HeJlocTaTKa ButamuHa B, [15].
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OkcajaTHO-KaJblieBasi KPUCTaJLTypusi, KakK Tipa-
BWJIO, BBISIBJISIETCST B BHMIE MOHOKPUCTAIIYPUU, HO MO-
JKET BCTpevyaThCsl CMelIaHHasT KPUCTATYPUS ¢ HaJTA4IU-
eM KpHCTaJUIOB OKcajlaTa Kaibliusl, ¢ocdaTa KaabIs,
a MHOTJA W C ypaTHBIMU KpucTtamiamu. ®ocgaTsl Kajib-
U — BTOPOW TI0 YacTOTe BUJ KPHUCTAJUIOB, BCTpeYalo-
muiicss mpu nucmeradonndeckux Hedponarusx. [loss-
neHne docdaToB KaabIUs TJIaBHBIM O00Opa30oM 3aBUCUT
OT CTPYKTYpHO-(YHKIIMOHATHLHOTO TOBPEXICHUS MU-
TOXOHAPHUIA M OT BbIxoaa ocdaToB Kaablus (TUAPOKCHU-
araTUTOB) M3 MUTOXOHIPUATbHBIX «KAIBIIMEBBIX €MKO-
creit» [11], a Takke OT CHMXKEHUS] OMO3HEPTreTUYECKUX
(YHKUMIT MUTOXOHIPUI B CBSI3U C HApyIIEHUEM CUHTE3a
HeopraHndecknx nmupodocdaToB — OCHOBHBIX WHTHOM-
TOPOB KpucTamu3aunu gpocdaroB Kambums [3].

MakTOpOM pHUCKa MOBBIIIEHHOTO 0OPa30BaHMST MOYe-
BOIi KHCJIOTBI U €€ KPUCTAITU3AIUN CIYXKUT 3HAYUTEIb-
HOEe TIOBBINIEHNE aKTUBHOCTHM TEPEKUCHBIX TPOIIECCOB
[10]. HaubGonee xapakTepHO MOSIBIEHUE TaKOTO pHCKa
B YCJIOBUSIX «TETUIOBOTO LIOKa» (TEPPUTOPUU Y30eKucTa-
Ha, JlarectaHa u ap.), Korma B Mode 80—90% neteit ooHa-
PYKMBAIOTCST KPUCTAJTBI MOYE€BOM KUCIOTHI, B TOM YKCIIE
KpYITHBIE U arperupoBaHHble. HapyireHue crmocobHoCTH
Moyek MeTaboIM3MpOBaTh MAPATTOPMOH U 3a/IepKKa €ro
B LIMPKYJIUPYIOIIEM pyciie TIPUBOAIT K TOBbIIeHno pH
MoYM (IIeJTOYHast peakivs), B KOTOPOU BBITaJAIOT B OCa-
JIOK TaKWe KPUCTAJIbl, KaK aMMOHMI-MarHuii-cocda-
Thl. DTU KPUCTaUIbl OOHAPYKMUBAIOTCS B OOJIBIIMHCTBE
clTydaeB TIpy MOYeKaMeHHOI 00JIe3HU, KOTOpasi CYMTaeT-
Csl OMHUM M3 TIPOSIBJICHUI TMCMeTa0oIndecKoir Hedpo-
nmatuu [3, 9, 15—18, 20, 21].

Takum oOpa3oMm, dochaTtHasi MOHOKPUCTALUTYPUSI
(B KMCJIO cpefie) BCTpedaeTcsl pexe, 4YeM OKcajlaTHO-
KaJbIlMeBass KPUCTAJUTYpUsI, U XapaKTepHa JUIsl TTOBpe-
SKIeHUsST MUTOXOHAPWI, a TakxkKe Ul TUIIepIiapaTUpeo-
3a. [Ipu TSoKeNbIX Clydasix TUIepIiapaTupeo3a B MoOde
B GOJIBIIIOM KOJIMYECTBE BCTPEYAIOTCS KPYITHBIE arperv-
pOBaHHBIE KPHUCTAUTBl aMMOHUI-MarHuii-cocdaTos.
VYpatHast KpUCTaJUTypust TIpYU TUCMETa0OIMIeCKUX Hed-
poIaTHsIX TaKXKe pexke BCTpevyaeTcs y JeTeil B cpemaHeit
nojioce Poccuu. Tlpu BipaxkeHHON ypaTypuu OTMEUYaroT
CHIMDKEeHUE aKTUBHOCTU (hepPMEHTOB CHHTE3a ITypUHOBBIX
HYKJICOTHJIOB U TIOBBIIIIEHNE aKTUBHOCTH KCAHTMHOKCH-
J1a3bl, KaTaJu3upyloliein oopazoBaHne MOYEBON KMCIIO-
TBI, TOMUMO y4acTHUs B ITIepeKMCHEBIX ITporeccax [3, 10].

Mukporemarypus. [ToMuMO KpUCTAJUTypUH, XapakK-
TEPHBIM TMPU3HAKOM TUCMETA00TIMIECKNX HedpormaThii
SIBJISIETCSl  TPAH3WTOPHAsT SPUTPOLUTYpUs. leMaTypu-
YeCcKMi CHUHAPOM OOYCJIOBJIEH MHOTOOOpa3HbIMMU TMpPU-
YUHaMU, HauboJiee YacThIMM M3 KOTOPBIX SIBJISIOTCS
rematypuueckasi ¢opma TriaoMepyaoHedpuTa, IUCME-
Taboanyeckas HedpomnaTus, WHTEPCTULIMATBHBIN Hed-
put. Ilo cBHMIETeNbCTBY psima aBTOpoB [6, 7, 18—21],
SPUTPOLIUTYPHS PA3IMUAETCS TIO YPOBHIO TOPaKEHUS
HedpoHAa — TJIOMEpYJIsIpHAs W <«HETJIOMepYJsipHasi».
IMpakTyecku MpU BCeX HACIEACTBEHHBIX 3a00JIeBaHMIX
MoYeK W TIIOMepyJoHeppUTaX MUKPOTEMATYpHsT MMEET

[JIOMEPYJISIPHOE TTPOUCXOXKIEHUE; MPU ITOM Haboaa-
eTcsl TUTMWYHAs KapTUHA IucMopduima 3pUTPOLIMTOB
B MOYe M3-3a TPYAHOCTH X MMPOHUKHOBEHUS Yyepe3 TOH-
KYIO [JIOMEDPYJIIPHYIO 0a3aibHYyl0 MeMOpaHy. B ominuune
OT TJIOMEPYJISIPHON MUKpOTeMaTypuu, MpU AUCMeTabo-
JIMYECKUX HedpOomaTUsX U MHTEPCTUIIMATHLHOM HehpH-
Te HexapakKTepHO M3MeHeHUe UX (POpMBI 3PUTPOLIUTOB
B Moye. B ¢BA3M ¢ TPyIHOCTSIMU OTIPEaeIEHUST IIPOUCXO-
KIEHUS SPUTPOLIUTYPUH JIJIST €TO YTOUYHEHUSI PEKOMEHTY -
€TCsT TaKKe OTpeesATh KOJIMUECTBO U KAaYeCTBO MUKPO-
MPOTEMHOB MOYM, XapaKTep KOTOPHIX TaeT BO3MOXKHOCTh
YCTaHOBUTD JIOKAJIM3AIMIO MATOJOTUU.

Bce netu ¢ «HeroMepysipHOi» TeMaTtypueil UMeroT
MPU3HAKA DSHIOTEHHOW WHTOKCUKAIUM, HebJIaronpu-
SITHOE TeYeHHe aHTe- M WHTpaHaTaJIbHOTO TEPUOIIOB,
HACJIEACTBEHHYIO TPEIpaCcONOXEHHOCTh K 3a0oseBa-
HUSIM OPTraHOB MOYEBOM CHCTEMbI, a TaKKe HEPEeaKo —
aHaTOMMYECKUE aHOMAJIUU TTOYeK W MOYEBBIX IMyTei |8,
18]. «HermomepynspHasi» remaTypusi Tpu JUCMeTado-
JIMYECKUX HedpomaTusx ObIBaeT, Kak TpaBUIO, TpaH-
3UTOpHOM, He TipeBbilaeT 10—20 3pUTpOLUTOB B TOJIE
3peHUsl, B OOJBIIMHCTBE CIy4yaeB COUYETAETCS C MUKPO-
MPOTEMHYpUE M dYallle BCETO BBIABISICTCS CIIydaiiHO
y JieTeil B Bo3pacte Mo 5—6 JIeT U3-3a JaTeHTHOTO Tede-
Hus Hedpomatur. C BO3pacToM MpHU COXPaHEHUM 3THO-
JIOTUYECKOTO (haKTOpa MUKPOTEMATYpPUST CTAaHOBHUTCS
0oJiee MOCTOSIHHOM, HO OOBIYHO HE YBEJTUUMBAETCSl KO-
JunyecTBeHHO. MccnenoBanue (GyHKIMM TTOYEK MMoKa3a-
JIo, yTO y Oosiee ueM 1/3 nmereii ¢ HerJIoMepyJsIpHON Te-
Matypueit mpu IUCMeTaboIMIecKoi HedpormaTi UMeIoT
MEeCTO COXpaHHbIE (DYHKIUM TIOYEK, Y OCTATbHBIX BBI-
SIBJIIIOTCS TIapUMayibHble HapylueHus: [-ii creneHu [8,
16]. Kpome Toro, mjist 3Toil TPYNIBI AeTeil XapaKTepHa
BKCKpPELUsT ¢ MOYOI He TOJTbKO MUKPOATLOYMUHOB (66
kMa, no 300 mr/m), HO U PETMHOJCBS3bIBAIOIIETO Oes-
ka (21 x[a, no 22 MKr/MMoJib KpeaTUHWHA), KOTOPbI
B HOpME TOJIHOCTbIO peabcopOupyeTcsi B MPOKCUMab-
HBIX KaHaJblax Mmovek |8, 18].

JlefikonTypus TIpaKTUYECKW HE XapaKTepHa ISt
JIUCMeTaboMIeCKX HedpomaThuii M MPUCOeAMHSIETCS
B OCHOBHOM TMpW WH(PUIMPOBAHUU OPTraHOB MOYEBOI
CHCTEMBI.

Mukponporeunypusa. MHOrourcaeHHbIE UCCIEI0BA-
HUSI YacTOTHl M TIATOTeHe3a AUCMeTaboImIecKuX Hed-
pornaTtuii ¥ MHTEPCTULMATBLHOTO HedpuTa, HE3aBUCUMO
OT TIPUYUH WX OOYCJIOBIMBAIOLINX, MTO3BOJUIN YCTAaHO-
BUTb, YTO MUKpOTIpoTenHYpHs (10 300 Mr/ cyT) sIBIIsSIeTCSI
OIHUM U3 TTOCTOSTHHBIX IPU3HAKOB natojoruu [1, 5, 7—9,
16]. KauecTBeHHBII COCTaB GEIKOB UCCIEAYETCS C TTOMO-
1pto aaekTpodopesa Ha noauakpuiaMuaHoMm rene. Mc-
cienoBaHue OeJIKOB-(hPepMEHTOB MOYM B HACTOSIIIIEE Bpe-
Ms1 OoJjiee OCTYITHO Ha OMOXMMMYECKUX aHaam3aTopax
KUHETUYECKMM METOIOM aHaln3a CKOPOCTH peaKIuu
¢ cyocrtpatoM. CeeKTUBHOCTb U HECEJIEKTUBHOCTb OeI-
KOB MOYM CJTyXkaT yKazaHUeM Ha MIPOUCXOXKIEHNE TTPOTe-
WHYpUM (KaHajblieBasg WIM rioMepynspHas). [Topaxe-
HUEe KJIYOOUKOB TMArHOCTUPYETCS, €CiM B OeJIKax MOYU
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MpeobanaT arbo0yMUHBI (66 kJ1a) 1 60Jee BHICOKOMO-
JIeKyJisipHble TipoTerHbl (06osiee 70 k/la), a Takxke Takue
(bepMeHTBI, KaK JeIMHAMUHOTIENITUIa3a, XOJUHICTepa-
3a. KaHaibleBbIi TUIT HApYIIEHU XapaKTepu3yeTcsT Ha-
JIMYKEM B MOUYe KpOMe aTbOyMUHA HU3KOMOJIEKYJISIPHBIX
0enkoB — a,- u B,-MukpornodyauHoB (31 u 12 k/la co-
OTBETCTBEHHO), peTUHOJICBsI3bIBatolero oenka (21 x/la),
muorinoouHa (31 kJla), a Takke TOBBIIIEHHOW aKTHB-
HOCTBIO psiia MeMOpaHHBIX U JIM30COMAJTBHBIX (PepMeH-
TOB KaHaJbLIEBOTO 3MUTEIUS — IIEJIOYHOUN (hocdaTasbl,
JIAaKTaTACTUAPOTeHa3bl, TaMMa-TIyTaMuITpaHcdepassbl,
GeTa-TajakTo3uaasbl. JJsT mopaskeHWsT TUCTaTbHBIX Ka-
HaJIbLIEB XapaKTepHO TIOBBIIIEHWE SKCKPEUUM OeaKa
Tamma—Xopcdanna (92 k/la). CteneHb 1 xapakTep IMpo-
TEUHYPHUU JTOCTOBEPHO pa3IMYalOTCs y AeTei ¢ TIIoMepy-
JIIPHOW U «HETJIOMEPYJIIPHOI» Matojorueii. Mukpoaib-
OYMUHYpHS OTpaXkaeT KaK IIPOKCUMAIbHYIO TyOYISIpHYIO
IUCOYHKIMIO (CHUXXKEeHUE peabcopOIMu), TaK U TTOBbI-
IIeHKE TJIOMEPYJIIPHOM TPOHUIIaeMOoCTH [6].

Takum oOpas3om, Heb3sl HEIOOLEHUBATh HE TOJIHKO
CHIDKEeHUE peabcopOIM HU3KOMOJIEKYISIPHBIX OETKOB
" aTb0yMUHOB B TIPOKCUMAJTBHBIX KaHaJbIaX, HO U TO-
BBILIIEHHYIO TTPOHUIIAEMOCTh HU3KOMOJIEKYIISIPHBIX OeI-
KOB 4epe3 IIOMEPYISIPHBIN (DUITBTP.

B permoHnax, 3arpsi3HEHHBIX COJISIMU TSDKEJTBIX MeTasl-
JIOB, C TIOBBIIIIEHUEM YaCTOTHI He()POITaTHii ObLTO OTMEYEHO
HaJIMYMe 3HAYUTEIBHOTO KOJNMYECTBA JIETEH ¢ «TOKITUHU-
YecKMMU cTanusMu» Hedponatuu. Takas ctaaust xapak-
Tepu30Baiach HapylleHHeM peabcopOIMy HU3KOMOJIEKY-
JIIPHBIX OETKOB B MOUe M U3MEHEHHMEM LIMPKATHOTO PUTMA
aKkckpelnn ¢ochaToB, MUKpPOATLOyMUHA, MUOIIOOMHA,
B HOpME MaKCHMaJIbHO pPeabcopOMpyeMbIX M3 TIepBUYHOM
MOUM B TTPOKCUMAJTBHBIX KaHaJTbIax Tovek. [Tpu kiinHude-
CKM BBIpaXX€HHON He(pomnaTtuy K TaKuM TpU3HaKaM MpHU-
COEMHSETCST HapyllleHWe LMPKATHOTO pUTMa (DYHKIIWIA
mouek, pH Moum, 3KCKpeuu BOIbI CO CABUTOM aKpoda-
3bl (Hambosiee BbIpaskeHHbIE U3MEHEHMsI), TUTIOCTEHYPUSI,
a TaKKe OTMeJaeTcsl TOJMYpUsl, HUKTYpUs, CHIDKEHHE
aMMOHMOAIIMIOTeHe3a. B HopMe B yTpeHHME Yachl Bbize-
JIIeTCSl MMHUMAJTbHOE KOJMYECTBO HU3KOMOJIEKY/ISIPHBIX
0eJTKOB 1 aTbOyMMHA B CBSI3U C BBICOKOI 9HEPrO3aBUCUMON
aKTMBHOCTBIO TTPOKCMMAJIbHBIX KaHambIeB [9]. ¥V mereit
C TIOCTOSTHHBIM TIPUCYTCTBHEM B MOYE TSDKEJIBIX METAIJIOB
3HAYUTETPHO HAPYIIAEeTCsl 3TO CBOMCTBO MPOKCUMAITbHBIX
KaHaJTbIIEB: HE TOJBKO YBEIMIMBAETCS OKCKPELUs HU3-
KOMOJIEKYJISIPHBIX O€JIKOB, HO M HapyIIaeTCsT LIMPKaTHBIIA
PUTM UX BbIIeNeHus. Tak, B YTpeHHME Yachl 3HAYUTEITEHO
YBETMYMBAETCA SKCKPELNA MUKPOATLOYMUHA, 0, - U 3,-MH-
KPOIJIOOYJIMHOB M 0COOEHHO MUoIIo0mHa |9, 14].

IMokazarenu cyTouHOI MOUM OBLIM TaKXKe MCCIIeI0Ba-
HbI y 00J1b1I0# rpynnbl neteit (6osiee 400) ¢ pa3nuyHbIMU
TeHETUYECK OOYCIOBIEHHBIMU 3a00JIeBAaHUSIMM: Kap-
IUOTIaTUSIMM, cMHIpoMaMu Mapdana u Diepca—/laniio,
HECOBEPIICHHBIM OCTEOTeHE30M, TYOYJIOMATUSIMU U Ip.
VY Bcex 9THX JeTell MMela MeCTO XpOHWYEeCKast IHIOTeH-
Hasl WHTOKCUKAIWs pa3HON CTeNeHW BBIPaKEHHOCTH.
OTMeyYanoch CHIKEHUE TMepEeHOCUMOCTH (U3MYECKUX

OB30PbI JINTEPATYPbI

Harpy3okK, 0JeTHOCTb KOXHBIX TTOKPOBOB, aHEMUSI, YBe-
JINUEHWE COlepKaHUsI MOUEBOI KUCIOTHI B KPOBU U/WJTN
B MO4Ye, CHIKEHMe aHTMOKCHUIAHTHOM 3alllMThI, TTOBBI-
1IeHMe BKCKPELNY CPeTHUX MOJIeKyn [22, 23].

V neteii ¢ KapaMoMHUOTIATUSIMU, CUHApoMaMu Map-
dana 1 Dnepca—/laHIO TOYTH MOCTOSHHO COXPaHSUINCh
MPU3HAKA XPOHUYECKOTO TUITOKCUYECKOTO CUHIPOMA
(cumxenne pO, B KPOBH, MOBBINIEHHAs SKCKPELUS THI-
ponepekuceit aunuaos u H,0,, cHMXeHne aHTMOKKC-
JUTENbHON 3ammThl) [S5, 7, 23, 24]. B naHHbIX rpymnmax
JeTeil OMHUM M3 HEPEeIKUX OCITOXHEHUI SIBIIIeTCs Hed-
pomatusi, XapaKTepHU3YIoIIasicsi MHWKPOIPOTEUHYPUEH,
MHKpOTeMaTypueil 1 HapyllleHueM OTAETbHBIX (hYHKIIWIA
nouek. OnHaKo B OOJBIIMHCTBE CIyvYaeB HE ObUIO OTME-
YEHO 9KCKPELIMU KJIETOYHBIX JIEMEHTOB B OCaIKe CyTOU-
HOI MOYM, HO OblJIa YCTAHOBJIEHA 3HAYUTEJIbHAs 9acTOTa
MOBBIIEHNS 3KCKpelnn 6enka (mo 200 mr/cytku, g=0,6)
U aKTUBHOCTH OTHEeNbHBIX (hepmMeHTOB (¢=0,7). Uccneno-
BaHUe (PPAKIIMOHHOTO COCTaBa BhIIEICHHBIX OEJIKOB TTO-
3BOJIMJIO YCTAHOBUTH TOBBIIIIEHUE COAECPKAHUS HE TOJIb-
ko amsOymMuHoB (y 50% meteit), HO W TpeabOYMUHOB
(menee 60 x/la — y 30%) u moctanpbymMuHoB (Oosee
70 xkla —y 27%). Y neteii ¢ cunapomoM Diepca—lan-
JIO B BBIAEJIEHHBIX OeJIkaX OOHapyXXeHO 3HauuTesbHOe
MOBBIIIIEHWEe aKTUBHOCTU ajb(a-aMuia3bl — (epMeHTa
YIJIEBOAHOTO OOMeHa. YCTaHOBJIEHO TaKXe IMOBBIIIIEHUE
SKCKPEIUN ¢ MOYOH TaKUX 3CCEHIIMATBHBIX MUKPODJie-
MEHTOB, KakK XeJjie3o u 1uHK (¢=0,7), KoTopble oOHa-
PYKMBAIMCh WMCKIIOYUTEIBHO B BBIJICJICHHBIX OellKax,
YTO OOBSICHSIETCS IIPOYHOM CBA3bBIO UX ¢ Oenkamu [7, 23].

Panee Obl10 ycTaHOBJIEHO B 3KCIEPUMEHTE W TIOM-
TBEPXKIEHO Ha OOJBIIOM BSKCIEPUMEHTATBbHOM M KITH-
HUYECKOM MaTepuajie, 4To IO NeCTBHEeM SHIOTeHHBIX
WY 9K30T€HHBIX TOKCMKAHTOB Pa3IMYHbIe OSJIKU TTPU06-
peTaloT CrOCOOHOCTD 3aXBaThIBATh U MPOYHO YAEPXKUBAThH
MMKPO3JIEMEHTBI, UTO OOBSICHSIETCS pACKPHITHEM B OeTKax
JTOTIOJTHUTETBHBIX JIMTAHIHBIX JIOKYCOB B pe3yJIkTaTe U3Me-
HEHUsST KOH(MOPMALIMU MOJIEKYJI, KOTOPYIO «3aKPETUISIOT»
MMKPO3JIEMEHTBI, MEHSISI aHTUTEHHBbIE CBOMCTBA OEJIKOB.
MonmuduunpoBaHHbIE MOJEKYIBl C MUKpPO3JIEMEHTaMU
MPUOOPETAIOT 3aps, YTO YBEJIMYMBAET BO3MOXKHOCTb MX
9JIMMUHALIMU. Takue MOJIeKyJibl OeKOB sIBIsSItOTCS (hak-
TOPOM BBICOKOTO pHCKa BOCHAJIUTENBHBIX TTPOLIECCOB
B TKaHsX moyek, cocynax [7, 22—27]. [lokazaHo, 4TO 3C-
CEeHILIMaJIbHbIE MUKPO3JIEMEHTHI (C KOHCTAaHTOM YCTOM-
yuBoctu 10—14 npu pH 7,0) arpeccuBHO BKIIIOUalOTCSI
B GEJIKOBBIE MOJIEKYJIbI, CTPYKTYpa KOTOPBIX BHIOM3ME-
HSIETCS TIOJI IEMCTBUEM TOKCUKAHTOB. bellku ¢ BKITIOYeH-
HBIMA MUKPOSJIEMEHTAMU CTAHOBSITCS aHTUTEHHO JyXKe-
POTHBIMM M TTO BO3MOXHOCTHU YIAJISIOTCS M3 OpraHU3Ma
WY OTKJIAIBIBAIOTCS B TKAaHSIX, OOYCJIOBIMBAsT acenTHUe-
CKUI BOCTIAJIMTENIbHBIN Tpolece (B YaCTHOCTU JAMCMeTa-
Oosiueckre HeporaTu U UHTEPCTULIMATIBHBIN HepUT)
6O aTepOCKIIEPOTUIEeCKIEe U3MEHEHUs B cocynax [6, 7].
Benku ¢ MUKpoOaJieMeHTaMM, BBIIEJIEHHBIE U3 MOYHU Jie-
Teil ¢ HeppomaTUsIMU, CIIOCOOHBI BBI3BIBATh BEIPAKEHHOE
aceTnTUYECKOe BoCTialeHre Ha KOXe MPeATIeunii Ipy CKa-
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prdUKaIMOHHO Mpobe Hanmogooue peakuu [Tupke [27].
Benky MO4M ¢ MOBBIIIEHHBIM COMEpKaHUEM MHKPOSJie-
MEHTOB He TOJIBKO SIBIISIOTCS 9y>KEePOTHBIMUA aHTUTEHAMU,
HO Y OYEBUIHO CTAHOBATCS UYKEPOTHBIMU IJISI CUCTEM
peabcopOIMK OeTKOB B IMTPOKCUMAJIBHBIX KaHAIbIIAX, YeM
MOXHO OOBSICHUTH OECCUMITTOMHYIO IO TTOPHI 10 BpeMe-
HU MUKPOIIPOTEMHYPUIO Y IETei, TOABEPTaloIuXcs aeii-
CTBUIO 9HIOTEHHBIX W/WJIN 9K30T€HHBIX TOKCMKAHTOB.

B pesyabrate o6ciemoBaHMS JABYX TPYNIT AeTeid
¢ cuHapoMoM ODnepca—/laHno B pa3Hble CE30HBI TOIa
oOHapy:XeHO OoJiblllee M3MEHEeHWe TIoKaszaTejeill oce-
HbIO, YeM BECHOI: B MOYe OTMeuaeTcsl TpeobagaHue
raMma-riyraMuiaTpancdepassl U adbda-aMuiasbl, TO-
MUMO albOyMUHaA W TipeanbOymMuHa. Y nereil ¢ Ooiee
BBICOKOI BKcKpeuueinn Oenka (182,0£7,0 u 68,0+4,0
MI/CYyT COOTBETCTBEHHO) OTMeuYaeTcss U 0oJjiee BbICO-
KOe coepkaHWe MUKpPOdJieMeHTOB: eneda (68,0+6,0
n 40,0£3,5 MKr/CyT COOTBETCTBEHHO) M IIMHKa
(148,0=13,0 m 70,0£7,0 MKr/CyT COOTBETCTBEHHO),
YTO TIOATBEPKIACT MOTyYeHHBIE paHee pe3yJIbTaThl, CBU-
JIETEJTLCTBYIOIINE O IMTOBBIIIIEHUN SKCKPELIUH OETKOB ¢ MM~
KPO3JEMEHTaMH y IeTeil ¢ CUMIITOMaMU SHIOT€HHOM MH-
Tokcukauuu [15, 23, 24]. Dkckpelus 0eTKOBBIX MOJIEKYT
C MUKpO3JIEMEHTAaMU B OTpPeIeSIeHHBIX TIpeaeiax y 3/10-
POBBIX HeTell SIBISIETCS (DU3MOIIOTUIECKO HOPMOM, TaK
Kak B TIpoliecce 0OMeHa BEIIeCTB MMPOMCXOANT YaCTUIHOE
U3MeHeHre OETKOBBIX MOJIEKYJ TIOM, ISHCTBUEM TPOIYK-
TOB OOMEHHBIX TiporieccoB. OOpaiiaeT Ha ceOs BHUMa-
HHUE, YTO BECHOW cpean OeIKOB ITpeodiamaloT Gppakimn
Mpe- 1 NMOCTaIbOYMUHOB, a OCEHBIO aIbOYMUHOB U TTOCT-
aTBOYMUHOB, UTO CBUICTEILCTBYET O HECMEeLM(UIHOCTH
TMOBPEXIEHUST Pa3IMUHBIX OeKoB. OTMEUYeHO TaKXke,
YTO IEBOYKU Yallle, YeM MaJTbYMKU, OTHOCSTCS K TPYyIIam
C TIOBBIIIIEHHOM 9KCKpPELMEN OeJIKa I MUKPOJIEMEHTOB.
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MemOpana XKUPOBBIX INIO0YJI MOJIOKA: TEXHOJIOTHS OYIYHIEro yxkKe Ceroans

O.H. Komaposa, A. 1. Xaskun

OCIN «Hay4yHO-1ccnenoBaTeNbCKUn KIMHUYECKUIA MHCTUTYT NeamaTtpum uMm. akagemuka tO.E. Benstuwesa» F6OY BINO
PHUMY um. H.W. Muporoesa Munagpasa P®, Mockea

The milk fat globule membrane: Technology of the future is just today
O.N. Komarova, A.1. Khavkin

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical
University, Moscow

CoracHO MHOTOYMCJIEHHBIM MCCJIEI0BAHMSM TPYHOE BCKAPMJIMBAHKE OKA3bIBAET J0JTOCPOYHOE MOJIOKHUTEIbHOE BIUSHIE HA CO-
CTOsIHUE 37I0POBbS JIeTeid, 01aroaps YHHKAJIbHOMY COCTABY IPYIHOro MoJIoKa. Oco0blii BKJIa/ B pa3BUTHE BbINOJHSET JKUPOBAsI CO-
CTABJSIONIAS TPYIHOTO MOJIOKA, OCHOBHBIMH KOMIIOHEHTAMH KOTOPOIi SIBJISIIOTCS TPULTULEPH/IbI, (hOChHOIMIMH/IBI, 2KUPHbIE KUCIOTBI,
CTepoJibl — MpexkK/e BCero, xojectepud. B rpyiHoM MoJioKe KupoBasi (ppakiusi NpeiCTaBIeHA JKUPOBbIMH II00YaMu. Spo Kaxnoi
I00YJIbI CONEPKUT TPULTHIEPHIbI, KOTOPbIe OKpPYKeHbI MeMOpaHoii. MemOpaHbI KuUpoBbIX K100y Mosioka (MFGM) sBasioTcs
0€eJIKOBO-JTMIHIHBIM KOMILIEKCOM, B COCTAB KOTOPOrO BXOAAT MHHEpAJIbHbIE BelecTBa, epMeHTbl, HYKJIeMHOBbIe KUCJIOTbI. JIu-
nuaHblii komnoneHT MFGM npencrasiien docdoaunuaamu, ranbimo3uiamMu, uepedpo3uaamu, xouecrepuHom. /Jlannpie BemecTsa
SIBJISIIOTCS. OCHOBHBIMM KOMIIOHEHTAMH KJIeTOUHbIX MeMOpaH. CooTHomenue ¢ocdommmuasl/XonecTepuH B MeMOpaHe onpeneisieT
ee IIaBHbIe CBOWCTBA TEKYUYeCTH M JKECTKOCTH, YTO SIBJISAETCS BAXKHBIM LISl IPABUJILHOTO (DYHKIMOHMPOBAHKUS KJIETOK OPraHu3Ma.
TaHrmo3uabl 1 HepodpPO3uIbl — OCHOBHBIE JIMMHABI KIETOK HEPBHOW TKAHU, UTPAIOT KJIOYEBYIO POJb B pa3BuTUM Mo3ra. B ciyyae
HMCKYCCTBEHHOTO BCKAPMJIMBAHMS JeTeil pe3y/IbTaTaMi MHOTOJIETHUX KJIMHHYECKHUX MCCJIEI0BAHMI MOATBEPKIEHO MOJIOKUTEIbHOE
BJIMSIHUE MOJIOYHO# cMecH, coepkameit MFGM (MFGM&milk fat), na pa3sutue pedeHka, CpaBHUMOE C rPYAHBIM MOJIOKOM.

Karouesvte caosa: demu panneeo 603pacma, MoAOUHbLIL JCUP, MEMOPAHA HCUPOBLIX 2100y MOAOKA, 3aMeHUment epyoHo20 MOAOKA,
Xonecmeput, ocgoaunudst, 2aHeAUO3UObL.

Numerous investigations show that breastfeeding exerts a long-term positive impact on children’s health due to the unique compo-
sition of breast milk. The fat constituent of the latter, the major components of which are triglycerides, phospholipids, fatty acids,
sterols — primarily cholesterol, makes a special contribution to a child’s development. The fat fraction of breast milk represents fat
globules. The nucleus of each globule contains triglycerides that are surrounded by a membrane. The milk fat globule membranes
(MFGM) are a protein-lipid complex that contains mineral substances, enzymes, and nucleic acids. The MFGM lipid component
represents phospholipids, gangliosides, cerebrosides, and cholesterol. These substances are major components of cell membranes.
The phospholipid/cholesterol ratio in the membrane determines its major properties of fluidity and hardness, which is important for
the body’s cells to function properly. Gangliosides and cerebrosides, the major lipids of nervous tissue cells, play a key role in brain
development. In a bottle-fed baby, MFGM-containing milk formula (MFGM &milk fat) has the same positive effect as breast milk
on his development as confirmed by long-term clinical trials.

Key words: infants, milk fat, milk fat globule membrane, breast milk substitutes, cholesterol, phospholipids, gangliosides.

psiie MeTaaHAIMTUYECKUX MCCIIeNoBaHUI 00CyXma-

eTcsl OJaronpusTHOE BIMSHUE TPYIHOTO BCKapM-
JIMBaHUS Ha Oynylliee pa3BUTUE U TTOKa3aTesl 310POBbSI
JleTeii: yMeHbIIIeHUe pUcKa (POPpMHUPOBAHUST KUIIEYHBIX,
peCIpPaTOPHEIX, AJNIEpTUUECKUX 3a00IeBaHMIi; obecIie-
YeHHe TTPEeNMYIIecTBa (PU3NUECKOTO U HEPBHO-TICUXHMYE-
ckoro pa3Butus [1, 2]. Bo3aMoXHO# TpUYNHON TaHHOTO
BIIVSTHUS SIBJISIETCST OCOOBIM KOJWYECTBEHHBI W Kaye-
CTBEHHBII COCTaB OEJIKOBOI 1 KUPOBOI COCTABIISIONIEH
TPYIHOTO MOJIOKA MO CPAaBHEHUIO C 3aMEHUTENISIMU TPY/I-
Horo mosioka. [To3ToMy OCHOBHOI 3TajlOH KavyecTBa 3a-
MEHUTEJIEH TPyTHOTO MOJIOKa — MaTepPUHCKOE MOJOKO.
HccnenoBaTenbcKoil TeHIEHIMENH B MOCJIEIHUE TOIbI
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CTaJio U3ydyeHUe KUPOBOTO KOMITOHEHTA TPYIHOTO MOJIO-
Ka, ero KayecTBeHHoro coctana. Lllupoko obcyskmaercs
BIIMSIHWE Ha pa3BUTHE JETe OCHOBHBIX KOMITOHEHTOB
JKUPOBOM COCTaBIISIONIEH TPYAHOTO MOJIOKA: TPUTIIN-
HepuaoB, (GochOoNMUIMUAOB, XUPHBIX KUCIOT, CTEPOJIOB,
MpeKIe BCETO XOJeCTepUHa.

IToTpebHOCTh B IMMUAAX BBICOKA YK€ BO BHYTPUYT-
poGHOM Tepuone pa3BUTHSA. VICTOUHWMKAMU JIATTUIOB
JUTS TIIOJA SIBJISIETCSl KPOBb MaTepu, a TakKe TIalleH-
Ta, Tle MPOUCXOINUT aKTUBHBIM CUHTE3 JUMUIOB, B TOM
qucie u de novo [3]. TlpnaeM akTUBHOCTH 00pa30BaHUsI
JKAPHBIX KUCJIOT B pa3BUBAIOLIEHCS TIIAlleHTe HAMHOTO
MpeBBIIIAET ITOT MpoLiecC B 3pejioM opraHe. [ToBbIIeH-
HBI CMHTE3 XXUPHBIX KUCJIOT B TIIAlleHTe B Hayvalle ee
pPa3BUTHS B OTpeAeSIeHHOM Mepe CBSI3bIBAIOT C BHICOKOI
aKTUBHOCTBIO TIeHTo30(ochaTHOro 1ukia. M3BecteH
(axkT, 4TO 1O KOJUYECTBY TITIOKO3bI, OKUCIISIONIEICS Ye-
pe3 BTOT LMKJI, TIalleHTa aHaJOTUYHA XXUPOBOM TKaHU,
KOTOpast XapaKTepU3yeTcsl BLICOKON CKOPOCTHIO 00pa3o-
BaHUS JIUTIUAOB [4].
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InameHTapHas TKaHb CHUHTE3UPYeT HEWTpalbHBbIC
JATUABL, (GOCHOTTULIEPUIbI, COMHTOTUTIUIBI, TAHTINO-
3UAbl M Apyrue mukonunuabl [5]. 2KupoBoi KoMmo-
HEHT TUIALIeHTHI MpeacTaBieH Ha 2/3 dochomunuaamu,
Ha 1/3 — xonecTepuHOM, a TaKXKe TIIMKOJIUTNUIaMu (B oc-
HOBHOM TaHTJIMO3UIAMU) U HEUTpaTbHBIMU JIUTTUIAMH.
Bricokas mmorpedbHOCTE m1oma B pocdonumnuaax oobsic-
HSETCS HEOOXOAMMOCTBIO CHUHTE3a BHYTPUKIETOUHBIX
U IIUTOTUTa3MAaTUYEeCKMX MeMOpaH, KelT4d, MUeIrHa,
JIUTIOTIPOTEMHOB CHIBOPOTKU KPOBU W JIETOYHOTO CYp-
(akranTa. Dochoaunuabl TakKe BLICTYIAIOT B KAYeCTBE
MPEAIIeCTBEHHUKOB BTOPUYHBIX TTOCPEIHUKOB  KJIe-
TOYHOU peryiasiuuu. Ype3BblYailHO BaxkKHbIE (QYHKIIUHN
BBITIOTHSTIOT TaHTJIMO3UABI: OHU NMPUHUMAIOT aKTUBHOE
yyacTue B mpolieccax auddepeHIMaIu 1 B3aWMHOTO
pacrio3HaBaHUST KJIETOK, MEXKJIETOYHBIX KOHTaKTaX, aji-
re3un, SHAO0- W 3K30IIMTO3a, CIYXKAT PelenToOpaMm rop-
MOHOB, MEIMaTOPOB, AHTUTEHOB, TOKCMHOB M IPYTHUX
BeIeCTB. XOJIECTEPUH B TIJIAlLIEHTE UTPAaeT BAXKHYIO POJIb
B (DOPMUPOBAHMM CTPYKTYPHI TJIa3MaTUUECKUX W CyO-
KJIETOYHBIX MeMOpaH TpodobaacTta, MMEIONINX KapIu-
HaJIbHOE 3HaueHue B (PYHKIIMOHUPOBAHWM BCETO OpraHa.
IMocTynuBInii U3 MaTepUHCKONW KPOBU WM OOpasylo-
IIUIICS B TUIALIEHTE XOJIECTEPUH, TTOMUMO MCITOJIb30Ba-
HUSI 1T CMHTE3a TOPMOHOB, MOXKET TTEePEXOIUTD K TIIOTY.
OnHako JUTHUIOLI M3 MaTEPUHCKON KPOBU M TUIALIEHTHI
MOIafaloT K TJIOAY TOJIBKO MOCJe TTPeIBapUTETLHOTO UX
¢depMeHTaTUBHOTO paciuerieHus [5].

Takum oOpa3oMm, BO BHYTPUYTPOOHOM TMEpUOJE
I poCTa W pa3BUTHUA TIIoJa HEOOXOMWMBI JIATTUIHI.
MHTEeHCUBHOCTh MX WCMOJb30BaHUS OTpaXkaeT YpOBEHb
crienu@UIecKux OeJIKOB, MePEHOCYMKOB KUPHBIX KHC-
JotT (fatty acid binding protein) riaieHTbl, KOTOPbIA CO-
craBisieT 8% cyMMapHOTO YpOBHSI BCEX LIUTOIIa3MaTH-
YECKUX MPOTENMHOB, UYTO MOTYEPKUBAET X BAXKHYIO POJTb
B MeTa0OJIMYECKUX peaklMsIX. YKa3aHHbIe OeIKu yda-
CTBYIOT B IEMTOHUPOBAHUN CBOOOIHBIX KUPHBIX KHUCIOT
¢ JaJbHEUIINM O0CBOOOXICHUEM 10 Mepe HeOOXOTUMO-
CTH, a TaKXKe BOBJIEKAIOTCS B aKTUBAIIWIO TUTALIEHTAPHBIX
depMeHTOB JUnoreHesa [6].

Bo BHeyTpoOHOM mepuone WCTOYHUKOM  TTHIIU
JUIST MJTaIeHLEB SIBJISIETCST TpymHoe Mojioko. Comepxa-
HUE JIUMUIOB B XEHCKOM MOJIOKE KOJebJeTcs,

10 JaHHBIM pa3HbIX aBTOPOB, B IIUPOKHUX TIpe-
nenax — ot 31-35 no 41-52 r/a [7]. Bo3amoxHo,
3TO CBSI3aHO C OIIMOKaMM IIpU cOope 00pa3lloB

MOJIOKA, IMOCKOJIbKY M3BECTHO, YTO COAEpKaHUe F";‘Tf;’:;;‘;;;;;gg

KMPOB CYIIECTBEHHO HUXKE B «IE€peHEeM» MO-
Jloke (T.e. B MOJIOKE, BBIAEJSIONIEMCS B Hauaje
KOPMJICHMST MJIaJIeHIIa), YeM B «3aTHEM» MOJIOKE
(BbIAEIISIIONIEMCST B KOHIIE KOpMmileHUs1). B To ke
BpeMsI 3TU KoJjiebaHUSI MOTYT OBITh CBSI3aHBI U C
BbIpaK€HHOW NWHAMUKOW YpOBHSI XUpa B MO-
JIOKE C yBeJMYEeHUEM CpoKa JIaKTallluM: COMIep-
JKaHMe X1pa B MOJIOKE BBIIIIe Ha 0oJjiee TTO3THIX,
yeM Ha 0oJjiee paHHMX CTagusIX JIaKTaunu. Bme-

OcHOBHasi MeM6paHa —>

JIBycroitHasi MeMGpaHa —>

OB30PbI JINTEPATYPbI

B XeHCKOM MoJjioke (40—45 r/i1) HeHaMHOTO BBIIIIE €ro
ypoBHsI B KopoBbeM Mosioke (30—35 1/m1) [7]. OCHOBHBI-
MM KOMITOHEHTAMM KUPOBOU COCTABIISIONIEH TPYIHOTO
MOJIOKA SIBJISTIOTCSI TPUTITULEPUIBI, (hOCHOTUTTMIBI, KUP-
HbIe KMCJIOTBI, XOJIECTEPUH.

B rpynHom mostoke kupoBasi pakimsi mpencTaBie-
Ha XXMPOBBIMU TJIOOynamMu. SAnpo Kaxmaoi TioOysbl co-
JNEPXHUT TPUTIULEPUABI, KOTOPBIe OKPYXXEHBbI MeMOpa-
Hoit. O6oJi0uKa 00yl — MeMOpaHa XHUPOBBIX TJI00YI
mojioka (MFGM) mMmeeT TOIMKOMITOHEHTHBIN COCTaB
(cM. pUCYHOK), TIpe/IcTaBIeHa TPEXCIONHOI MeMOpaHOA.
JIBa cimost MeMOpaHbl — OeJlKOBO-TUNUIHBIE, Ha 60%
coCToAT U3 MeMOpaHHOro Oenka, Ha 30% u3 JIUIIKMIOB
(bochonmnuaos, raHTIMO3UAOB, EPeOPO3UIOB, XOJie-
ctepuHa) 1 Ha 10% — M3 MUHOPHBIX KOMITOHEHTOB (ep-
MEHTOB, HYKJIEMHOBBIX KMCJIOT, MUHEPATbHBIX BEIIECTB).

B miporiecce pa3BUTHST TTPOMBIIIJICHHOTO TTPOU3BOI-
CTBa 3aMEHUTEJIEll TPYTHOTO MOJIOKA MEHSUIUCH TIpe-
cTaBJieHUs] 00 agamnTallldM COCTABJISIONINX JAETCKUX MO-
JIOYHBIX CMeCeil, B TOM YKCJIe U XKUPOBOTO KOMITOHEHTA.
Tak, GOJBIIMHCTBO 3aMEHMTEJICH IPyIHOTO MOJIOKA U B
HacTosIIee BpeMs He UMEIOT B CBOEM COCTaBE MOJIOYHO-
TO XMpa M3-3a ONACEeHMSI BPEIHOTO BIMSIHUS €TO KOM-
TMOHEHTOB Ha 3710pOBbe pebeHKa. Yalie B coctaBe 00b-
IIMHCTBA MOJIOYHBIX CMecell TTPUCYTCTBYIOT Pa3iuJHbIe
KOMOWHAILIMM PACTUTEIBbHBIX Macel. HeobxommMocTh
BBeneHUsT KoMroHeHToB MFGM B cocTtaB 3ameHUTE-
JIeil TPYTHOTO MOJIOKA TUKTYETCs BaXKHBIMU CBOMCTBAMU
MeMOpaHHBIX JUIMHUIOB M, KOHEYHO, CTPEMJICHUEM JI0-
CTUYb 3TAJIOHA — TPYAHOTO MOJIOKA.

Kak m3BecTHO, MeMOpaHHBIE JUMNUALI (POPMUPYIOT
JIMIIAOHBIA OMCIION TUTa3MaTHUYeCKOM MeMOpaHBI KJIeT-
KU Hapsiay ¢ MOJIEKYJIaMU OeJTKOB, a TakKKe BHYTPEHHME
MeMOpaHbI — 000JIOUKU SIAEP, MUTOXOHAPUIA, TU30COM —
00pa3yloT JaOMPUHT SHIOIIA3MATUUYECKOTO PETUKYITY-
Ma, Komruiekc lTonpmku. B mmazmatuyeckoit memOpaHe
MOJIEKYJTbI (hOChOTUMUAOB PACTIONOXEHB B JIBa psiga —
ruapoOOHBIMU  KOHIIAMU BHYTPb, T'UAPO(GUIBHBIMU
TOJIOBKAMU K BHYTPEHHEW M BHEIIHE! BOTHOW cpene.
bucnoit dochommnumoB HaCKBO3b ITPOHNU3aH OEJIKOBBI-
MM MOJIEKYJIaMU — WHTETpalbHBIMU OefkamMu. BHyTpu
TaKMX OEJTKOBBIX MOJIEKYJ WMEIOTCS KaHajbl — TIOpbI,

TnukochuHroMMIMABI
(TaHTTNO3M/IBI, 11epeBGPO3U/IbT)

Tnuuepodocdommmmabt

CohuHrommenua
KcanTuHokcuaasa

Bytupodumnn

CT€ C TEM CpPEIHWE 3HAYEHUSI COmepKaHUus Xupa Pucynox. MemOpaHa KupoBbix o0yt Moioka (MFGM).
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yepe3 KOTOpbIe MPOXOIST BOAOPACTBOPUMEBIE BEIleCTBA.
Hpyrue 6e1KoBble MOJIEKYJ/Ibl TPOHU3BIBAIOT OUCIION JIN-
MUI0B HATIOJIOBUHY C OJTHOM WJIM C APYTOi CTOPOHBI (T10-
JIyUHTeTpaJibHble 0esiku). MoJieKyibl TUMUI0B U OEJIKOB
yIepKuBaloTcs 01aromapst ruapoPuIbHO-TUAPOPOOHBIM
B3amMoneiicTBusIM. B cocTtaB riazmaTtmdeckoii Mmemopa-
HBI BXOAIT TaKKe mojcaxapuabl. X KopoTkue, CUIIBHO
pa3BeTBJICHHBIE MOJIEKYJIbI KOBAJEHTHO CBSI3aHBI C OeI-
KaMu, 00pa3ys TJUKOTIPOTEUHBI, WIN C JTUTTHAAMHU (TITU-
KOJIUTIU/IBI: TAHTJIMO3UIbI U 1iepeOpo3usbl) [8].

HecMoTpst Ha TOpa3uTENbHYIO CXOXKECTb pa3ind-
HBIX MEMOpaH, MOCTPOSHHBIX IO TTPUHITUTY JIUTTHIHOTO
OGUCIIOST C BMOHTUPOBAHHBIMU B HETO OeTKamMu, (pusnde-
CKMe ¥ XUMUYECKHe CBOMCTBA pa3HBIX MeMOpaH pas3yiu-
YyarTcs. DTO CBSI3aHO C pa3iuyreM OOIIero KoJuyecTna
U cocTaBa JIUTUIOB, YTO OIpenesisieT 0CoOble CBOMCTBA
MemOpaH. Tak, Turazmatudeckass MeMOpaHa COICPXKHT
35—40%, a MeMOpaHbl MUTOXOHAPUIT — 27—29% nunu-
noB. Camoe BBICOKOE cozepkaHue TunuaoB (mo 80%) —
B IUIa3MaTMYeCcKOi MeMOpaHe IIBaAaHHOBCKUX KJETOK,
0o0pasylolMx MUEJINHOBYIO 000J104Ky HepBOB [8]. Oc-
HOBHBIE JTUMUALI HEPBHOW TKAHU — CUHTOMUEITUHBI,
XO0JIECTEPOJI, TaHIJIMO3UIbI, liepedpo3unbl. Pazanune
KOJIMYECTBEHHOTO M KauyeCTBEHHOTO JMIHUIHOTO CO-
cTaBa MeMOpaH HampsIMylo CBSI3aHO C (QYHKIUSMU,
BBITIOJTHSIEMBIMU TO MJIM MHOI KJleTKoii. Kpome Toro,
pasauuus HabIIOAAIOTCS W B XKMPHOKUCIOTHOM COCTaBe
dochomummaoB u chuHronunuaoB. CocTaBOM JTUIIH-
JIOB OTPEACNISIOTCS OCHOBHBIE CBOMCTBA MEMOpaH — Te-
KY4eCThb U XKEeCTKOCTb.

Ilpu HoOpManbHOM TeMIiepaType W ONTUMAJIbHOM
KOHIIEHTpAllMM BELIECTB B OKpYXamwlleil cpeae (o0cMo-
TUYECKOM JIaBJICHUM) MeMOpaHa MpenCTaBiIsieT Cco0oit
SKUJIKOKPUCTAJUIMYECKYIO CTPYKTYPY, 00JIafatolIylo orpe-
JIEJICHHOM CTEINeHbIO TEKy4eCTH. TepMUH «TeKy4eCTb» UC-
TTOJTB3YETCS TSI ONTUCAHUSI CTETICHU HEYNOpsIA0YeHHOCTH
1 (PUBUUECKON MTOABMKHOCTU BHYTPH JTUTTUIHOTO GUCITOS
MmeMmOpaH. WMccienoBaHne WCKYCCTBEHHBIX JIMTTMIHBIX
OUCIIOEB TIOKA3ajl0, YTO 3T MeMOpaHbl MPENCTaBIISIOT
€000i1 IByXMEPHYIO XUIKOCTb, 00J1a/1al0IIIyI0 BSI3KOCTbIO,
CpaBHUMOI C BSI3KOCTBHIO OJIMBKOBOTO Macia. B cocrase
TaKUX U €CTeCTBEHHBIX MeMOpaH MOJIEKYJIbI TUTTUIOB TO-
CTOSTHHO JBVIKYTCS C OTPOMHOI CKOpPOCTBIO, JTOCTHTAIO-
mei 2 MkM/c. JIunmuaHble MOJIEKY/Ibl IBUTAIOTCSI BIOJb
JIMTIUIHOTO CJIOSI, MOTYT BpalllaThCsl BOKPYT CBOEH OCH,
a TakKe MepexoIUTh U3 CJIOsI B CJIOW C IMTOMOIIBIO CIeLM-
aJIbHBIX MIEPeHOCUUKOB (aur-duorn-niepexon) [8].

Benku, muaBaolye B WIMIMIHOM 03€pe», TAKXKe 00-
JIAIaloT  JIaTepajbHOM, TIPOMOJBHONW TOABMXKHOCTBIO,
HO CKOPOCTb MX TepeMeIleHHs] B IeCATKM U COTHHU pa3
Hike. CKOPOCTh MepeMeIIeHUST MOJIEKYJT 3aBUCHUT OT KUP-
HO-KUCJIOTHOTO cocTaBa (hochOIUTUIOB U COUHTOTUTTU -
nmoB. Tak, py MpeoOIagaHuM HEHACHIIIEHHBIX JKUPHBIX
KUCJIOT B JIMTTMAHON MOJIEKYJIe HaJl HACBIILIEHHBIMU — MM -
KPOBSI3KOCTh MEHBbIIIE ¥, HA0OOPOT, TIPU MpeBaTMPOBAHUN
HACBHIIIEHHBIX JXUPHBIX KUCIOT MUKPOBI3KOCTH OOJIbIIIE,
YTO OMNpENeNsieT COOTBETCTBEHHO OOJBINYI0O W MEHBIIIYIO

TeKy4yecTb MeMmOpaHbl. TakuM o00pa3oMm, Ha TeKy4YeCThb
MeMOpaHbI BIUSIOT pa3Mephl YIIIEBOAOPOIHBIX «XBOCTOB»
JIUTIMIOB, C YBEJIMYEHUEM JUTMHBI KOTOPBIX MeMOpaHa
cTaHOBUTCS Oosee Tekydeil. KpoMe ykazaHHOTO, Ha TeKy-
YecTh MeMOpPaH OKa3bIBaeT BIUSIHUE TUIOTHOCTD YITAKOB-
KU ee MOJIEKYJ, 3aBUCSIIAast OT TIPOCTPAHCTBEHHOTO pac-
MOJOXKEHUST anmu(aTMIecKUX OCTAaTKOB HEHACHIIIEHHBIX
SKMPHBIX KUCIIOT. Yem GoJibliie HUC-KOH(GUTYpaIUii — «13-
JIOMOB», TeM MeMOpaHa CTaHOBUTCS 6oJiee PHIXIION, a ciie-
JIOBaTeJIbHO, U OoJiee TeKyueli [§].

TekydyecTb MeMOpaHbl WM3MEHSIETCS TIOA JeHCTBU-
eM pa3NYHBIX (U3NUECKUX U XMMUYECKHX (haKTOpPOB,
YTO 0OeCTIeurBaeT aJalTUBHBIE MEPECTPOMKHA B MeMOpa-
He ¥ U3MeHEeHNe aKTUBHOCTH MEMOPAHOCBSI3aHHBIX OeJT-
KOB, BOCIIPMHUMAOIINX W TepeaaroliuX BHEITHUE CHUT-
Hasbl. K 4MciTy TaKX MOJIEKYJT OTHOCSITCS pELIETTTOPHBIE
MPOTEeMHKWHA3bl U APYTUe CEHCOPBI, MOHHBIC KaHabI,
OeNIKN-TIEPEHOCUYMKU Pa3TUIHbIX MOJieKysl. M3MeHeHUe
(YHKIIMOHAIBHOTO COCTOSTHUSI CEHCOPHBIX OEJIKOB BITHSI-
eT Ha DKCIPECCUIO0 TeHOB, OTBEYAIOLIMX 3a agamnTalllio
KJIETOK K CTPECCOBBIM YCIOBUSIM.

st obecriedeHusT IPaBUJILHOTO (PYHKIIMOHUPOBAHUS
MeMOpaHbl (BHYTPUKJIETOYHAs Tepeaada CUTHAJIOB, Me-
TabOJM3M M T.II.) HEOOXOMUMO TONAEpPKAHUE CTPYKTYPBI
KJIETKU. DTO MOXET OBITh JOCTUTHYTO MPY CTAOMIN3ALIUNKA
TeKydecT MeMOpaH. B cocTaBe Onoornmaeckmx MeMOopaH
0Cco0YI0 poJTb MOAM(UKATOpa OUCIIOST UTPAET XOJIEeCTEPUH.
XoJecTeprH TIpUaaeT MeMOpaHe OINpeneIeHHYIO KeCT-
KOCTb 3a CUET YBEJIMUEHUSI TUIOTHOCTH «YMAaKOBKI» MOJIE-
Ky pochonmumnuaos. Tak Kak MOJIEKYJIbI TUTIMIOB, B CBSI3U
C TEKy4YeCThIO MEMOPAHbI, SIBJISIIOTCS OUEHb ITOIBVKHBIMU,
XOJIECTEPUH CITY>KUT CBOEOOPAa3HBIM CTOIOPOM, TPETIST-
CTBYIOIIUM TIepEMEIIEHUIO MOISIPHBIX MOJIEKYJT U3 KJIETKHA
B KJIETKY, TaK KaK 3aHUMaeT CBOOOTHOE TTPOCTPAHCTBO Me-
KTy TUAPOGHOOHBIMUA XBOCTAMU JIUTTHIOB.

Kpome Toro, B CTpyKType I1a3MaTHIecKoil MmemMoOpa-
HBI €CTh 0COOBIE YYaCTKM, MUKPOIOMEHBI, 000TallleHHbIE
XOJIECTEPUHOM U TJIMKOCHOUHTOJUTIMIAMU, — TaK Ha3bl-
BaeMble JIUMUAHBIE padThl [9]. DTN y4acTKU KOOPAUHM-
PYIOT KJIETOYHBIE TIPOLIECCHI, BIUSIOT HA TEKY4ECTh MEM-
OpaHbI, CITy>kKaT OPTaHU3YIOIIMMU LIEHTPaMM JIJIsT COOPKU
CUTHAJIbHBIX MOJIEKYJI, PETYJIMPYIOT TIepeMellieHe MeM-
OpaHHBIX OEJKOB, pEIEeNTOPOB, a TaKXe HeWpOoTpaHC-
muccuio. Mexny 6enkamu padra U OCTaIbHOTO OMCTOs
MPOUCXOANT TIOCTOSTHHBIN OOMEH: MeMOpaHHbBbIe OeIKH
MOTYT 3aXOOWUTh BHYTPb paTOB M BBIXOAWTH HapyXy.
CreayeT OTMETUTD, YTO JUTS TIpoliecca, B KOTOPOM B3au-
MOJIECTBYIOT IBa MEMOpaHHBIX OeTKa, UX OTHOBPEMEH-
HOE TIPUCYTCTBUE B OAHOM U TOM Xe padpTe 04eHb CUITBHO
YBEJIMUMBAET BEPOSATHOCTh MX CTOJKHOBeHUsI. [ToaTomy
HEKOTOpble MeMOpaHHBbIE PELENTOPhl W CUTHATbHBIE
0eKu 000COOJISIIOTCST BMECTe MMEHHO B MeMOpaHHBIX
padrTax, mpuueM Iepenady CUTHala 4epe3 OTU OelKu
MOXKHO TpepBaTh ¢ MOMOIIBI0O MAaHUMYJISILINI, KOTOPhIE
BBIBOIAT XOJIECTEPUH M3 MEMOpPaHbI U pa3pymialoT pad-
ThI. Tak, TUTIMIHBIE padTHl MPUHUMAIOT YJ4acTHEe BO MHO-
TUX CUTHAJIBHBIX MYTSIX KJIETKU [§].
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Takum obGpa3om, B MeMOpaHax KJIEeTKA HEOOXOAMMO
MPUCYTCTBUE TTPOTUBOIOJIOKHBIX TTO CBOUM CBOMCTBAM
JINTIAIOB, C OXHOW CTOPOHBI, (POCHOIUMUAOB, KOTO-
pble OMpEeNessIoT TeKyYue M TUlacTUYeCKUe CBOMCTBA
MeMOpaH, C JIpyroil CTOPOHBI, XojiecTepuHa U CHUH-
TOMUEINHA, KOTOPhle MPUIAI0T MeMOpaHe XKeCTKOCTbD,
cTabunusupysi ee TekydecTb. KiileTouHble MeMmOpaHbI
OTJIMYAIOTCSl IPYT OT JApyra Mo cocTaBy JUMUAOB. Tak,
B LIMTOIUIa3MaTHYECKO MeMOpaHe OTHOIIEHHWE XOJie-
crepuH/dochoaununbl coctapisieT 1, Torma Kak BO
BHYTPEHHUX MEMOpPaHHBIX CTPYKTypax KIETKU 3TO
OTHOIIIEHUE YBEJIWYEHO B CTOPOHY (ochoaunuaon
U COCTaBJISIET, HAIIpUMep, B dHAOTUIA3MAaTUIECKOM pe-
tukynayme 0,15, B muroxonapusx — 0,1 [8]. B nenowm,
JUIST TUTa3MaTUIecKOo MeMOpaHbl XapaKTepHO BBICOKOE
cojiep>kaHue XoJecTepruHa U C(UHTOJIUITUIOB, a TaKXKe
npeobyiajaHne HAaCHIIIEHHBIX U MOHOHEHACBIIIEHHBIX
SKUPHBIX KUCJIOT B cocTaBe (hochOIUITHIOB, TOTa KaK B
MUTOXOHIPUSX, DHAOIUIA3MATUYECKOM CETH U APYTUX
MeMOpaHHBIX CTPYKTYpPaX KJIETKU COIEPKUTCS MaJIO XO-
JlecTeprHa W CHUHTOIUITUAOB U CPAaBHUTEIHHO MHOTO
MTOJIMHEHACBIIIEHHBIX XXUPHBIX KUCIOT. B CBSI3M ¢ 3TUM
MeMOpaHbl BHYTPEHHUX CTPYKTYDP KJIETKU MEHee XKeCT-
KMe, 4eM Ila3MaTtudeckass MeMOpaHa, OHM OoJiee «JiIer-
KOTJIaBKM». BoJIbIast )KeCTKOCTh IUTOIIa3MaTUYECKOM
MeMOpaHbl OOYyCJIOBJIEHAa BBITIOJJHEHUEM €€ TJIaBHOIA,
OGapbepHOI (PYHKIIMU.

Camble pa3HBle U3MEHEHUSI B OKpYKaIoIleil cpene,
B peXMMe TMHWTAaHUsI, BO3PACTHbIE MU3MEHEHMSI MeTabo-
JIU3Ma, OITyXOJieBble 3a0oJieBaHMs, WHMEKIIUU TPUBO-
IAT K M3MEHEHUsSIM B CTPYKType MeMOpaH, KOTOpHIE,
B CBOIO Ouepelb, BBI3BIBAIOT HAPYIIEHWS HOPMAaJIbHOTO
(yHKUIMOHUpPOBaHUS KiIeTOK. [103TOMy BBICOK MHTEpeC
HcclieoBaTeNieil K M3y4eHUIo cocTaBa MeMOpaH KJIeTKU
C LEJbIO BBISIBJICHUS] OTKJIOHEHUIA OT HOPMBI C TOCTe-
NYIOIIIEN BO3MOXHOU KOPPEKINENH STUX HAPYIIEHU.

Jnst mommep:kaHWsT JOJDKHOTO CocTaBa MeMOpaH
KJIETKH B JIIOOOM BO3pacTe HEOOXOAMMO MpPaBUIbHOE
cbamancupoBaHHoe mnUTaHue. OCOOEHHO 3TO BaXKHO
JUISL IeTell paHHero Bo3pacTa — JaHHBIN TepUoJ XU3HU
COMPSTKEH ¢ BBICOKUMM TeMIIaMM (DU3NUYECKOTO U TICU-
XMYECKOTO pa3BUTHsI. Ha ceromHsIIHMI JeHb U3BECTHO,
YTO, HATIpUMeEp, MePUILINT KUPHBIX KUCIOT U XOJecTe-
pYHa B THUIIE HapyllaeT JUMMUIHBINA COCTaB U DYHKIUK
MeMOpaH kieTtok. [loaToMy BaxkHa moTaiusi 3TUX Be-
IIECTB C pallMOHAMM ITUTaHUSI.

Ponb xomectepmHa 11 OpraHuM3Ma 4ejioBeKa OT-
pomMHa. XOJieCTepUH SIBJSIETCS OCHOBHBIM CTEPOUIOM,
OCTaJIbHbIe CTEPOMIBI — €To TPOU3BOAHBIE. PacTteHwus,
IpUOBI U IPOXKU HE CUHTE3UPYIOT XOJECTepoJ, HO 00-
pasyloT pazHOOOpa3Hble (UTOCTEPOTBI I MUKOCTEPOITBI,
He ycBaMBaeMble OPTaHU3MOM YesloBeKa. bakTepuu Tak-
K€ He CITOCOOHBI CMHTE3UPOBAaTh CTEPOUIBI. XOJIECTePUH
XapaKTepeH TOJIbKO UIS JKUBOTHBIX OPTaHU3MOB U YeJI0-
BeKa, OH MPUCYTCTBYET BO BCEX MeMOpaHax MX KJIETOK U,
KaK yKa3aHO BBIIIE, BIUSIET HAa CTPYKTYpY OMCIIOS, yBe-
JINYMBAs XXeCTKOCTh MeMOpaH.

OB30PbI JINTEPATYPbI

MeHblI1ast 4acThb X0JeCTeprHa K HaM TTOCTYTAaeT C M-
eii, OOoJIbIIasl ero 4acTh CUHTE3UPYETCS B OpraHu3Me:
B neyeHn — 6onee 50%, B TOHKOI Kuike — 15 — 20%,
B KOXe, KOpe HaANMOYeYHUKOB M TIOJIOBBIX JKejie3ax —
30—35%. B xpoBu 2/3 xonectepuHa HaXOIUTCS B 3Te-
puduimpoBaHHoii ¢opme u 1/3 — B Bume cBOOOIHOTO
xoJiecTepruHa. DPUpPLI XoJeCTeprHa CIIyKaT (POpMOIi ero
JIETTOHUPOBAHUS B HEKOTOPBIX KJIeTKaxX (Harpumep, re-
YeHM, KOPbl HAAITIOYeYHUKOB, TTOJIOBBIX Xene3). M3 aTux
JIETIO XOJIECTEPUH MCTIONB3YeTCs I CUHTE3a KETUHBIX
KHUCJIOT, CTEPOMIHBIX TOPMOHOB, BUTaMuHa D

IMuieBbIM  MCTOYHUKOM XOJIECTEPUHA JUTS  AeTeid
paHHEro Bo3pacTa SIBJISIETCST TPYIHOE MOJIOKO. Y IeTeit,
HaXOISAIINXCS Ha €CTeCTBEHHOM BCKapMIIMBAHWU, OTMeE-
yaeTcsl 6oJiee BHICOKMI YPOBEHb XOJIECTEPUHA B KPOBH,
yeM y JeTei, TOydalolnuX AeTCKHEe MOJIOYHBbIE CMeCH
[10]. BmecTe ¢ Tem mHTepeceH TOT hakT, 4TO MPOGUIb
CTEPUHOB B 3aMEHUTEJIIX TPYIHOTO MOJiOKa BO MHO-
TOM 3aBUCHT OT BHJA M KOJMUYECTBA BXOISAIINX B UX CO-
craB xupoB. Tak, L. Claumarchirant u coaBT. onpene-
JISITTA colepKaHWEe CTEPUHOB B 13 MOJOYHBIX AETCKMX
cMecsX, TIPMCYTCTBYIOIIMX Ha €BPOMENCKOM pBIHKE,
U OLICHUBAIM 00bEeM TOTPEOJIEHUST 3TUX CTEPUHOB MJla-
neHiamMu B Bo3pacte oT 0 go 6 Mec. OOIee comepkaHue
300CTEPUHOB (CTEPUHOB XWBOTHOTO TTPOMCXOKICHUS)
BapbupoBayio ot 1,71 mo 5,46 mr Ha 100 M1 3aMeHUTENS
TPYIHOTO MOJIOKA, TTPUYEeM XOJECTepUH ObLT OCHOBHBIM
3oocteprHoM (1,46—5,1 mr/100 mi). KoauvecTBo XoJie-
CTepUHA B 3aMEHUTEIISIX TPYIHOTO MOJIOKAa OBUIO MEHb-
1Ie, 4eM B TPYIHOM MOJIOKE, B KOTOPOM OHO COCTaBIISIET
4,3—29,2 mr/100 M. O011ee conepkaHue (pUTOCTEPUHOB
obuto 3,1-5,0 mMr/100 mn. Camble HU3KHE TIOKa3aTeau
coepKaHUsl XOJIeCTepUHA B 3aMEHUTEIISIX TPYIHOTO MO-
JIOKa HaXomWjuch B mpepenax 1,46 — 2,22 mr/100 mo.
Bo Bcex Takux cMecsiX OCHOBHBIM MCTOYHHUKOM XHMpa
OBLTY BXOASIINE B X COCTaB pacTUTETbHBIE Maciia. Eciu
paccMaTpuBaTh 3aMEHUTENIM TPYTHOTO MOJOKA C TOYKHU
3pPEeHUS UX COCTaBa, KOJUYECTBO XOJeCTepUHA B HUX TTO-
JIOXKUTEJIEHO KOPPEJTUPYET ¢ TPUCYTCTBYIOIIUMU B KOM-
MO3ULIMM MOJIOYHBIMU WHTpeAMeHTaMK (LIeTbHOE MO-
JI0KO, MojiouHble kupbl, MFGM). HauGonee BBICOKME
MoKa3aTen XOoJeCTeprHa OTMEUYaIuCh B CMeCSX, KOTO-
peie comepxxanu koMrnoHeHThl MFGM (rpou3sBoacTBo
Beuusi, Ucranus) [11]. Dro HabmoneHre MOIKper-
JISIETCS TakkKe NaHHBIMU, OIMyOJIMKOBaHHBIMU B paboTe
F.scopesi u coasr. [12].

VYuuTeiBasi yCTOMYMBBIE TEHAECHIIMU TPOIIOTO CTO-
JIETHS K afamnTallii KUPOBOTO KOMITOHEHTa 3aMEHUTe-
JIel TPYIHOTO MOJIOKA ¢ UCKITIOUeHUEM MOJIOYHOTO XKHUpa
M3-3a OTNACeHMsI BPEIHOTO BJIIMSIHUSI €r0 KOMITOHEHTOB
Ha 3I0pOBbe pebeHKa, BO3HWKAET 3aKOHOMEPHBIN BO-
MPOC: CYIIECTBYET JIM CBSA3b MEXAY TPYIHBIM BCKapM-
JIMBAaHUEM W KOHIEHTpalllel XoJleCTepruHa B KPOBU
BO B3pOCJION XXW3HU Yy JIIOAEW, MOJyJYaBIIMX B PaHHEM
JIETCTBE TPYIHOE MOJIOKO?

Ilo manHBIM MeTaaHaiM3a, BKJIIodaBIiero 17 mccie-
noBaHuit (17 498 cyowekToB, 12 890 — rpynHoe BckapM-
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nuBaHue, 4608 — BcKapMIIMBaHME MOJIOUHOM CMECHIO)
[13], cpenHuMii ypoBeHBb OOIIErO XOJIeCTepruHAa ObLT HIKE
(P=0,037) y nui, moJiyyamoIliux TpyJaHOE BCKapMJIMBa-
HHUE, YeM Y BCKapMJIMBA€MBIX MOJIOYHBIMU CMeCSIMU
(cpenusist pasuuia — 0,04 mmonns/m; 95% AW). TTpu aTom
HE YYUTBIBAJIACh COLIMATIbHO-3KOHOMUWYECKAsT TTO3UIINS,
WHIEKC MacChl TeJla, BpeIHbIe TTPUBBIYKK (B YaCTHOCTH,
KypeHue). Pesyabrartbl MccienoBaHUil MPOAEMOHCTPU-
pPOBaJIM, YTO BHICOKOE MOTPeOICHIE XOJIeCTEPUHA C TPY/I-
HBIM MOJIOKOM aCCOLIMMPYETCS ¢ €0 HU3KHUM COmepsKa-
HUEM B KPOBHU Y B3POCIBIX. ABTOPBI OOBSICHSIOT, YTO TPU
KOPMJIEHWU TPYIHBIM MOJIOKOM CHUKAETCS 9HAOTEHHBII
CHHTE3 XOJIeCTEpUHA TTyTeM JayH-PeryIsiiUM TIeueHOY-
HOM TUAPOKCUMETWITIYTAPUI-KOIH3UM A peayKTas3bl.
DTO nccienoBaHue OKa3biBaeT MPOoMUIaKTUIeCKnit ah-
(exT TPyIHOTO BCKApMJIMBaHUSI B OTHOILIEHWU Cepaed-
HO-COCYIMCTHIX 3a00eBaHuit [13].

Touno Takxe D. Harit u coaBT. yTBepX1awmT, 4TO B
Mepyo paHHETO MJIafieHYecTBa OoJiee BHICOKUI YPOBEHD
001IIero xojecTeprHa W XOJeCTepUHa JIMIOMPOTEUIOB
HU3KOM TUIOTHOCTH B TUTa3Me MJIAJICHIIEB, HAXOMSIIINXCST
HUCKJTIOYUTENIbHO Ha TPYOIHOM BCKAapMJIMBAHUU, MOXKET
OBbITH (PM3UOJOTUYECKHUM U GJarOTPUSITHBIM JUTSI KOTHU-
TUBHOTO Pa3BUTHS W MPOTPaMMUPOBAHUS MeTaboIM3Ma
qununoB B nocienytoteit xku3uu [10]. Ognako B. Ko-
letzko 1 coaBT. OOHAPYXWJIM HEKOTOPBIE PACXOXKICHMSI
O pe3ybTaTaM pa3TuYHbIX UCCIeI0BAaHUI OTHOCUTEb-
HO OTHAJIEHHBIX TPEUMYIIECTB TPYIHOTO BCKapMIIMBA-
HUSI B OTHOIIEHWM COCTOSTHUSI CEPAECYHO-COCYIMCTOM
cucteMbl. JIaHHBIE pacXOXIEHUS OOBSICHSIOTCS TEM,
YTO CJIOXHO J0Ka3aTh (paKT MCKIIOYUTEBHO TPYTHOTO
BCKapMJIMBAaHUST U TIPOIOJIKUTEIBHOCTh 3TOTO MEepHOa.
B cBsI31 ¢ 3TUM aBTOPHI MPUIILUTA K BHIBOAY, YTO BIUSHUE
TPYAHOTO BCKapMIIMBaHUS KaK (haKTopa TOTpeOIeHUs
XOJIeCTepUHa Ha OJIaromojiydne CepaeuyHO-COCYIUCTOMN
CHCTEMBI B OJTOCPOYHOI TMEPCIEKTHBE ellle He 10 KOH-
11a ycTaHOBJIEHO [14].

C npyroii CTOpoHBI, (PMTOCTEPUHBI MOMABISIOT a0-
COpOLIMIO XOJIeCTepUHA B KUIIEYHUKE TIO KOHKYPEHT-
HOMY MeXaHU3MY, 3aHMMasi MPOCTPAHCTBO B MUILIE/UTAX
[13]. TakuM 06pa3oM, TEHIEHIIWIO K CHIKEHUIO KOHIIEH -
TpalliM XOJIECTEPUHA B 3aMEHMTEJISIX TPYIHOTO MOJIOKA
cJenyeT BOCIIPUHUMATh C OCTOPOKHOCTBIO, TTOCKOIBKY
B paMKax IMpOorpaMMHUPOBAHUST TUTAHWSM TaKasl TeHIeH-
LIS MOKET TIPETsITCTBOBATH TMOTEHLIMAJTbHOMY OJ1aro-
TBOpHOMY 3(PDeKTy.

VkazaHus Ha HeOJaronpusITHOE BO3IEWCTBHE XOJe-
CTepyHa Ha IMOKa3aTeIn 3J0pOBbsI MOAPa3yMeBalOT BO3-
MOXHOE Pa3BUTHE aTepPOCKIIEpO3a M KeTYHOKAMEHHOM
oosnesnu. CooTHolIeHue XoJiecTeprH,/hoCchOTUTTUIbI
B COCTaBe JIUMOMPOTEUIOB TJIa3Mbl KPOBH, a TAKXKe B CO-
cTaBe XeJUYM Hapsay C MOJEKYJISIpHOW Maccoil JUIO-
MPOTEUIOB TIPEIOTIPENeIsIeT CTeNeHb PacTBOPUMOCTU
XOJIeCTepUHA, €r0 aTepoTeHHbIe CBOWCTBA M CTENEHb
JINTOTEHHOCTH KeJTYU COOTBETCTBEHHO. [ToaTOMY € TOU-
KA 3peHMs] NMpoGUIaKTUKU YKa3aHHBIX 3a0o0JieBaHUI
B pallMOHEe MUTaHUsI HeOOXOIMMO TIpUCyTCTBUE (hocho-

JIUMUIOB, MPUYEM C MpeodIalaHueM B UX COCTaBe HEHa-
CBIILIEHHBIX XUPHBIX KUCIIOT, MOCKOJIbKY (DOChOTUUIBI
SIBJISTIOTCS O0Jiee TUAPODWILHBIMU B CPAaBHEHUH C XOJIe-
CTEPUHOM, «PaCTBOPUTEISAMU» ISl XOJIeCTepUHA U JIPY-
rux TuapodoOHBIX coemmHeHMil. Tak, Qochomunmmab
00pa3yloT MMOBEPXHOCTHBINM TUAPOMWILHBINA CJIOW JIUTIO-
MPOTEUIOB KPOBU.

Cpenn MeMOpaHHBIX JUMUIOB 0CO00€ MECTO IIpH-
HaJUIEXUT LIepeOdpo3raaM 1 TaHTJIMO31IaM, OTHOCSIIITAM-
csl K OOJIBIION TpymIie TIUKOJIUMUAOB — XKUPOMOI00-
HBIX BEUIECTB, COAEPXKAIIUX YIJIEBOAHBIA KOMITIOHEHT.
I[nukonunuabl TpeAcTaBIeHBl B OCHOBHOM B MeMOpa-
HaxX KJIETOK HEpBHOW TKaHW. [aHTIMO3UIbI COMEpKaTCs
B FaHTJIMO3HBIX KJIE€TKaX HEPBHOM TKaHU, a TaKXKe B I1J1a3-
MaTUYEeCKUX MeMOpaHaX MHOTHUX KJIETOK — 3PUTPOLIM-
TOB, FeNaTOLMTOB, KJIETOK CEeJIE3eHKHU U JAPYTUX OPraHoB.
[naBHas1 posIb TaHTJIMO3UIOB OTPEILISIETCS] X y4acTUEM
B OCYIIIECTBJIICHUM MEXKJIETOUHBIX KOHTAKTOB, B MPOILIEC-
cax MEXKJIETOUHOTO pacro3HaBaHus, Tpoaudepannu,
nuddepeHIMau  KIeToK. biiaromapst raHmimosumam
MPOUCXOIUT B3aUMOJECHCTBUE KIIETKU ¢ HEHipoMeauaTo-
paMM, TOpPMOHAaMM, aHTUTEJIaMU, TOKCMHAMU U KaTHO-
HaMM. [AHTIMO3WIBI MMEIOT OTHOIIEHHWE KO BCEM OC-
HOBHBIM (QDYHKIIMSIM HEMpOHa: TPOBEJACHUI0 HEPBHOTO
UMITyJIbca, Meauauuu, cuHantoreHedy [15]. CHuxXeHue
Coiep>KaHUs TAHTJIMO3UI0B B TKAHW MO3Ta MPU CTapeHUu U
W TIPU Pa3IMYHBIX OOJIE3HSIX, CBSI3aHHBIX C HApyIlIEHUEM
¢dynkunit LIHC, sgBasgeTcsi OMOXMMUYECKUM KPUTEPUEM,
MO3BOJISIOIIUM CYIUTh O CTETIeHU JieTpaiallii HEPBHBIX
KJeToK. Takum oOpa3oM, raHTIMO3UIbl UTPAIOT KITI0Ye-
BYIO POJIb B Pa3BUTUM MO3Ta, BIUSIOT Ha CTAaHOBJICHUE
MUMMYHHO# cuctembl. Elle B paboTax mpoIllioro cro-
JleTust ObLIO TTOKa3aHO, YTO 3K30T€HHBIE TaHTJIMO3UIbI
MpU BBEACHUU B OPraHW3M MOTYT BKJTIOYATHCSI B CTPYKTY-
py HelipoHaJbHBIX MEMOpaH U BbI3bIBATh TMHAMUYECKUE
MepeCTPONKHM B IHIOTEHHBIX TaHIIMO3uAax [16].

Takum o6pa3zoM, TIpUBENEHHbIC TaHHbIE OECCITOPHO
YKa3bIBaIOT Ha BAXKHOCTb BKJTIOUEHUSI B pallMOH MTUTAHUSI
JeTeld MOJIOYHOTO KMpa W JIMITUIHOM COCTaBIISIIONICH
MeMOpaH: (pocoaUnuIoB, XoJecTeprHa, TIUKOJUITH-
JIOB — 11epeOpo3uI0B 1 raHrmo3uaoB. CocTaB rpyTHOTO
MOJIOKA TIOBTOPHUTDH TOJHOCTHIO HEBO3MOXHO. OmHaKO
B Cllyyae MCKYCCTBEHHOTO BCKapMJIMBaHMSI O0OOCHOBa-
HUEe MPUCYTCTBUSI B COCTaBe JETCKUX CMECEN MOJIOYHOTO
Kxupa 1 koMmnoHeHToB MFGM ¢dopMupyeT HOBYIO KOH-
LIETIINIO B 00J1aCTH CO3IaHUST MOJIOYHBIX CMeceit; ee (-
(EKTUBHOCTb TIOATBEPXKIACTCS pe3yabTaTaMu 6-JIETHUX
KJIMHWYECKUX UccienoBanuii [17].

B nBoiiHoe cienoe paHIOMU3MPOBAHHOE KOHTPOJIM-
pyeMoe ucciieoBaHre ObUTM BKITIOUeHBI 160 MiameHIeB
B BO3pacTe MeHee 2 MeC, KOTOPBIX pa3e/InIvd Ha IBe TPyTI-
nbl: nofyyatoume cMechb ¢ komnoHeHtamu MFGM&milk
fat (1-s rpynma) u craHAapTHYI cMmech (2-51 TpyIa)
JIO JTOCTVDKEHUSI MU 6-MecsIdHOro Bo3pacta. KoHTpoJib-
Hast (3-s1) rpynma coctosuia u3 80 meTeit, mosydaBIINX
€CTEeCTBEHHOE BCKapMJIMBaHUE. 3a MEepUOJ] NCCIIeIOBaHMST
Oblia MpoBejieHa OlieHKa Mokasaresieil (pu3n4ecKoro pas-
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BUTHSI U chepbl MBIIUIEHUS/TIO3HAHUS Y IeTel BCeX Tpex
rpynn. [losydeHHbIe pe3yabraThl TPOJEMOHCTPUPOBA-
JIW, YTO CTATUCTUYECKU 3HAYMMBbIX Pa3JIMUMi 1O TaHHBIM
(u3nyecKoro pa3BUTHs JeTell pa3HbIX TPYII HE ObLIO.
B Bo3pacte 12 mec 1pu TecTUpOBAaHMM IO IIIKaJie HEpB-
HO-TIcUXu4Jeckoro pasputust muiaaeHieB H. beiinu (Tpe-
The M3JaHME) TOKa3aTeJ M KOTHUTUBHOTO DPa3BUTHS [ie-
Tel, TOJyYaBIIMX MOJIOUHYIO CMECh C KOMIIOHEHTaMU
MFGM, ObutM 3HAUMTELHO BbIIIE, YeM B TPYIIIe JACTe,
MOJTyYaBIIMX CTaHIaPTHYIO MOJIOUHY0 cmech (105,8 £ 9,2
o cpasHeHuto ¢ 101,8 = 8,0; P = 0,008), u npubauxa-
JINCh K TIOKA3aTesisiM JIeTeil, HaXOMMBIIKMXCSI Ha TPYJIHOM
BCKapMJIMBaHUU (HE OBLIO CYIIECTBEHHOTO pPa3IvuuMs:
106,4 = 9.5; P = 0,73) [17]. Takum oOpa3om, DOTTOJTHU-
TeJbHOE BKJIOYeHHe KomroHeHToB MFGM B aerckyio
CMeCh YMEHBIIIAeT PACXOXICHWE B KOTHUTUBHOM DPa3BU-
TUM MEXIy AETbMU, HaXOMSIIMMUCS Ha €CTECTBEHHOM
U UCKYCCTBEHHOM BCKapMJIMBaHMU. DTO ObUIO TEpBOE
PaHIOMU3UPOBAHHOE KOHTPOJMpPYeMOe MCClieloBaHNe,
KOTOpPOE TMOKAa3ajlo CTOJIb BbIPAXKEHHOE MOJIOXUTETbHOE
BJIMSIHME BBOAMMBIX B JIETCKHE MOJIOYHBIE CMECH KOM-
IMTOHEHTOB Ha KOTHUTHMBHBIE (DYHKUWUM, H3MEPEHHbIC
no wkaye H. beiiaun y ToHOLIEHHbIX AETEH.

B npyrom uccinenosanuu N. Timby u coaBT. mpume-
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AbcontoTHana MHHOBaUuUA ana Semper!
Emieé 0/mmKe K rpyTHOMY MOJIOKY!

& Semper Baby Nutradefense 1 - HOBast MOJIOYHas CMeCh C
MHHOBAIIMOHHOJ [J11 Semper KoMOMHaIeli KOMIIOHEHTOB
MFGM & Milk Fat (Mem6paHa >KMPOBBIX IJIOOYJT MOJIOKA U
MOJIOYHBIN XXUD).

&) Kommonentst MFGM & Milk Fat HaTypaibHbIM 06pasom
MIPUCYTCTBYIOT B IPYJHOM MOJIOKE U KpaiiHe HeO6XO0AVIMbI
IIJIST 3I0POBOTO PA3BUTHUSI peOEHKA.
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& KimHMYecKky JOKa3aHOo: MCIO0J/Ib30BaHME MOJIOYHO CMECH C
MFGM & Milk Fat cHiskaeT yacToTy MHMEKIINIT™ 1 JOCTOBEPHO
YBEJIMUMBAET ITOKA3aTeIM KOTHUTVUBHOTO Pa3BUTHS IeTell
I10 CPAaBHEHUIO C IETbMM, KOTOPbIE ITOTyYai MOJIOUHYIO
cmech 6e3 MFGM.**
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TAHUE JJIS1 PEBEHKA. BO3 PEKOMEHJVET MCK/IIOYUTEIBHO I'PYAHOE BCKAPMJIUBAHUE 110 6 MECSILIEB.
CVJIbTALIMS CIIEHHUAJIMCTA. THOOPMALIMA TOJIBKO I MEIUIIMHCKIX PABOTHHUKOB.



OPUINHAJIbHBIE CTATbU TEPUHATOJIOINsS U HEOHATOJIOINs1

IlepeOpasbHasg reMOJMHAMMKA Y JieTell rpyNNbl BBICOKOTO PUCKA B HEOHATAJILHOM TEpUo/ie

T.C. Tymaesa, U.10. Pasuna, E.D. Konaxosa, FO.P. broxuna

FBY3 PM «MopaoBcknii PecnybnrkaHCKuin KNIMHUYECKUIA nepuHaTasbHbii LeHTp»; FTBY3 PM «eTckasa pecnybnvkaHckas
KNnHu4eckas 6onbHMLA», CapaHck

Cerebral hemodynamics in high-risk infants during the neonatal period

T.S. Tumaeva, I.Yu. Ryazina, E.E. Konakova, Yu.R. Blokhina

Mordovian Republican Clinical Perinatal Center; Republican Children’s Clinical Hospital, Saransk, Russia

Ileav uccaedosanus. OueHNTH BIMSIHUE OCJI0XKHEHHOTO MEPUHATAIBLHOTO MEPHOIA HA HePedPAbHYI0 FeMOIMHAMHUKY Y HOBOPOXK/IEH-
HBIX U3 TPYNIbI BBICOKOTO PHCKA (TlepeHeCcNX THIOKCHIO/MIIEMHUIO, POXKIEHHBIX MyTeM KecapeBa ceuenus). MccienoBansl CTpyK-
TypHbI€ 0COOEHHOCTH I'0JIOBHOTO MO3ra M liepedpajibHas reMoauHaMuka y 690 nereii, n3Bjie4eHHbIX PA3IMYHBIMH CIIOCO0AMH POJIO-
pa3penieHust PH Pa3HbIX CPOKAX recTanuu (U3 HUX 540 HOBOPOK/IEHHDIX NEPEHeCIH TMIOKCHIO/UILIEMHIO).

Pe3yrvmamoi. B nepsble CyTKHM KHU3HH Y JIeTeil ¢ OTATOMEHHBIM NEPHHATAIBHBIM MEPHOAOM, 0COOEHHO MOCJIe KecapeBa CevyeHHus,
(hopMHPOBATMCH CTPYKTYPHbIE M3MEHEHHS TOJIOBHOTO MO3ra M HAPYLIEHHS epe0PaIbHO reMOIMHAMHKH, KOPPeJIUPOBABIIME C TS-
JKECTBIO MepeHeCeHHOl THIIOKCHH /HIIIEMIH, CTETeHbI0 HeJoHOmeHHOCTH. Ha npoTskeHn# HEOHATAIBHOTO EPHO/A BbIsIBJIEH 3aMe/I-
JIEHHDIii MPo1LecC BOCCTAHOBIEHHS 1epe0pPaIbHOi reMOANHAMHKH Y JeTeil IPH COYeTAHHOM BO3JeiiCTBHHM MOBPEXKAA0MNX (haKkTOpOB.
Bb1600b1. OcI0KHEHHDI TIEPHHATAIBHDII NEPHO, COYETAHHOE BIMSHNE HA IUIOJ U HOBOPOXKIEHHOTO THIIOKCHH/UIIEMIH, Onepa-
THUBHOTO PO/IOPa3peLIeHNs], HEJIOHOLIEHHOCTH NPUBOIAT K CTOMHKOMY HAPYIIEHHUIO HepeGpanbHOro KpOBOTOKA. PaHH:As AnarHocTnka
CTPYKTYPHO-TeMOJMHAMMYECKUX HAPYLIEHHIi IOJIOBHOTO MO3ra 1aeT ocHoBaHue s yriyosennoro oocaenosanust ITHC u addex-
THBHOI MeINKAMEHTO3HOi KOPPEKIHH C LeJIbI0 NPeI0OTBPALIEHUS IeKOMIIEHCALUN U CBSI3AHHBIX C Hell 0CJIOKHEHUI.

Karoueswie caosa: Hosopodcdentvle, HeOOHOWEHHbIE, KeCapeso ceueHue, 2UNOKCUs/uemus, yepeopanbHas eeMoOUHamMuKa.

Objective. To estimate the impact of the complicated perinatal period on cerebral hemodynamics in high-risk neonates who have
experienced hypoxia-ischemia and been born by caesarean section.

Patients and methods. Structural characteristics of the brain and its hemodynamics were examined in 690 neonates born by different
modes of delivery at various gestational ages (out of them 540 neonates had experienced hypoxia-ischemia).

Results. In the first 24 hours of life, the babies with a compromised perinatal period, especially after caesarean section, developed
structural changes in the brain and its hemodynamic disorders that were correlated with the severity of prior hypoxia-ischemia and
the degree of prematurity. The neonatal period was marked by the delayed recovery of cerebral hemodynamics in infants exposed to
a set of damaging factors.

Conclusion. The complicated perinatal period and the joint impact of hypoxia-ischemia, operative delivery, and preterm pregnancy
on the fetus and the neonate result in persistent impairment of cerebral blood flow. The early diagnosis of brain structural and hemo-
dynamic disorders serves as the basis for an in-depth examination of the central nervous system and for effective drug correction in
order to prevent decompensation and its related complications.

Key words: newborns, premature newborns, cesarean section, hypoxiaischemia, cerebral hemodynamics.

wiona [4]. Ilpu aToM orepatnBHOE poIOpa3pelieHre OT-

Pa3BI/ITI/Ie MEPUHATOJOTUN KaK TPUKIATHOU HAyKU
HOCUTCSl K WMHTpaHaTaJbHOMY (DaKTOpy pucKa, BO3/IEi-

MO3BOJIMJIO 3HAYUTCJIbHO CHU3UTH IMOKa3aTeJIu TIC-

pUHATAJTbHOW CMEpPTHOCTH, VIYYIIWTh JeMorpacduye-
CcKylo curyaunuio B crpaHe [1—3]. B Hacrosiiee Bpewmsi
OIHUM W3 TyTel CHUXKEHUs 9acTOTHI 3a00JIeBaHUIA Tie-
pPUHATAJIBHOTO TIeproma TIPU3HAHO poJopa3peliecHre
IyTeM KecapeBa cevyeHMs. BHeapeHMe HOBBIX TEXHOJIO-
TMi1 B OMEPaTUBHOM aKYIIEpCTBE MO3BOJWIO PACIIUPUTH
MOKa3aHUsI K 9TOM Omepalnu, Tpekae BCero B MHTepecax
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Konakosa Enena DuyapnoBHa — Bpay yJIbTpa3ByKOBOIi AMarHOCTUKY OTAEE-
HUSI JIy4eBO# TMArHOCTUKM TOTO XK€ YUPEXKIACHUS

Bbnoxuna lOnus PudanoBHa — Bpau ynbTpa3ByKOBOW ITUATHOCTUKU TOTO Ke
OT/eNIeHUSI

430013 Pecriybauka Mopnosus, . CapaHck, yi1. [To6ensr, .18

Psisuna Wpuna FOpbeBHa — Bpay yjibTpa3sByKOBOW JTUATHOCTUKHU OTIEIEHUS
JIy4eBOM AMAarHOCTUKU JIeTCKOil pecryOaMKaHCKON KIMHUYECKON GOIbHUIIBI
430032 Pecriybauka Mopnosusi, . CapaHck, yi. P. JTiokcemOypr, 1. 15

CTBME KOTOPOTO Ha OpPraHW3M HOBOPOXKIEHHOTO eIl
0 KoHla He m3ydyeHo [5—7]. CoBepllleHCTBOBaHUE pe-
AHMMAIIMOHHOI TIOMOIIM M WHTEHCUBHOM Tepanuy HO-
BOPOXIEHHBIX CIE/IaJI0 BOBMOXHBIM BbIXaXKMBaHUE JIeTel
HE TOJBKO C Pa3JINYHOM TAaTOJOTHEN MNEepPUHATAIIBHOTO
nepuoaa, HO U IITyOOKOHeAoHOIIeHHBbIX [8]. CrencTBueM
9TOTO SIBUJIOCH YBEJIMUEHME 3a00JIeBaéMOCTH B JETCKOM
BO3pacTe, B YacTHOCTH, co ctopoHsl LIHC [9, 10].
OTKJIOHEHUsI B CTAHOBJICHUU HEPBHO-TICUXUYECKUX
GyHKIMIA y neTeil MpUBIIeKalOT B HACTOSIIIEE BPEMSI BCE
OoJiblllee BHUMaHUE MCCleoBaTeIei ¢ TTO3UIIMU B3au-
MOCBSI3M C OCJIO)KHEHHBIM aHTe-, WHTpaHaTaJbHbIM
MEepUOIOM Pa3BUTHSI OpraHU3Ma, MOCTHATaJbHON Je3-
amantauuvein [11, 12]. BaxkHeiuM mokasaTejaeM aje-
KBaTHO TPOTEKAaIOIIeTo MOCTHATAIbHOTO TIepro/ia SBJIs-
eTcsl MepecTporika pa3IMYHbIX 3BEHbEB FTeMOIMHAMUKH,
B TOM uuCJie liepeOpaibHOM, 3aBUCSIIAs OT TEUYECHMUS
0epeMEeHHOCTH, HAIMYUS TUTTOKCUW/UIIIEMUHU, CITocoba
ponopaspelieHus: (eCTeCTBEHHOTO WM OTIepaTUBHOTO),
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Tymaesa T.C. u coagm. LepeOpanbHast reMOIMHAMIKA Y JIeTeli TPYIITIBI BLICOKOTO PUCKA B HEOHATATBHOM TIEpHOJIe

TreCTallMOHHOM 3peJIoCTM  HOBOpOXJIeHHOro [13—16].
Ilenp HacTOSAIIETO MCCIEIOBAHUS — OLEHUTH BIUSHUE
OCJIOXKHEHHOI0 IepUHATAJbHOTO Ilepuoja Ha 1epe-
OpaJbHYI0 TEMOIWHAMUKY Y HOBOPOKIEHHBIX U3 TPYI-
Bl BEICOKOTO pHCKa (MMepeHeCIINX TUITOKCUIO/UIIIEMUIO
1 POKIEHHBIX IyTeM KecapeBa CeYeHus ).

XapakTepucTuka petein 1 MeTogbl UCcriefoBaHUs

B uccnenoBanue ObutM BKIIOYEHBI 690 nerteit, n3-
BJICYEHHBIX PA3JIMUYHBIMU CIIOCOOAMU POIOPA3PEIICHUST
MpU pa3HbIX CpoKax recrainuu. B 1-10 rpymmy Bouuiu
290 neteit (120 moHouIeHHBIX, 170 HEIOHOIIEHHBIX), PO-
SKIEHHBIX TIyTeM KecapeBa CeUeHUs U TIepeHeCIIMX 1epe-
OpasibHYyI0 MIIEMUIO, BO 2-10 Tpynmy — 150 mereit mocie
KecapeBa CeYeHMsI Ha JIOHOIlleHHOM cpoke 38—40 Hen
0e3 SBHBIX KIMHWYECKUX TPHU3HAKOB IepeOpabHOM
uieMuu, B 3-1o rpynmny — 250 neteit (150 noHOUIEHHBIX,
100 HeOHOIIIEHHBIX), POXKIECHHBIX €CTECTBEHHBIM ITyTEM
U TIepeHEeCIINX TUITOKCHUIo/UieMuio. Kputepun MCKiIio-
YeHUsl: pofoBasl TpaBMa, MH(PEKIIMOHHbBIC 3a00JIeBaHMUS,
cUHIpOMaNTbHast (hopMa TATOJOTUU, BPOXICHHBIE aHO-
Mayinu pa3Butusi. KoHTposibHYIO (4-10) TpyIina cocTaBU-
1 57 NOHONIIEHHBIX HOBOPOXIEHHBIX OT (PU3UOJOTUY-
HbIX OEpPEMEHHOCTU W DPOAOB, POAMBUIMXCS C OLIEHKON
o mikaje Amnrap He Huxe 8/8 6aioB.

KowmmnekcHoe ob6cienoBaHe HOBOPOXKAEHHBIX BKITIO-
4aJio YJIbTPa3ByKOBOE UCCIENOBAHUE CTPYKTYPhI TOJIOBHOTO
Mo3ra B B-pexume (HeilipocoHorpadwusi), momnruieporpa-
¢uto 1iepedpanbHBIX COCYIOB ¢ MPUMEHEHUEM 1IBETOBOTO
KapTUPOBAHUS U CTIIEKTPaJIbHOM JOTIIeporpachui, poBe-
neHHbix Ha pubopax TOSHIBA APLIO MX u TOSHIBA
VIAMO (fIrioHust) ¢ UCnojib30BaHUEM MYJIBTUUACTOTHBIX
KOHBEKCHBIX, MUKPOKOHBEKCHBIX HATYMKOB C YaCTOTOM
ckaHupoBaHuu oT 5 10 9 MIir. CkaHMpoBaHUE OCYIIIECT-
BJSUTM B CTAHAAPTHBIX TIOCKOCTAX. CITEKTpaTbHYIO JTOTI-
ieporpacuio TPOBOAVIIN B MHTPAKPAHUATBHBIX apTePUsIX
1 BeHaX C OLIEHKOM Ka4eCTBEHHBIX U KOJIMYECTBEHHBIX Xa-
PaKTEePUCTUK, B TOM YKCJIe MHIEKca pe3ucTeHTHocTH RI,
MaKCUMAJIbHOM CUCTOJIMYECKOW V1 JMacTONIMIECKOH
V_ cKopocTeit KpOBOTOKA, KOTOPhIE OMPEIeIISTUCh TTO TTe-

min

peaHeit, cpemHel 1 3amnHeir MO3roBbIM apTepusiM. C yaeToM
MaJTbIX pasINurii MCCIIeMyeMbIX IToKa3aTesieil B pasTMuHbIX
COCYIMCTBIX GaccelfHaX CpaBHUTEbHBIE XapaKTePUCTUKU
KOJTMYECTBEHHOM OILIEHKM TIPUBEICHHI TTO TIepeIHe MO3TO-
Boli apTepun. Takke olleHMBaIaCh MOJTHOIIEHHOCTh OTTOKA
no BeHe [aneHa.

Craructuueckasi 006padoTKa MOJYYEHHbIX TaHHBIX
MPOBOAMJIACH C TTOMOIIBIO TaKeTa TPUKIATHBIX IPO-
rpamM «Statistica». KonnuecTBeHHBIE MoKa3aTeau TOI-
Beprajiich CTaHIAPTHOMY aHaIM3y 1o KpuTepuio CThbIO-
JIEHTa ¢ pacuyeToM cpeaHeil apudpmerudyeckoir (M=Em);
JUTSI CpaBHEHUSI KaueCTBEHHBIX TIEPEMEHHBIX MCIIOJb30-
BaH Kputepnii x>. KoppelnsimoHHBIN aHaN3 OCYIIeCT-
BJISTA TIO0 KPUTEPUIO JIMHEHOM Koppensiuu [Tupcona
B CJlyJae, eciii 00e BBIOOPKM MMENIM HOpMaJbHOE pac-
npejaejieHre W JUHEHHYI0 3aBUCUMOCTh. B MpOTUBHOM
cllydgae TIpUMEHsUICS KO3(P(PUIIMEeHT paHTOBOUM KOppeis-
nuu CrimpMeHa.

PesynbraThbl M 06CyXaeHne

Knunuueckast xapakrtepucTuka mAeTeil, BKIIIOYEH-
HBIX B MCCJIEIOBaHME, MpUBeAeHa B Ta0a. 1. 3HAYMMBIX
pa3Inumii TI0 TIOJIOBOMY COCTaBy, Macce He OTMEuasocCh.
OueHka 1o mKaje Arnrap Oblla HIDKe y IeTei, ITepeHec-
IIMX TUTTOKCUIO/UIIEMHUIO, U KOPPEJIUPOBaa C TSIKECTHIO
uepebpanbHoit nmemmn (#=0,906, p=0,000). IMo pesynn-
TaTaM KOMIUIEKCHOTO KJIMHUKO-UHCTPYMEHTAJIbHOTO
obcnenoBaHus y nereid 1-it u 3-i rpymnm ObLIO AMArHO-
crupoBaHo Topaxenne LHHC paszmmuHoil ctereHn Ts-
KECTHU, UYTO OMPEeNessyioCh JIUTEIbHOCThIO CHUHApPOMa
YIHETeHUS], HAJIMYMEM HEOHATaJIbHBIX CYIOpOT, Haju-
YrleM U JUHAMUKOW CTPYKTYPHBIX U3BMEHEHUI rOJIOBHO-
ro Mo3sra IO JaHHBIM YJIbTPa3ByKOBOTO MCCJIEIOBAHMSI.
BoabmmHCTBO AeTeit, mepeHecmnx 1epedpaibHy0 Hilie-
MU0, HYXXIAJIUCh B MPOBEIEHUN WHTEHCUBHON Tepanuu
W BbIXaXMBaHUSI B YCJIOBUSX peaHuMaimu. HaubGosnee
MPOIOJIKUTENIbHBIX pEeaHWMAllMOHHBIX MEpPOIPUSITUH,
peCIMpPaTOPHOIT MOAIEPXKKH, 30HIOBOTO KOPMJIEHUSI TTO-
TpebOBaIO COCTOSIHME HETOHOIIEHHBIX JIeTel, pOXIeH-
HBIX MyTeM Kecapesa ceueHust (p>0,05).

Tabauya 1. KnuaMdecKas XapakTepUCTHKA JIeTeil, BKIIOYEHHBIX B MCCJIeI0BAHNE

1-s1 rpynna, n=290

3-g rpynna, =250

2-5 rpynna, 4-4 rpynra,
Iokaszarenn JIOHOLIEHHbIE,  HEJOHOLIEHHEIE, =150 JIOHOIEHHbIE,  HEJOHOLIEHHEIE, =57
n=120 n=170 n=150 n=100

Ioin, a6c¢.(%):
MaJbYUKHU 59(49) 75(44) 87(58) 81(54) 54(54) 27(46)
JIEBOYKH 61(51) 95(56) 63(42) 69(46) 46(46) 30(53)
Macca, r:
Mana3oH 2250—4550 860—3560 2388—4450 2330—4790 700—3210 2950—4110
M*m 3376,3+160,5  2169,1+46,1 3398,6+144,7 3371,6%144,3  2136,7£54,1 3427,3£160,5
Anrap:
Baniel mo mkane
Ha 1-i1 MUHYyTE XU3HU 1-8 1-8 7-9 2—-8 1-7 8-9
Ha 5-l MUHYyTe XU3HU 4-9 3-8 8-9 5-9 4-8 89
LlepedpanbHas uiemust 39/42 /19 25/39/36 — 40/37/23 29/43/28 —

I/11/111 crenienu, %
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IlepBuunasi HelipocoHorpadusi U gonIieporpadus
1epeOpaIbHBIX COCYIOB TMPOBEAeHAa BCEM HOBOPOXIEH-
HBIM B 1—2-€ CYTKU XWU3HU. Y JeTeil OCHOBHBIX TPYIIM,
0COOEHHO HEIOHOIIEHHBIX, Tpeodyafaiu U30JIMpPOBaH-
Hble ullleMUyeckue uameHeHust (tabda. 2). Hapyuienus
CMEIIIaHHOTO XapakTepa (MIIeMUYEeCKO-TeMopparuie-
CKMe) ObUIM 3aperucTpMpoBaHbl TOJBKO y jaeTeir 1-i
rpynrbl (pa3iauyus A0CTOBepHBI). YacToTa M Xapakrep
CTPYKTYPHBIX U3MEHEHMII HAaXOIUJIUCh B TECHON CBA3U
C TSDKECTBIO TUTTOKCUYECKU-UIIIEMUIECKOTO TTOPaKEHUST
rojioBHOro Mo3sra (y*=56,18; p=0,000). BeipaxkeHHOCTH
MOBPEXIEHUI TOJIOBHOTO MO3ra TakKe 3aBHCENa OT TsI-
KECTU TIepEeHECeHHOU TuIoKcuu/uimemMun (y*=35,726;
»=0,000) 1 recTalMOHHOTO BO3pacTa O0CJeIOBaHHBIX
nmereir (y*=46,844; p=0,000). Ilpu cpaBHEHWU HTOHO-
IIEHHBIX HOBOPOXIEHHBIX |- M 3-if TPYIIT ¢ HEIOHO-
IIEHHBIMU TeX XK€ TPYIT BBISIBIEHO, YTO MIIIEMUYECKUE
M3MEHEHUsI JIETKOM CTerneHu yalie (popMUpOBaTUCH Y 10-
HomIeHHBIX aeteit (x*=43,330 u y*=14,353 npu p=0,000
COOTBETCTBEHHO), a TSIXKeJIble TTOBPEXICHUS, B YaCTHO-
CTU CMEIIAaHHOTO XapakKTepa, — y HEJIOHOIIEHHBIX, OCO-
OeHHO POXIEHHBIX MyTeM Kecapesa ceueHus (*=28,787,
p=0,000 u y*=11,265, p=0,004 coorBeTcTBeHHO). CIemy-
€T OTMETUTb, YTO COUYETAHHBIC HapyIlIeHUs] ObUTM OoJiee
XapaKTepHbI IIJIT HEJOHOIIEHHBIX AeTel ¢ Iepebpalib-
HOIl ulemMueit cpenHeil u Tskenon creneHu (y*=8§,03,
»=0,006 u y*>=12,04, p=0,001 COOTBETCTBEHHO).

OmHUM U3 BaXHEWIIMX (HaKTOPOB, TMPUBOIAAIINX
K CTPYKTYPHBIM ITOBPEXKIEHUSIM TOJIOBHOTO MO3Ta, SIBJISI-
eTcsl HapyllleHre MO3TOBOTO KPOBOTOKA Ha (hOHE TTepeHe-
CEHHOI TUTTOKCUW/UIIeMUU. [eMoguHaMUUecKre u3Me-
HEHUsI, BOZHUKAIOIIME TP HEeOIaronmpusiTHOM TeYeHUU
MepUHATAJbHOTO TIepUoJia U CBSI3aHHBIE C HapyIIEHUEM
ayTOPETYJISILIVY 11epedpaibHOr0 KPOBOTOKA, CIIOCOOCTBY-
0T pa3BUTUIO TEMOPPArMUeCKuX OCIOXHEHUN U Toce-
IYIOIIUX JeCTPYKTUBHBIX M3MEHEHWI BelllecTBa MO3Ta
[17, 18]. DddexkTBHOE TeMOaMHAMMUUECKOe obecrieve-
HUE 3aBUCUT OT TOHYca lLiepedpaibHbIX cocynoB [19—21].
CorjacHO MCCJIEeNOBaHUSIM TIOCJIEIHUX JIET 3M0POBBII

OPUINHAJIbHBIE CTATbU TEPUHATOJIOINsS U HEOHATOJIOINs1

JMOHOIIEHHBII HOBOPOXIEHHBIN POXIAeTCS C BBICOKOI
PE3UCTEHTHOCTHIO COCYIOB, KOTOPast ObICTPO CHUKAETCS
yKe K KOHILY TIepBBbIX CYTOK XXW3HU U CTAOMIIU3UPYETCSI
K OKOHYAaHMIO paHHero HeoHaTajbHoOro repuoaa (RI —
0,69—0,73). dusnonornyeckasi pe3UCTEHTHOCTb Liepe-
OpaJbHBIX COCYIOB COIMPOBOXAAETCS OTHOCUTEIBHBIM
U HETPOJOKUTETbHBIM TTOBBIIIIEHUEM JIMHEWHOM CKO-
POCTH CHCTOJIMYECKOTO KPOBOTOKA B COYETAHUM CO CHU-
JKEHHEM TMACTOIMYECKOTO TeMOIMHAMUYECKOTO KOMITO-
HeHTa. JlaHHast peakius SIBJSIETCST TTPUCIIOCOOUTENBHOM
M CBs3aHa ¢ HapacTaHWEM TapluaJIbHOTO JaBICHUS
p,0,, ymenbiuennem p,CO, KpoBH Mociie Tepexosa K Jjie-
TOYHOMY JIBIXaHWIO, YBEJIMYEHUEM BHYTPUYEPEITHOTO
W CHCTEMHOTO BEHO3HOTO HaBJIeHUs, a TaKXKe C «00Kpa-
JIbIBAaHUEM» Yepe3 (PYHKIIMOHUPYIOUINIA OTKPHITHIN apTe-
pPUABHBIN MPOTOK, HO HE COMPOBOXKAAETCS CTPYKTYPHBI-
MM M3MEHEHUSIMU TOJIOBHOTO MO3Ta JaXe MPU BBICOKUX
MOKa3aTesIsIX COCYANCTON Pe3UCTEHTHOCTH Y psaa AeTei
(RI moxer moBsimiarsest 1o 0,78) [19, 22, 23].

B Hamrem uccieqoBaHUM TIPU OLIEHKE CPETHUX 3HA-
YEeHWI OCHOBHBIX T'eéMOIWHAMUYECKMX ITOKa3aTeseit
COCY/IOB apTepUabHOTO M BEHO3HOTO pycjia Y BCeX Je-
Teli, TIepeHeCInX lLepedpaibHyl0 WIIEeMUIO, BHE 3aBU-
CUMOCTH OT crocoba pomopa3pelieHusi ObLT BbISIBJIEH
psin ocobeHHocteit (taba. 3). Ilo mHmekcy RI moxHO
ObUTIO CyIUTh O 0O0Jiee BHICOKOM TOHYCE apTepuabHbIX
cocynoB y nereid 1-ii u 3-i rpynr, oCOOEHHO HEIOHO-
IIEHHBIX, HO CTATUCTUYECKON 3HAYUMOCTHU JOCTUTIIU
pasauaus mokKasaTesiell TOIbKO y HeTOHOLIEHHBIX TTOCITe
orepatuBHOrO popopaspemeHust (p<0,05). Tlpu sToM
y BCeX HEIOHOIIEHHBIX OoOpallajio Ha ce0s1 BHUMaHUe
3HAYUTEJIbHOE CHUXKEHWE JTMHEMHBIX CKOPOCTEN CHUCTO-
JIMYECKOTO M AuacToimyeckoro kposoroka (p<0,001),
YTO CBMIECTEJLCTBOBAIO O (POPMHMPOBAHUU TATOJOTH-
YECKUX COCYIUCTBIX peakiuii 1, KaK CIeICTBUE, Peod-
JIaTaHUKM UIIEMUYECKUX TTPOIIECCOB B TKAHU TOJJIOBHOTO
mo3sra (+=0,925; p=0,000). BazoMoTOpHBIE HapyIIeHUS
3aTparBajii TakKe BEHO3HBIM OTTOK, XapakKTep W3Me-
HEHUII KOTOPOTO 3aBHCEN OT TeCTallMOHHOTO BO3pacTa

Tabauya 2. CTpyKTypHbIE H3MEHEHHS FOJI0BHOTO MO3Ta 110 IAHHBIM HellpocoHorpacduu B paHHEM HEOHATAJILHOM NepHo/Ie

1-s1 rpynma, n=290

3-g rpynmna, n=250

2-4 rpynna, 4-5 rpymra,
Iokazarenb JIOHOLLEHHbIE, HEIOHOIIEHHbIE, =150 JOHOIIEHHbIE, HEIOHOIIEHHbIE, =57
n=120 n=170 n=150 n=100
20(16,7) 3(1,8) 23(15,3) 3(3)
Hopwma, a6c¢. (%) 48(32) 55(96.,5)
23(8) 26(10,4)
v p 214,404; 0,000 68,717; 0,000 177,124; 0,000
H3onupoBaHHbIE UILIEMU- 92(76,6) 146(85,8) 122(81,3) 88(88)
YeCKUE U3MEHEH U, abC. 99(66) 2(3,5)
(%) 238(82) 210(84)
v 137,853; 0,000 64,558; 0,000 140,731; 0,000
H3MeHeHrs CMEIaHHOIO 8(6,7) 21(12,3) 32) 5(3,3) 909) _
xapakrepa, abe. (%) 29(10) 14(5,6)
v p 9,382; 0,009 2,986; 0,225

Ipumeuanue: OLieHKA TOCTOBEPHOCTHU Pa3INUUil C UCTIONb30BAaHUEM KPUTEPHS > TIpoBeeHa Mexy |-if — 3-it u 4-if rpynimamu.
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Tymaesa T.C. u coagm. LepeOpanbHast reMOIMHAMIKA Y JIeTeli TPYIITIBI BLICOKOTO PUCKA B HEOHATATBHOM TIEpHOJIe

HOBOPOXJEHHBIX (r=0,753; p=0,002). ¥ noHoIIEHHbIX
npeobanano MOBbIIIEHWE JUHEHHBIX CKOPOCTEN Be-
Ho3HOro KpoBoroka (p<0,05), 4TO CBUAETETHCTBOBAJIO
0 TEePernoJHEHU BEHO3HOTO COCYAUCTOro pycia. ¥ He-
JIOHOIIEHHBIX JeTeil, HAIIPOTUB, OTMeYaaach TeHACHIIMS
K CHUXEHUIO CKOPOCTM BEHO3HOTO OTTOKA, OCOOEHHO
Y POXIEHHBIX oTiepaTUBHBIM TIyTeM (p>0,05).
IMomyyeHHbIE pe3yabTaThl OIEHKM CpPEeIHMX 3Ha-
YeHU TeMOAMHAMUYECKUX I[IOKa3aTejell, CBUJIe-
TEJbCTBOBABIINE O CPbIBE MPOLECCOB AyTOPETYJSIIUU
lepebpabHONW TEeMOAWHAMUKM Y HOBOPOXKIEHHBIX
C TIEPeHECEHHOW TUIOKCUel/uniemMueit, AUKTOBaIU
HEOOXOAMMOCTb UCCJIENIOBAHUS U3MEHEHUN KPOBOTOKA
B 3aBHUCUMOCTH OT TSDKECTU LiepeOpajbHON MIIEeMUH.
JIluHaMMKa M3MEHEHUH 11epeOpaibHOTO KPOBOTOKA HO-
CWJla pa3IMUYHbI XapakTep B 3aBUCUMOCTU OT 3peJio-
CTU JIeTell K MOMEHTY POXIEHUS U CTEIeHU TUITOKCH-
YeCKU-UIIeMUIECKOTO TIOPaXXeHUsI TOJIOBHOTO MoO3ra
(tabn. 4). Ilpu uepedpanbHOt Uiemun I crenmeHu To-
HYC apTepUalibHbIX COCYIOB OBIT B JOIMYCTUMBIX TIpe-
Jefax Kak JJIsi JOHOIIEHHBIX, TaK W JUIsT HeJOHOIIeH-
HBIX HOBOpoxkIeHHBIX (RI — 0,69—0,73). TIpu stom
CUCTOJMYECKass U NHACTOJMYECKasi CKOPOCTU KPOBO-
TOKa Y JOHOIIEHHBIX OBUTM COTIOCTAaBUMBI C aHAJOTHUY-
HBIMU TTOKa3aTeJIsIMA KOHTPOJIBLHOM TPYMIIBI, a Y JeTei
rnocjie KecapeBa CeYEHMs] MPEBbIIAIU UX, OCOOEHHO
cuctoanueckuit kommnoHeHT (p<0,05). laHHBII remo-
IUHAMUYECKUI OTBET B BUIE YBEJIWYCHHS MO3TOBOTO
KPOBOTOKA SIBJIIETCSI CJIEACTBUEM BHYTPUYTPOOHOI
LIEHTPpAIU3AIMU KPOBOOOPALIEHUSI Y HOBOPOXIEHHbIX,
MepeHeCINX LepeOpallbHYI0 UIIEMHIO, U OTACTbHBIMU
aBTOpaMM /10 OMpEeNEeSeHHBIX MPEeAeOB paccMaTpuBa-
eTcsl KaK KOMITeHcaTopHasl peakius (Ipu OTCYTCTBUU

reMopparuueckux ocjioxHeHui, oreka) [19, 24]. V He-
JMIOHOIIIEHHBIX JeTei TP OTHOCUTEIHHO 60JIee BEICOKOM
RI nuHeliHBIE CKOPOCTH KPOBOTOKA HE JOCTUTAIH TO-
KaszaTesieil y JOHOIIEHHBIX, UTO MOXET CBUIETETbCTBO-
BaTh O HEIOCTATOYHOCTU KOMIIEHCATOPHBIX peaKIInii
Yy He3peJIbIX HOBOPOKAEHHBIX, JaXe MPU JIETKOM Iopa-
SKEHUU TOJTOBHOTO MO3Ta.

YcyryOsieHre  TSXKECTUM  TMITOKCHYECKM-UIeMuye-
CKUX BIUSHAM CIOCOOCTBOBAIO YCWJICHUIO WIEMUYeE-
CKHUX TIPOIIECCOB B TOJOBHOM MO3T€, YTO COMPOBOXIA-
JIOCh 3HAYMTEJbHBIM TTOBBIIIEHHMEM TOHYCAa COCYIOB,
0COOEHHO Y HEIOHOIIIEHHBIX TTOCJIE OMepaTUBHBIX POIOB
(»<0,001). TTpu stom RI y 10—18% noHOIIEHHBIX U Y
15—23% HenOHOILIEHHBIX JeTell TOCTUTAT OYEeHb BBICO-
kux 3HaueHuit (0,8—1,0). Ha atom done 3apeructpupo-
BaHO CHWXKEHUE JIMHEWHBIX CKOPOCTEH CUCTOMIECKOTO
W auactonndeckoro kpoporoka (r=0,925; p=0,001),
YTO UMEJIO CTATUCTUYECKU 3HAYMMBbIEC PA3TUIMST TIPU JieT-
KOW W TsKesoil 1epedpaibHON WIIEeMUM y JeTeld, po-
SKIEHHBIX TTyTeM KecapeBa CeYeHUs, KaK JOHOIIEHHBIX,
TaK U HeAOHOIIeHHBbIX. Hanbosiee HU3KME moKazaTeau
auacroimnyeckoro kposoroka (V. 0,0-4,7 cm/c), yka-
3bpIBAIONINE Ha BBIPAXKEHHOCTDh UIIEMUYECKOTO TIpoliecca
B TOJIOBHOM MO3Te Ha (DOHE cIma3Ma coCcyIoB, ObIITN 3ape-
ructpupoBaHbl y 35 (20%) HeTOHOLIEHHBIX TOCIE OTie-
paTuBHBIX ponoB. Y 10 (10%) HeTOHOIIEHHBIX, POXICH-
HBIX €CTECTBEHHBIM ITyTeM, OBbLIM 3aperuCTPUPOBAHBI
MWHUMAaJTbHBIE TIOKa3aTeNI JAUACTOJINIECKOTO KpPOBO-
toka (1,6—4,7 cm/c). CienyeT oTMeTUTBh, 9T0 Y 6 (3,5%)
HEIOHOIICHHBIX, POXIEHHBIX TyTeM KecapeBa CEUeHMS,
Ha (hoHEe TPOTPECCUPOBAHUS TSKECTH ILiepeOpabHOM
WIIIEMUU W, OYEBUIHO, CPbIBa TPOLIECCOB ayTOPETYJIsi-
IIMM MO3TOBOTO KPOBOTOKA BBISIBJICHA TMapamoKcaabHasI

Tabauya 3. AHaUM3 HEKOTOPbIX MOKAa3aTeeii iepedpaJbHOro KpOBOTOKA B PAHHEM HEOHATAJIbHOM Nepuone (nuana3oH, M=m)

1-s1 rpynna, n=290

3-g rpynmna, n=250

2-4 rpyIna, 4-g rpymma,
oxasarenn JIOHOLIEHHBIE, HEJIOHOLIEHHBIE, n=150 JIOHOLIEHHBIE, HEIOHOLIEHHBIE, n=57
n=120 n=170 n=150 n=100
14,5-78.5 13,1-57,2 22,2—-58.6 23,0—-70,0 17,1-47,5 29,0-61,1
V. .. cM/c 40,3+1,36 31,1£0,69* 38,9£1,13 30,6%1,16%
: 40,1%1,14 39,7%1,21
34,61+0,86" 35,6+0,93*
4,7-21,8 0,0—20,3 7,0-21,6 2,3-22,2 1,6—13,3 5,7—18.,0
V s CM/C 11,2+0,51 8,5+0,28* 10,9£0,52 8,310,427
11,5+0,42 11,7£0,57
9,6£0,33** 9,9+0,38*
0,55—0,85 0,47—1,0 0,6—0,8 0,54—0,91 0,58—1,0 0,58—0,81
RI 0,71£0,00 0,74%0,01* 0,72%0,00 0,73£0,01
0,69%0,01 0,70%0,01
0,73%£0,01 0,73£0,01
3,9—10,0 1,4—11,7 4,0-19,0 3,0-10,4
¥ BeHO3HOTO OTTOKa, cM/c  0,130,19% 5,1£0,12 4’62-:09,171 6,410,24" 5,410,19 54%2_:07’103
5,840,17 T 5,9+0,16 T
IIpumeuanue: JJoCTOBEPHOCTH pa3IMUMil MOKa3aTesei y IeTeii OCHOBHBIX TPYIII OT KOHTPOJIBLHOM IPYIIIIbI:
* — p<0,05;
** _ p<0,005;
# — p<0,001.

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUY, 2, 2016

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2, 2016




COCYIMCTasl peaklKsl B BUIE CHIKEHUST TOHYCa COCYIOB
(RI cauxancs no 0,47—0,55), conpoBoXaaBIlIeTocs OTe-
KOM TOJIOBHOTO MO3ra, (DOpMHUpPOBAHUEM BHYTpHUEPETI-
HBIX KpoBoususHuii (r=0,849, p=0,002).

ITpu oLieHKe M3MEeHEHM T BEHO3HOTO OTTOKA B 3aBUCH -
MOCTH OT TSIKECTH LIepeOpaIbHOTO MopaXkeHus Hanbosee
3HAYMMBbIe HapyIIeHWsT ObUTH 3aperuCTPUPOBAHbI Y IeTei
rmocje KecapeBa CEUYeHUs, OCOOEHHO HETOHOIIEHHBIX.
BruisiBieHa o0Imast TEHASHIIUST K CHUDKEHMIO JIMHEHHBIX
CKOPOCTE BEHO3HOTO OTTOKA, YTO CBSI3BIBAIOT C Mapajiu-

OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

TUYECKUM pPACIIUPEHNEM BEH MOCTTUIIOKCUYECKOTO Te-
He3a U IBJICHUSIMU CTa3a KPOBU, BIUIOTh 0 Pa3BUTHS Be-
HO3HBIX MH(apKTOB Mo3ra [25]. Cienyer OTMETUTD, UTO Y
JIOHOIIIEHHBIX CKOPOCTHbBIE TIOKa3aTe/ld He OIyCKaJluCh
Huke 3,9—4,1 cM/c, B TO BpeMsl KaK Y HEIOHOIIIEHHbBIX
MocJie OTNepaTUBHBIX POJOB 3aperMCTPUPOBAHBI CaMble
HU3KUE ToKasarelu BeHo3Horo ortoka (1,4—3,5 cm/c),
4TO co3maBajo (oH IJIST Pa3BUTHUSI TeMOpparndecKux
ocyoxxHeHui. [ToBbIIeHe TMHEHOW CKOPOCTH BEHO3-
HOTO OTTOKA 3aperucTpUpoBaHoO Y 27—35% TOHOILIEHHBIX

Tabauya 4. Ananu3 u3MeHeHuit MoKa3areieii epedpaJbHOr0 KPOBOTOKA y AeTeid 1-ii u 3-ii rpynn B 3aBUCUMOCTH OT TSKECTH IIepe-

OpasibHOi HineMuu (quanasou, M=+m)

1-s1 rpynma, n=290

IMokazarenun

3-g rpynma, n=250

JIOHOUIeHHbIe, n=120 HCHOHgmeHHHe’ TOHOLIeHHbIE, n=150 HeHOHO_meHHHe’
n=170 n=100
V oo CM/C
LlepebpanbHas uemMus:
I cTrenenp 14,5-78.5 21,7-62,6 23,4-70,8 21,5—41,6
45,2+1,91 36,5£2,15 39,1+£2,23 31,1£1,95
11 creneHp 23,6—59,1 16,3—50,2 25,3—54,0 21,8—47,5
35,9+1,34** 31,5+1,05* 38,7+1,59 31,0£1,68
111 crereHn 20,0—42,1 13,5-59,2 24,0—59,0 17,3—41,2
34,7+2,08%* 29,2+1,51* 38,9+2,32 30,7x1,24
V in» EM/C
LlepeOpasibHast UILIEMMSI:
I cremienp 8,0—-21,8 5,0—20,3 4,8-22,2 5,1-11,0
13,5£0,68 10,91+0,74 11,8+1,03 8,3%0,81
I cteneHn 4,7—18,0 2,4—17,0 5,2-21,0 4,7—12,8
10,1£0,61% 8,8+0,51* 11,440,71 8,310,44
111 creneHn 5,2-13,8 0,0-17,0 2,3-16,0 1,6-13,3
9,4+0,89* 6,84+0,51% 9,1+0,84* 8,2+1,18
RI
LlepeOpanbHast UILIEMMUSI:
I cTrenenp 0,59—-0,84 0,58—0,8 0,61-0,87 0,64—0,8
0,69£0,01 0,70%0,01 0,71+0,01 0,7240,02
11 crenenn 0,55—-0,81 0,53—0,92 0,54—0,86 0,65—0,79
0,70%0,02 0,72+0,01 0,701+0,02 0,73+0,01
111 crerrenn 0,61—0,85 0,47—1,0 0,7-0,91 0,58—1,0
0,7410,02* 0,77+0,01% 0,754+0,01 0,76%0,03
J BEHO3HOTO OTTOKA, CM/C
LlepeOpasibHast UILIEMMUSI:
I cTenieHp 4,0—10,0 2,7-9,0 4,0—12,0 4,2-6,2
6,5+0,31 5,7£0,34 6,31£0,43 5,3%0,27
I cteneHb 4,0-9,9 2,9—-11,7 4,0-9,4 3,0—7,0
5,8+0,26 5,2%0,19 6,310,33 5,2+0,24
3,9-6,8 1,4—11,2 4,1-19,0 3,3—-10,4
III crenenn
5,410,29* 4,6+0,25*% 6,7£0,56 5,9+0,24
Ilpumeuanue: [I0CTOBEPHOCTb Pa3IMYUil MOKa3aTeseld B MOATPYIIIE B 3aBUCUMOCTHU OT CTENEHU LEepeOpaibHON UILIEMUU:
* — p<0,05;
% _ p<0,005;
# — p<0,001.
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Tymaesa T.C. u coagm. LepeOpanbHast reMOIMHAMIKA Y JIeTeli TPYIITIBI BLICOKOTO PUCKA B HEOHATATBHOM TIEpHOJIe

HOBOpOXAEeHHBIX (0T 6,8 1o 19,0 cm/c) my 20—25% He-
JIOHOIIEHHBIX (0T 6,2 mo 11,7 cM/c) M KOppeaupoBayio
C TIOBBIIIEHUWEM JIMHEWHOM CHUCTOJMYECKON CKOPOCTU
aprepuanbHoro kposotoka (r=0,788, p=0,003). Takum
00pa3oM, BBISIBIIEHO HETATUBHOE BIIUSIHUE OTSATOIIEHHO-
ro aHTe- ¥ MHTPaHaTaJbHOTO TMepro/ia Ha 1iepeOpaibHYIO
TreMOJIMHAMUKY Y JIeTeil TPYIIITBI pUcKa B paHHEM HeoHa-
TaJIbHOM TIEpUOJIE.

JInHaMU4YecKrii  KOHTPOJIb CTAaHOBJIEHUs  liepe-
OpasibHOI TeMOIMHAMUKHW TPOBOAMICS B Bo3pacTe 7, 14
u 21 cyr. Ha mpoTsixeHun mepBoro mecsitia Xu3HU pe-
TUCTPUPOBATIOCH 3aKOHOMEPHOE MOBBILIIEHNE JTMHEWHBIX

rnokasarejieii KpOBOTOKa Yy JieTeid Bcex rpymrl (Tabi. 5).
ITpu 5ToOM K OKOHYaHUIO HEOHATAJILHOTO Meproaa y Je-
Teil 1-i TpynIbl M HETOHOIIEHHBIX 3-f TPYIMITbI COXpa-
HSIJTUCh TIOBBIIIEHHBIE PE3MCTUBHBIC XapaKTepUCTUKU
11epedpaJbHOr0 COCYAMCTOTO pycia, 4YTo (hopMUpPOBaAIO
0osiee HU3KME TTOKA3aTe N TUACTOJTMIECKOTO KPOBOTOKA
(V;,), OCOOEHHO y HEOHOLIEHHBIX MOC/IE Kecapesa ce-
yenus (p<0,05). Pe3aucTuBHbBII XapakTep apTepuabHO-
O KPOBOTOKa MOJAEPXHWBAI BEHO3HYIO TUCGHYHKIIUIO,
KOTOpasi CTOCOOCTBOBaJla 3HAYUTEILHOMY CHUKCHUIO
CpPeIHUX TToKa3aTesieil TMHEWHOW CKOPOCTH BEHO3HOTO
OTTOKAa y NeTel TI0CTe OMEepPaTUBHOTO POIOPA3PEIICHUS

Tabauya 5. JuHaMuKa H3MeHEeHHId KOJIMYeCTBEHHbIX MOKa3aTelieil MO3roBOro KpOBOTOKA HA NMPOTszKeHHH 1-ro Mecsia JKu3Hu

(amana3on, Mtm)

1-s1 rpynna, n=290

3-g rpynmna, n=250

n 2-5 rpynrna, 4-4 rpymra,
OKasaTeb JIOHOIIIEHHbIE,  HEIOHOUIEHHBIE, n=150 JIOHOIIICHHbIE,  HEIOHOIIEHHBIE, =57
n=120 n=170 n=150 n=100
7 nHe# XU3HU
Apmepuanshulii Kpogomok
32,8-72,6 28,2-78,5 28,3—73,4 32,4-78,5
V. cM/c 49,6+1,48* 45,7+1,11 17.9-64.4  5,0+2,75* 48,8+2,96 24,8-52,4
max? 43,1%1,19 43,242,23
47,4+0,96 50,5+2,06
7,4-28,5 3,9-20,8 5,9-26,5 6,3-22,2
Ve 14,0+0,77 11,240,45 5,3-21,2 14,0+0,88 12,8+0,91 4,8-17.3
min’ 13,5+0,57 12,840,95
12,240,43 13,540,64
0,59-0,83 0,6—0,92 0,62—0,82 0,65-0,85
RI 0,71£0,01 0,76%0,00* 0,6-0,76 0,7240,01 0,73+0,01 0,65-0,81
0,69+0,01 0,70£0,01
0,74+0,00% 0,72+0,01
Berosnulil kposomok
4,8—12,2 3,2-10,2 4,0-11,9 4,2-11,7
v, cm/c 7,0£0,29* 6,5+0,24 4,7-8,0 7,240,35* 6,9+0,34 4,8-8.9
’ 6,2+0,13 6,1+0,26
6,740,18 7,0+0,25%
14—21-i1 neHb KUBHU
ApmepuanvHblil Kpogomox
26,8-78,3 16,0-73,6 41,7-78,5 19,6-78,5
v emfe 52,741,58 51,3+1,13 50,80,58 53,4+2,05 50,3+1,76 51,340,76
51,7+0,77 50,9+1,34
7,2-23,6 3,7-20,8 10,3-28,6 6,3-22,8
V. cm/c 13,5£0,56 11,8£0,41* 14,140,24 15,3+0,92 13,24+0,62 13,8+0,68
12,240,28* 14,0£0,51
0,61—0,84 0,62-0,93 0,6—0,81 0,59-0,94
RI 0,74£0,01* 0,770,007 0,63-0,80  0,71+0,01 0,7440,01* 0,62—-0,81
0,70£0,02 0,71£0,01
0,76+0,01* 0,73+0,01
Berosnulil kposomok
4,2-11,9 3,2-17,6 4,8—13,8 5,2-18,3
v, em/c 7,640,26* 7,8+0,25%* 6,2-12,3 8,30,34 8,110,36** 7,8-10,6
’ 9,1+0,76 8,940,19
7,8+0,16 8,2+0,25%*
Tlpumeuarue: [I0CTOBEPHOCTD pa3INUMil MOKa3aTeseil y AeTeil OCHOBHBIX IPYII OT KOHTPOJbHOM TPYIIIbI:
* — p<0,05;
#* _ p<0,005;
# — p<0,001.
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U Y HEJIOHOIIeHHbIX 3-i rpynnbl. Takum obpa3om, aAu-
HAMUYECKUIl KOHTPOJIb Ha MPOTSKEHUM HEOHATaTbHO-
ro nepuojia Mo3BOJUI BbISIBUTh 3aMeIJIEHHbIN Mpoliecc
BOCCTaHOBJIEHUSI LIepeOpaIbHON TeMOAMHAMUKY Y IeTei
C OCJIOKHEHHBIM MepPUHATAbHbIM MEPUOOM, OCOOEHHO
MpU COYETAHHOM BO3JEHCTBUM MOBpexaatronmx (akro-
pPOB (HEraTMBHOE BIUSIHWE TMIIOKCUU/UIIEMUU, POXKIIE-
HUE OMepaTUBHBIM MYTEM, HEJIOHOLIEHHOCTbD).

3akovyeHue

Heo6naromnpusiTHoe TeueHUe TEPUHATATBHOTO MEPUO-
Jla, OCOOEHHO TIPU COYETAHHOM BJIMSIHUM Ha OpPraHU3M
IJI0la ¥ HOBOPOXKIEHHOIO TUITOKCHUM/UIIIEMUH, OIepa-
TUBHOTO POMOPA3pPEIIeHNsI, HEIOHOIIEHHON OepeMeH-
HOCTU, MOXET TPUBOAUTH K CTOMKOMY HapylIEHUIO Iie-
pebpajlbHOTO KPOBOTOKA. YTIyOJIeHHOE UCClIeI0BaHUe
pa3IMYHBIX 3BEHbEB TEeMOIMHAMMUYECKOW ajanTaluu,
B YaCTHOCTM KPOBOCHAOXEHMSI MO3ra C OLIEHKOW Kaye-
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OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

Onpenesenne KOHIEHTPANUMU HelipoHcen(puIecKux GakTopoB B IUATHOCTHKE
oprannyeckoro nopaxenus IITHC y niy0okoHe10HOIIEHHBIX eTei

JI.H. 3axaposa, O.A. Kpaesa, I'.H. Yucmskoea

®rbY «Ypanbckuini Hay4Ho-nccnenoBatenbCkuii UHCTUTYT OXpaHbl MaTepUHCTBA U MiadeH4yecTBa», EkatepuHbypr

Evaluation of neuron-specific factors in the diagnostics of organic CNS damage in
extremely preterm infants

L.N. Zakharova, O.A. Kraeva, G.N. Chistyakova

Ural Research Institute of Maternal and Infant Care, Yekaterinburg

Ilenbio padoTHl ABWIOCH M3y4eHHE MPOTHOCTHYECKON pou B (hopmupoBanun opranndeckoii naronorun ITHC neiiponcnenudu-
yeckux ¢akropoB: Heiiporpoduueckoro ¢akropa mo3ra (BDNF), BackyrosnnoremmansHoro pakropa pocra cocynos (VEGF)
u HeiipoHcnennduyeckoii enoaaspl (NSE) y n1ydokoHe10HOIIEHHBIX IeTeil K KOppUrupoBaHHoMy Bo3pacty 1 roa. MeTomom umMmy-
HO(EePMEHTHOTO AHAJIM3A B IYNIOBUHHO! KPOBH NPH POKIEHUU B nepudepuyecKoil KpoBU Ha 7-€ CyTKH Ku3HU U B 40 HeJl OCTKOH-
[ENTYAJBHOTO BO3PACTA MOKA32aHO, YTO Y NAIMEHTOB ¢ C(hOPMHUPOBABIIMMCS OPraHMYECKUM NopakenueM Mo3ra coaep:xkanne BDNF
HuKe, a ypoBeHb VEGF Bbile, yeM y nauueHToB Npu TPAH3UTOPHOM nopazkenuu mo3ra (p<0,05). Conep:kanue NSE B mynoBuHHoi
KPOBH Yy JieTeii ¢ ucxozioM B oprannyeckoe nopaxenue LIHC npessimano TakoBoe y aeTeii ¢ TPAaH3UTOPHBIM NopazKenueM. Bpissiie-
HA TeCHas! KOPPeJSIMOHHAS 3aBUCMMOCTh MexKay cHizkenneM 3Hayenniit BDNF, nosbimennem VEGF u pazsutuem oprannyeckoro
nopaxenusi [ITHC y n1y0oKoHe10HOLIEHHBIX JieTeil B KoppurupoBanHom Bo3pacre 1 rox (R=-0,75, R=-0,64).

Karouesvie caoea: enybokonedoHouieHHble 0emu, 2UnOKCU4eckKoe nopaxiceHue Mo3ed, 0peanuveckoe nopaxiceHue Mo3ed, HelipoHcneyu-
uueckas enonasa, Hellpompoghuueckuii paxmop mo3ea, 8acKy103HOOMeAUANbHbLI hakmop pocma cocydos.

Objective: to study the prognostic role of neuron-specific factors, such as brain-derived neurotrophic factor (BDNF), vascular en-
dothelial growth factor (VEGF), and neuron-specific enolase (NSE) in the development of organic central nervous system (CNS)
damage in extremely preterm infants at 1-year corrected age. Enzyme immunoassay was used to measure umbilical cord blood at
birth, peripheral blood at 7 days of life and at 40 weeks post-conceptual age. It was shown that BDNF was lower and VEGF was higher
in the patients who had developed organic brain damage that in those who had transient brain damage (»<0,05). The umbilical cord
blood content of NSE in the infants with organic CNS damage exceeded that in those with transient brain damage. There was a close
correlation between decreased BDNF, increased VEGF, and the developed organic CNS damage in extremely preterm infants at
1-year corrected age (R = -0,75, R = -0,64).

Key words: extremely preterm children, hypoxic brain damage, organic brain damage, neuron-specific enolase, brain-derived neuro-
trophic factor, vascular endothelial growth factor.

PUOPUTETHBIM HaIlpaBAeHUEM MPUKIATHON Me-

IUIIMHCKOM HAyKM SIBJISIETCS 3amada YaydIleHUs
MCXOMOB Y BBIKUBIIUX JAETe ¢ SKCTpeMaJbHO HU3KOM
Maccoii Teia. B Poccuiickoit ®enmepanuu GopMu-
pOBaHUE TSIKEIOU TICUXOHEBPOJOTUYECKOW MaTOJIO-
MUy TIyOOKOHEIOHOIIEHHBIX AeTeil TpeacTaBlIeHO
B IIMPOKOM auamnaszoHe: ot 12 mo 50% [1]. Yacrora
SMOILIMOHAJILHOTO U HEBPOJOTMYecKoro aeduiura
B IOJITOCPOYHOM TTPOTHO3€ y TAaHHOW KaTErOpUHU JETEN
MoxeT gocturath 100% [2]. Takue TsXenble MCXOIBI,
KakK 3aJepXKa YMCTBEHHOIO pa3BUTUS, NETCKUM 1epe-
OpaJibHBIN Mapajuny, IJIyxoTa, OCTaloTCsl Ha CTAOMJIBHO
BBICOKOM ypoBHE [3].
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Anpec 11 KoppecnonaeHuuu: 3axaposa Jluaus HukonaeBHa — 1.0. HayuHOTO
COTPYIHUKA OTIEJICHUSI MO M3YyYEeHUIO (PU3UOJIOTMM U TATOJOTMU HOBOPO-
JKIEHHBIX U JIeTeil paHHero Bo3pacTa Ypainbckoro HUW oxpanbl MaTepuHCTBa
U MJIajIeHuecTBa

Kpaesa Ounbra AjiekcaHipoBHa — K.M.H., PyK. TOTO XK€ OT/AeJICHUs

Yucrtakosa [y3enp HyxoBHa — 1.M.H., pyK. 1a00paTOpruy UMMYHOJIOTUY U KJITH-
HUYECKOI1 MUKPOOMOIIOTMU TOTO Xe YUPEXKIEeHUSsI

620028 ExarepunoOypr, yi.Pernina, 1.1

Knunndeckas KapTuHa B HEOHATaJbHOM IepUOJe
He Bcerjga omnpejeisieT MporHo3 st pedberka. [Tommu-
MO TIpOYUX (PAKTOPOB, MCXOA 3aBUCUT OT TeHETUYE-
CKM OOYCIIOBJIEHHOTO pe3epBa HEWPOIUIACTUYHOCTH,
0o0ecrnevynBaloNero He TOJNbKO BOCCTaHOBJIEHUE TO-
BPEXIEHHBIX CTPYKTYP, HO TaKKe U CO3pEeBaHKE U ajie-
KBaTHOe (DYHKIIMOHUPOBAHWE HEPBHOW CHUCTEMBI
r1yOOKOHEeIOHOoIIeHHOTo pedbeHka [4]. OnHuUM u3 Map-
KepOB pa3pylIeHUs HEPBHOM TKAHU SIBJISIETCST HEMPOH-
crienuduyeckass eHosiasa (neuron-specific enolase,
NSE), ee y-cyobenununa. OHa mpeacTaBisieT coOoii
TTUKOJTUTUYECKUM (PepMEHT, COCTOSIIIUI U3 TUMEPOB,
U OTIpE/IeNISIeTCS B BBICOKUX KOHIIEHTPAIUSIX MPEeUMY-
IEeCTBEHHO B HeMpOHaX U HEMPOIHIOKPUHHBIX KIIET-
kax. [loseimieHue ypoBHsS NSE mipu moBpexneHUU
Mo3ra, KakK MpaBUJIO, TPOTHO3UPYET HEBPOJIOTUUECKUIA
neduuur [5-7].

dakTopoM, OTpaxKkalolIUM pernapaTUBHBIE TPOIEC-
CBl B MO3Te, CIYKUT HelpoTpoduyecKuit hakTop MO3-
ra — BDNF (anrn. brain-derived neurotrophic factor).
BDNF — 6en0k, cocrosmuit 3 119 aMMHOKMCIIOTHBIX
OCTaTKOB, KOIUPYEMbIII COOTBETCTBYIOLIUM T€HOM U OT-
HOCSIIIMICS K KJIaccy IIMTOKWHOB, CEMEMCTBY (DakTo-
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3axaposa JI.H. u coasm. OtipeneneHne KOHIIEHTpAIN HelipoHcTedmieckix pakTopoB B IMarHOCTHKe oprannyeckoro mopaxkenus LIHC...

poB pocTta. CUHTE3 €ro TPOUCXOAUT TTPEUMYIIECTBEHHO
B HEMPOHAJIBHBIX M TJIMATbHBIX KJIeTKax Mo3ra. OyHKIus
BDNF 3akmouaercst B 00pa3oBaHUM HOBBIX ITOJIMCUHAII-
TUYECKUX CBSA3EH TIpU MOP(OJOTMUECKOM TOBPEXKIe-
HUU U perpecce HEBPOJIOTUIYeCKUX HapylneHuid. OcoOblii
WHTEpeC TIPENCTaBIsieT U3YyYeHWe ITOr0 CBOEOOpPa3HOIo
WHAWKATOPA TTOBPEXACHUS MO3Tra y TTyOOKOHETOHOIIIeH-
HBIX IeTEH.

IMpakTnyeckn KaXXIblii HEJOHOIIEHHBIH pebeHOK
aHTeHATaJbHO pa3BUBACTCSI B YCJIOBUSAX BHYTPHUYT-
poOHoIt Turnokcuu [8]. BHe 3aBUCMMOCTM OT 3THOJIO-
TUW BHYTPUYTPOOHON THUITOKCUM €€ TaTOJIOTMYecKoe
JefiCTBUE Ha TIJIO/ pa3BMUBAETCSl 1O OJHOMY ClIEHApUIO
U COIPOBOXKIAeTCS HapylleHWEeM pa3BUTHSI, CO3peBa-
HUS MO3Ta, MPOBOIMPYST BOZHUKHOBEHHE TUITOKCUYE-
CKU-UIIIeMUYECKO 2HIIe(haToNaTUM B MOCTHATATLHOM
neproge. [lepuHaTaabHOE TUIMOKCUYECKOE TTOpaXKeHNe
HHC y rny6oKoHEeAOHONIEHHBIX HOBOPOXIAEHHBIX 10-
cruraet 100% [9].

JIpyruM BaXXKHBIM MapKepoM IWHAMUKU TepuHa-
TaJIbHOTO TTOBPEXIEHUSI MO3ra U BOCCTAHOBUTEIbHBIX
MPOIIECCOB CIYKUT BACKYJOOHAOTEIUATbHBIN (hakTop
pocta cocynoB (Vascular Endothelial Growth Fac-
tor, VEGF) — rereponuMepHbIii TJMKOMPOTEMHOBBI
pocToBOii (akTop, coaepxXaluii 226 aMUHOKMCJIOT
[10]. OH He TOJBKO OKa3bIBaeT BJIMUSHUE Ha IPOLEC-
Chbl BackyJsioreHe3a (oOpa3oBaHMeE COCYIOB U3 Mpelie-
CTBEHHUKOB JHIOTEIUATbHBIX KJIETOK Yy 3MOpHOHA)
U aHTHOTeHe3a (oOpa3oBaHMWE HOBBIX KPOBEHOCHBIX
COCYJIOB B CYIIECTBYIOIIIEH COCYIUCTON cCUCTeME), HO U
OCYUIECTBJISIET TTOAJAEPKKY He3pesbix cocynoB. CUHTE3
VEGF moxeTr mpoucxoauTh B KJIeTKaX pa3JIudHbIX THU-
OB, B TOM UMCJI€ B 9HIOTEIUAbHBIX, TYUHbIX KJIE€TKAX
n makpodarax. B matonormueckux ycinosusx VEGF
BOBJICUEH B M3MeHeHUe DYHKIIUI TeMaTodHIIehaTnde-
ckoro Oapbepa. I[Tockonbky BoccTaHOBJIeHUE MOPGO-
JIOTUYECKOU CTPYKTYpPBl MO3Tra acCOLMMPOBAHO C YCU-
neHueMm aHruoreHesa, cuHeprusMm BDNF u VEGF
BIMSIET Ha WHAYKIHWIO BOCCTAHOBJIEHUS CTPYKTYDPBI
IIHC. YpoBeHb, nMHaAaMUKa M COOTHOIIEHUE HEHpO-
Tpoduueckux ¢akTopoB U HelpoHcTelundruueckoi
e€HOoJIa3bl MOTYT CIYKUTh WHOOPMATUBHBIMU MapKe-
paM¥ pa3TIMYHON CTeTIeHU HapyIIeHU U TTPOTrHO3a TH-
MMOKCUYECKUX TTOBPEXIECHU MO3Ta Yy TTyOOKOHETOHO-
IIEHHBIX TeTEH.

emb viccnenoBaHs: U3YYUTh COAEPXKAHUE W IIPOTHO-
CTUYECKOe 3HAUYEHME OTpee/IeHUs] YPOBHS HEWpOTpodu-
yeckoro ¢aktopa Mosra (BDNF), BackynosHnorenuaib-

Horo ¢akTtopa pocta (VEGF) n HelipoHcnenmduueckoi
eHojasbl (NSE) y rimyboKoHe10HOIIIEHHBIX JAeTe.

XapakTepucTuka neten u MeTogbl UccnenoBaHns

IlepBylo Tpymmy cpaBHEHUSI COCTaBUIM 26 mAeTei
C 9KCTpEeMaJbHO HU3KOW MacCOW Teja Mpu POXICHUU.
Bo 2-10 rpyniny cpaBHeHust Boliin 30 1eTeit ¢ oueHb HU3-
KOH Maccoii Tesia pu poxaeHuur. CpeqHuil rectaliuoH-
HBII BO3pacT aeTelt 1-if rpyniibsl cocTaBui 26,58+0,8 Hen,
2-it rpynmbl — 31,840,6 Hen (p=0,01). Ouenka 1o mka-
Jie Amnrap Ha |- MmuHyTe Xu3Hu coctaBuia 4,00+1,16
u 5,2540,68 6amta (p=0,007) coorBeTcTBeHHO. Ha 5-ii
MUWHYTE XKU3HU OIleHKa IO IIKaje Anrap Takxke muMmena
JIOCTOBepHbIe pazmuuus: 5,95+0,47 u 6,75%£0,44 Ganna
(p=0,008) cootBercTBeHHO. [lokazartenu uU3MIECKOTO
pa3BUTUS TJTyOOKOHENOHOILIEHHBIX NeTedl CYIIECTBEHHO
paznuyanuch (Tadi. 1).

Kontponbhast (3-s1) rpynmna Obuta cgopmMupoBaHa
u3 30 3MOpOBBIX AeTeit, POAUBIINXCS B CPOKE JTOHOIIEH-
Holt OepeMeHHOCTM. KOHTpoJbHasI Tpynma CIyXuia
3TAaJJOHOM HOPMATHUBHBIX JIAOOPATOPHBIX ITOKa3aTelsei,
MOJIyYeHHBIX B HallleM WMHCTUTYTe. JleTu KOHTpOJIbHOM
TPYNIbl POAWIMCH OT 3JIO0POBBIX JKEHIIWH, BHYTPUYT-
pPOOHO pa3BUBAJIKUCH MPU HEOCTOXKHEHHOM TeueHUu Oe-
PEMEHHOCTU 1 OBbLIM BBIMUCAHBI JOMOI Ha 5—7-€ CYyTKU
JKU3HM B yIOBJIETBOPUTEBHOM coCTOosTHUM. Dusndeckoe
U TICUXOMOTOPHOE pa3BUTHE MX Ha MEPBOM TOAY XU3HU
HE UMEJIO OTKJIOHEHU.

CocTosiHMe HENOHOIIEHHBIX JIeTeil OIIeHUBAIOCh
C YY4ETOM KOPPUTMPOBAHHOTO W TMOCTKOHLENTYaTbHO-
ro Bospacra. KoppurnpoBaHHBII BO3pacT — 3TO BO3-
pacT, Korja M3 KaJeHAApHOro Bo3pacrta (4uciaa Mecs-
1IeB, HeleJlb C MOMEHTa POXIEHHS) BBIUMTAIOT YMCIIO
Hezelb, HeOCTaIIIMX 10 HOPMAaJbHOTO CPOKa POXIIe-
Hust (40 Henm). TTocTKOHIENTyaJbHBIM BO3pacT — 00-
111ee YKMCJIO Henlesib BHYTPUYTPOOHOTO M KaJeHIAapHOTO
Bo3pacTa. Bce marMeHTHl HaOIOgaMMCh C MOMEHTA PO-
KIEHUST 10 KOPpUTHUpOoBaHHOTO Bo3pacta | rom (15—18
MeC KaJieHIapHoro Bo3pacTta). B KoppurmpoBaHHOM
Bo3pacte | roj Kaxnmasi U3 TPYIN CpaBHEHMS Oblia pas-
JleJieHa Ha JBe TOATPYIINbI B 3aBUCMMOCTH OT MCXOJIOB
MEePUHATAIBHOTO TTOBPEXIEHUST 1IEHTPATbHON HEPBHOM
cucteMbl: A — opranuudeckoe nospexnaeHue [IHC, b —
Tpan3utopHoe noBpexneHne LIHC. /lamee perpocnek-
TUBHO OBUIM TIPOAHAJM3UPOBAHBI TTOKA3aTeJIM HEUPOH-
crierduiecknx (akTopoB B moarpymmax: 1A (n=6),
1b (n=20), 2A (n=5), 2b (n=25). ns AMarHoCcTUKU
nopaxenuit ITHC wncnonp3oBanacy «Kiraccndukanms

Tabauya 1. AHTponomMeTpryecKHe MapamMeTpbl HeIOHOUIEHHBIX HOBOPOXKIEHHbIX (M * o)

IMoka3zarenb 1-g rpynma, n=26

2-s rpymnmna, n=30 YpoBeHb 3HAUMMOCTH (p)

Macca tena, r 814,40 = 104,54

JlnuHa Tena, cM 32,50 £ 2,45
OKpPYXHOCTb FOJIOBBI, CM 20,0 £ 1,09
OKpyKHOCTb TPYyIr, CM 18,30 = 0,92

1330,50 + 278,92 <0,001
38,21 2,65 0,008
27,25 + 2,34 <0,001
29,43 + 2,50 0,016
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MepUHATATbHBIX MTOPAXXEHUII HEPBHOM CUCTEMBI Y HOBO-
POXIEHHBIX», MpeaIoXeHHast 1 yTBepxaeHHas B 2000 .
cnenuanuctTamu Poccuiickoit accounauuu nepruHaTalb-
HO# MeIULMHBI [6].

OmnpenesieHWe KOHIEHTpAlUM HeWpoHCIennpuye-
ckux oenkoB: BDNF, VEGF u NSE nposoaunu me-
TOAOM MMMYHOGhEPMEHTHOTO aHaln3a KPOBM Ha aHa-
auzatope «Victor 2» «PerkinElmer» («WallacOy»,
@Duungaaansg). 3a60p KpoBU TMPOM3BOAUIN U3 BEHBI
MYTTOBUHBI B POJIOBOM 3ajie, Ha 7-€ CYTKU XKU3HU U B
38—40 Hena TOCTKOHIENTYaJIbHOTO BO3pacTa M3 Te-
pudepudecKoit BeHbI. Y AeTell KOHTPOJIbHOMN TPYITITHI
7-e CyTKM XU3HU COBMAAAIN C MOCTKOHIIETITYaIbHBIM
Bo3pactom 40 Hen. HeiipocoHorpadudeckoe mccieno-
BaHMe TOJOBHOTO MO3Ta MPOBOAMJIM O CTaHAAPTHBIM
METOAMKAM C TOMOIIbIO YJIBTPa3ByKOBOIO CKaHepa
«PHILIPS HD 15» (CIIIA).

CTaTuCTUUYECKYI0 O0pabOTKY TMOJYYEHHbIX JIaHHBIX
OCYILIECTBIISTA C WMCIOJIb30BAaHWEM ITaKeTa MPUKIATHBIX
nporpamm Microsoft Excel 7.0 ninst Windows 98, Statistica
7.0 ¢ mpenBapuTEILHOM OIIEHKOI HOPMaIbHOCTU pacIipe-
neneHnst. JIoCTOBEpHOCTb pPa3IMIUil MeEXIy Tpyrmamu
OLIEHUBAJIM C WCMOJb30BaHWEM HeMapaMeTpuyecKoro
U-xpurepnst ManHa—Yutau. MccienoBanue B3aMOCBSI-
31 MeXIy TTapaMeTpaMM MPOBOIWIN C TIOMOIIBIO KOppe-
JIAIIMOHHOTO aHajin3a C BBIYUCIEHHEM KO3(D(MUIIMEHTOB
koppensitimu CriupMmeHa (7). PesynbraThl cuuTtanuch 10-
CTOBEPHBIMU MpY ypoBHe 3HaUnMocTH p<0,01.

PesynbTaThbl M 06CyXaeHne

B achukcum TsXKeNmoW CTeMeHW pPOAUIUCH 16
(53,8%") nereit B 1-it rpynme u 5 (16,6%) nereit Bo 2-i
rpynne (p=0,001). Achukcusi cpegHeit TsSKeCcTH aua-
THOCTUpPOBaHAa MPEUMYIIECTBEHHO Yy JeTeid 2-i Tpym-
el — y 25 (83,3%), B TO BpeMs Kak B 1-ii TpyIine aeTeit,
ponuBIINXCS B aC(OUKCUN CPEIHEN TSIKeCTU, ObLIo B 2
paza menbie (38,4%). IMocne poxaeHUs] Bce HETOHO-
IIEeHHbIE JeTH TOCTYMalX B OTAEJeHUEe peaHuMaluu
U WHTEHCUBHOW Tepanmuu. JITUTETbHOCTh TpeObIBa-
HUS B OTOM OTAEJEHWU JAeTeil 1-i TpymnImbl cocTaBHMIIa
20,29+7,00 cyt, meteit 2-it rpynmbel — 4,36+£2,03 cyr
(p=0,0016). B nuarHo3e y meteit obenx TpyIm cpaBHe-
HU Tipeo0iasana coueTaHHas TaToJIoTusl.

VYV kaxgoro pebeHkKa MMeET MeCTO CUHIPOM JbIXa-
TETbHBIX PACCTPOMCTB pa3UYHON CTETEeHU TKECTH,
YTO MOTPEeOOBAIO MPOBEACHUST UCKYCCTBEHHOM BEHTUIIS -
mm Jerkux (UBJI) y 28 (93,3%) nereit 1-ii rpynmiel uy 4
(16%) nereit 2-it rpyrmst (p=0,008). JmutensHoCcTs MBJT
B cpenHeM coctaBuia 11,7 + 3,68 cyru 2+1,30 cyT B 1-14
u 2-i rpynmnax coorBerctBeHHO (p=0,001). B pecriupa-
TOPHO TTOIIEePKKE C TTOMOIIBI0O MOHO- WJIM OMHA3allb-
Horo CPAP? nocne mposenenus MBJI Hyxknmanuch Bce

' 3mech u majnee MPOLEHT BHIYUCIIEH YCIOBHO, T.€. KOJIMYECTBO JIe-
Teit meHble 100.

2 PecrimparopHasi MojepKKa ¢ MOMOIIbIO CO3IaHusI TOCTOSTHHOTO
TTOJIOXKHUTEIHOTO JIABJICHUS B BEDXHUX JIbIXaTEJIbHbIX ITyTSIX.

OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

et 1-it rpyrme 1 60% neteit 2-it rpynmsl (p=0,048).

IMoctrunmokcnyeckne n3mMeHeHUsT co cropoHbl [THC
Tak>Xe HaOJI0JaIMCh Y HOBOPOXIEHHBIX 00eMX CpaBHU-
BaeMbIX Tpyrmil. HimeMudecKu-reMopparunyeckoe Iopa-
xeHre LHHC B BuIme BHYTpUXeENyTOYKOBOTO KPOBOU3-
ymusiaust | ctenenn auarHoctupoBaHo y 7 (26,9%) ny 6
(20%) nmeteit nByX rpymm cooTBeTcTBeHHO (p=0,45). BHy-
TPUXKeTynoukoBoe KpoBousnusiHue Il cremenu HaGmio-
JAJIoCh MOoCTOBepHO 4aiie B 1-if rpymme: y 10 (38,46%)
MJaneHueB npotus 2 (6,6%) Bo 2-ii rpynme (p=0,02).
BryrpuxkenynoukoBoe kKpoBousnusHue Il crenmenu
ObLTIO 0OHAPYKEHO TOJIBKO B 1-11 rpyrme y 4 (15,38%) Ho-
BopoxaeHHbIX (p=0,04). Tunokcuyecku-uieMUIecKoe
nopaxeHnue LIHC B Bune uepedpanbHoit uiemun I cre-
MeHU Tpeobanano y Masbiieit 2-it rpynmsl —y 9 (30%)
npoTtuB onmHoro (3,84%) B 1-it rpymme (p=0,001). Ile-
pe6panbHas umemus I1I crenenu OblIa caMBIM YacThIM
HEBPOJIOTMYECKM HapyllIeHWeM y BceX TNIyOOKOHEeIO0-
HOIIEHHBIX jaeTeil. B 1-i1 rpynme oHa BcTtpevanach y 25
(96,15%) neteii, Bo 2-i1 — y 21 (70%) pebenka (p=0,02).

YcyryOneHue TSXKECTH COCTOSIHUSI TUIyOOKOHEIOHO-
IIEHHBIX JeTel Ompenessyio Haauuue WHOEKIMOHHO-
ro mipotrecca. Y 9 (34,6%) mnaneHnen 1-if rpynmbl 1y 3
(10%) BoO 2-11 TpyIIITe TMarHOCTUPOBaHA BHYTPUYTPOOHAST
nHeBMoHus1 (p=0,04). BpoxkneHHasi LMTOMErajJloBUpYC-
Has nH(beKus BeTpevanach y 6 (23,07%) ny 1 (3,3%)
pedeHKa B JABYX IpyInax cooTBeTCTBEHHO (p>0,05). BHy-
TPUYTPOOHBIIA CETICHC B 2 pa3a valie ObLT AMarHOCTUPOBaH
y meteit 1-it rpynmsr (15,38% tipotus 6,6% Bo 2-ii rpyrne,
p=0,25). [eMmonnHaMnueckr 3HaUMMBbIe (heTalbHbIE KOM-
MYHUKALIMU JOCTOBEPHO Yallle MPOJIOHIMPOBAHHO (DYHK-
LIMOHMpOBaK y aeteid 1-it rpymmbl (y 19,23% mnpotus
6,6% Bo 2-ii rpymie; p=0,07). KnuHnueckue mposiBIeHUsT
HEBPOJIOTMYECKUX HEpYIIeHU B TOCTKOHIIENTYaTbHOM
Bospacrte 38—40 Hen npeacTaBleHbl B Ta0I. 2.

B moctkoHuenTyantsHoM Bo3dpacte 40 Heln B KJIMHU-
yeckoil kaptuHe nopaxeHnusi LIHC y rinybokoHemnoHo-
IIEHHBIX JeTell JOMWHMPOBAIW CHHAPOM JIBUTATETb-
HBIX HapyIIeHW W pacCTPOMCTBO JTUKBOPOAMHAMMKH.
HecMmoTpst Ha TO 4TO BCeM JETAM PETyJISIpHO B TeUeHUeE
roga TPOBOAWINCH aOMIUTALIMOHHBIE MEPOIIPUSITHSI,
BKJIIOUAOIIEe aMOYJIaTOPHbBIN M CTallMOHAPHBIN 3TAllbI,
K KoppurupoBaHHOMY Bo3pacty 1 rogy 6 (23,3%) neteii
1-1 rpynmel U 5 (16,6%) meteit 2-it rpynimbl chopMHUpo-
BaJIOCh CTOIKOe opranmyeckoe nopaxenue LIHC.

s ornpeneneHnst BHIPAXXEHHOCTU HEBPOJIOTUUYECKO-
ro JmeuunTa B 3aBUCUMOCTH OT JMHAMMWKH TTapaMeTpOB
HelpoHCcTIeU(PUIECKUX (HAKTOPOB MPOaHATU3UPOBAHO
comepkaHue WX B KPOBU Yy JIeTeil ¢ pa3HBIMM MCXOIAMU
nepuHarajibHoro nopaxeHus: LIHC (ta6s. 3—5). B o6enx
rpymnmax riryboKOHeIOHOIIEeHHBIX AeTel ¢ OpraHNYeCKIM
nopaxeHueM LIHC (moarpynmer 1A u 2A) o cpaBHEHUIO
¢ MalyeHTaMM, TepeHEeCITMMH TPAaH3UTOPHOE MepuHa-
tanbHOe nopaxkeHnue LIHC (nmoarpynmst 16 u 2b), ¢ Mo-
MEHTa POXIEHUs U 0 MOCTKOHIIETITYaIbHOTO BO3pacTa
40 He HAOTIOIAIOCH IOCTOBEPHOE CHUXKEHNE MO3TOBOTO
HelipoTpoduueckoro (akrtopa BDNF. Ognako y riy-
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3axaposa JI.H. u coasm. OtipeneneHne KOHIIEHTpAIN HelipoHcTedmieckix pakTopoB B IMarHOCTHKe oprannyeckoro mopaxkenus LIHC...

OOKOHEIOHOIIEHHBIX JeTeil B T€YEHUE 3TOr0 BPEMEHU
ypoBeHb BDNF yBenuuuBanics. ¥ nmereii KOHTPOJIbHOM
rpynibl okaszarean BDNF Obutu Bbillie, yeM B rpymmax
CpaBHEHUsI, YTO OOYCJIOBJICHO peaKlieil TOJIOBHOTO MO3-
ra Ha CTpecc Tpu POXIEHNUU, BO3IEHCTBUEM COBOKYITHO-
CTU BHEHIHUX (PAaKTOPOB U HEOOXOIMMOCTBHIO OBICTPOTO
¢opMUpOBaHUSI HOBBIX TOJMCUHANITUYECKUX CBSI3EH.
ITonyyeHHble pe3yabTaThl HE TPOTUBOpEYAT JaHHBIM
JIUTEpaTypHl 0 TToBLIIeHN oOpa3zoBanuss BDNF B mepu-
0J1 BOCCTAaHOBJIEHUSI TTOBpexXaeHui Mo3ra [11]. YBenuue-
Hue nokasatesnst BDNF y rinybokoHe10HOIIIEHHBIX aeTei
B TEUYeHHWE HEOHATAJIbHOTO TIeproAa CBUACTEJIbCTBYET
KaK 0 BOCCTaHOBJIEHUH TTOBPEXIEHHBIX YUaCTKOB MO3ra,
TaKk M 0 (pU3UOJOTUUYECKOM CO3peBaHUU MopdoIornye-
ckux ctpyktyp. [IlosyueHa cunbHast oOpaTHasi Koppe-
JISIUMOHHAs CBsI3b Mexxay KoHueHTpaiueir BDNF B cbi-
BOPOTKE KPOBU Ha 7-€ CyTKU XU3HU U (DOPMUPOBAHUEM
JIETCKOTO 1epedpaabHOro mapajinya K KOppurupoBaHHO-
My Bo3spacty 1 ros.

3nauenust VEGF y neteit ¢ opraHM4ecKuM mopaxe-
HueM [LITHC B Teuenue nepsbix 40 Hef )KM3HU, HAOOOPOT,
CYILLIECTBEHHO MPEBOCXOAWIM TaKOBbIE B rpyrmIie AeTei
C TPaH3UTOPHBIM TeprMHaTaIbHBIM nopaxeHuem LIHC.

K 7-m cyrkam xu3nu niokazatenu VEGF noBblanucs,
a 3aTeM CHWXaJMCh K TOCTKOHLENTYyaJlbHOMY BO3pa-
cry 40 Hen. Boicokue nokasarenu VEGF y rinyGokoHe-
JIOHOIIIEHHBIX JeTeil B paHHEM HEOHATaJlbHOM Tepuo-
JIle OTpaXkalT MPOILIECChl MHTEHCUBHOTO aHTMOTEHe3a,
HarpaBJIeHHbIE Ha BOCCTAHOBJIEHME KPOBOCHAOXKEHMSI
B 00JIACTSIX MILIEMUU MO3Ta U TIOBPEXIEHUST COCYI0B Tep-
MUWHATUBHOTO MaTpUKca.

Tlokazarenun NSE B rynoBUHHO# KpOBM IIyOOKOHE-
JIOHOIIIEHHBIX NIeTeii C OpPraHWYECKHUM TepUHaTaJIbHbIM
nopaxeHuem LIHC 6butn 1ocTOBEpHO HUKE, UEM Y IeTei
C TPAH3UTOPHBIM TMOpakeHUEM. 3aTeM K 7-M CyTKaM XKu3-
Hu conmepxanne NSE B nmepudepnueckoit KpoBU y Bcex
TyOOKOHEIOHOIIEHHBIX JeTel MOHMXKXATOCh U HE UMEJIO
JIOCTOBEPHBIX pa3jIiMyuii, HO TeM He MeHee ObLIO Cylle-
CTBEHHO BbIlIE, YeM B KOHTpoJje. K mocTkoHuenTyamb-
Homy Bospacty 40 Hen ypoBeHb NSE B nepucdepuueckoi
BEHO3HOI KPOBU TMPOJIOJIKAJI CHUXKATBCS Y BCeX ITy0O0KO-
HEIOHOIIEHHBIX W B TPYIIax JOCTOBEPHO HE pasiuya-
csl, HO ObUT B 2 pa3a HMXe, 4eM y JaeTeil 2A TOATPYIIIbI
¢ oprannmdyecknM TopaxkenneM LIHC u odeHb HUM3KOI
maccoit Tena nipu poxkaeHuu. [Tokazarean NSE y riy6o-
KOHEJIOHOIIIEHHBIX JIeTeil MpeBbIIIaM TaKOBbIe 3HAYe-

Tabauya 2. CTpyKTypa HEBPOJOTHYECKUX CHHAPOMOB B MOCTKOHIIENTYa bHOM Bo3pacte 38—40 Hex

1-a rpynma (DHMT), n=26 2-g rpynna (OHMT), n=30 YpoBeHb
CuHapom
a6c % a6c % 3HAYUMOCTH (p)
IMupaMugHAS HETOCTATOYHOCTD 1 3,8 2 6,6 0,05
HyoxHuii criacTUYecKui maparnapes 19 73 14 46,6 0,016
CriacTiyecKuMii TeTpanapes 6 23 1 3,3 0,07
BereroBuciiepaibHble AMCHYHKIIUN 23 88,4 11 36,6 0,009
[unepTeH3MOHHO-TUAPOLIEPATBHBIN CUHIPOM 21 80,7 3 10 0,01
CyIopOoXHBIN CHHIPOM 2 7,6 0 0 0,56
Bynb6apHbIil CHHIPOM 2 7,6 0 0 0,62
MuaToHUYECKUI CUHIPOM 1 3,8 1 3,3 0,85
Tpumeuanue. DHMT — skcTpemanibHO Hu3Kas Macca tesia; OHMT — oueHb HU3Kast Macca Tesa.
Tab6auya 3. Conepkanue HeiipoHcnenupuyecKux 0€JIKOB B MyNOBUHHOI KpoBU, Me (25—75)
I Hoxrpymma KonTponbHas VpoBeHb
oKazareib bl
1A (n=6) 1B (n=20) 2A (n=5) 2B (n=5) rpynma(n=30)  3HAYMMOCTH (p)
p,,=0,026
2,5 5.8 2,6 6,2 9,5 p,.=0,75
BDNF, mkr/1 (1,2-4.9) (2,5-8,3) (1,4-5,2) (3,1-9.,3) (6.6-17.5)  p,,=0.018
P,.,~0,065
P,,=0,001
186,3 (156,3— 23,6 (15,4— 190,5 (165,4— 28,5 (17,6— 662,3 p,.=0,45
VAZGILE, vyl 310,2) 28,5) 350,2) 32,4) (38,2-6998)  p..=0,028
p,,=0,043
p,,=0,029
30 48 45 19,5 p,.=0,55
NSE, mr/x (0,6-36,7) (4,3-40,9) (5,2-40,3) (5,6-38,9) @-198,1)  p..=0.
p,.,.~0,

Ilpumeuanue: p, ,— docmoseprocmy pasauyuii mexcdy 1A u 156 nodepynnamu, p, , — 1A u 24 nodepynnamu, p, , — 2A u 2b nodepynnamu, p, , — 16

u 2b nodepynnamu.
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Tabauya 4. Conepxanue HelipoHcnenuguIecKux 0eJ1KoB B nepucep
Me (25-75)

OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

HYECKOil KPOBHU HA 7-€ CYTKH JKHU3HM Y HA0II0JaBIIMXCA JeTei,

Moxrpynma KonTposbHas VpoBeHb
[Mokazarens
1A (n=6) 1B (n=20) 2A (n=5) 2B (n=25) rpynma (n=30)  3Ha4MMOCTH (p)
p,,=0,038
2,4 7,7 2,7 7,9 8,6 p,.=0,65
BDNF, mxr/21 (1,2-5,4) (3,4—15,2) (1,6—6,8) (5,2-16,2) 45-154)  p,,=0.52
p,,=0,035
P,,=0,046
1518 (208— 1123,6 1360 (306,3— 994,6 (168,8— 983,1 p, .=0,05
VEGF, nr/un 3300) (207-2580) 3150) 1447.6)  (314,2-4202) p..=0.03
P,.,.~0,026
p,,=0,85
14,4 13,4 14, 8 14,9 7,3 p, .=0,95
NSE, Mkr/n (2,7—45.,7) (5,8-27) (3,6—48,2) (7,4-25,8) (2,7-52,9) p;_i=0,96
p,,=0,72
Ipumeuanue: p, ,— docmoseprnocmo pazaunuii mexcdy 1A u 16 nodepynnamu, p, , — IA u 24 nodepynnamu, p, , — 24 u 2b nodepynnamu, p, , — 15

u 2b nodepynnamu.

Tabauya 5. Conepkanne HelipoHcnenupuIecKuX 0eJIKoB B nepudep
omonasmmxcd aereii, Me (25—-75)

MYEeCKOil KPOBH B MOCTKOHIENTYAIbHOM Bo3pacTte 40 Hex y Ha-

Hoxrpymma KourposbHas VposeHb
[Mokazarenn _
1A (n=6) 1B (n=20) 2A (n=5) 2B (n=25) rpynna (n=30)  3HaYMMOCTH (p)
,,=0,018
3,8 8,7 4,1 10,6 8,6 p,.=0,56
IDINIE, T (2,2-7.9) (3,2-14,2) (2,5-7.8) (7,0—18,3) 45-154)  p..=0.012
,,=0,048
,,=0,036
896,4 (320— 610 901,4 (308—  616,2 (1151,6— 983,1 p,.=0,65
VECIE, mma 1570) (237—1580) 1380) 1234) (314,2—4202) p;_z=0,038
,,=0,75
0,,=0,85
8,7 8,3 14,8 7,3 7,3 p..=0,047
DEE R (1,6-34,7) 4,8721) (3,6-48,2) (3,3-41,9) (27-52,9)  p..=0,045
p,.,.=0,68

Ipumeuanue: p, ,— docmoeeprocmo pazauuuii mexcdy IA u 15 nodepynnamu, p, , — 1A u 24 nodepynnamu, p, , — 2A u 25 nodepynnamu, p, , — 15

u 2b nodepynnamu.

HUS y AeTell KOHTPOJIBHOI TPyl B TYITOBUHHOM KPOBU
U Ha 7-€ CYTKM XWM3HW, 4TO TTOATBEPKIAET BHYTPUYT-
pOOHOE TUITOKCUYECKOe CTpaJaHue HeJIOHOIIEHHOTO
pebeHKa 1 moBpexneHue cTpyktyp mosra. NSE obHapy-
KMBaeTCsl B KPOBM TIPU TTOBPEXICHUM TUTa3MaTUIECKHIX
MeMOpaH KJIeTOK Mo3ra. K mocTKOHIeNnTyalbHOMY BO3-
pacty 40 Hen conepxxanre NSE B kpoBu y ri1yboKOHe10-
HOIIEHHBIX JETeH YMEHBIIANIOCh, UYTO CBUICTETLCTBYET
0 MpeKpallieHu ! TeCTPYKTUBHBIX IMPOIIECCOB.

3akovyeHue

Takum obpa3oM, ycraHOBJeHO, uTOo y 23,1% nereii
C 9KCTpeMaJibHO HU3KOM Maccoi Tela Mpu POXKICHUU
n 16,6% neteii ¢ oueHb HU3KOI Maccoit Teja (hopMHUpyeT-
cst oprannyeckoe nopaxenue LIHC k koppurupoBaHHOMY
Bospacty 1 ron. B mepsbie 40 Hen MOCTKOHLIENTYaTbHOTO
Bo3pacta ypoBeHb BDNF B kKpoBU y HeTOHOILIIEHHBIX Je-
Tel ¢ ucxonoM B opranmyeckoe nopaxenue [ITHC umeer
OoJiee HU3KME 3HAUYECHUsI, YeM Yy JIeTell C TPAaH3UTOPHBIM

nepuHaTaIbHBIM TTopaxkeHneM LIHC. Dto cBuaeTebcTBY-
er 00 orpanmyennu cuHTe3a BDNF m HemocraTounom
obecrieueHUN pernapaTUBHBIX MPOLIECCOB B TMOBPEXKICH-
HOM Mo3re. MHOToKpaTHOE yBeJIMUEHUE KOHIIEHTPAIuu
VEGF B niepBbie 40 Henm TOCTKOHIIENITYaJIbHOTO BO3pacTa
JNEMOHCTPUPYET WHTEHCMBHOCTh BOCCTAHOBJIEHMS T1O-
BPEX/IEHHBIX 1 00pa30BaHUsI HOBBIX COCYIOB M OTpaxkaeT
BBICOKYIO CTETIeHb JECTPYKIIMU MO3Ta y IeTeli C opraHuye-
ckuM nopaxenuem LIHC. TlosbiiieHHbIN ypoBeHb NSE
B TIepBbIe 7 CYT XXU3HM MMeeT HeOIarornpusTHOE TTPOTHO-
CTUYECKOE 3HAUCHME y IeTel C OpraHUYECKUM TTOPaKEHU -
em IIHC. [uarHocTuka HEBpPOJIOTMUYECKUX HapylIeHUM
B HEOHATaJIbHOM TIepUO/ie TIOCPEACTBOM OMpeAeSICHUS
KOHIIEHTpalluM HelpoHcneduieckux (hakTopoB SIBJISI-
eTcsl BaXKHOM JUIsl TIPOTHO3MPOBaHUST (hOPMUPOBAHUS WUH-
BaJIMIU3UPYIOIIMX MTPpoLieccoB. Pe3yabraThl MccaeqoBaHus
MOTYT CJIyXKUTb JIOTIOJIHEHUEM B PeIlIeHUH BOIpoca paH-
Hell TMarHOCTUKM M MPOrHO3a MepUHATaIbHOTO Mopaxke-
aus LTHC y rmy6oKoHeZOHOIIIEHHBIX IeTE.
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3axaposa JI.H. u coasm. OtipeneneHne KOHIIEHTpAIN HelipoHcTedmieckix pakTopoB B IMarHOCTHKe oprannyeckoro mopaxkenus LIHC...
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OPUINHAJIbHBIE CTATbU HE®POJIOrnNs

CpaBHMTE/IbHAS OLIEHKA JUATHOCTUYECKON IEHHOCTH PEHTIeHOJIOTHYeCKHUX
! YJAbTPa3BYKOBBIX METOIOB MCCJIEIOBAHUS MPU MUKPOOHO-BOCTIAJIMTEIbHbBIX
3200/1eBAHUSIX OPTaHOB MOY€BOIi CHCTEMBI y JieTeil

B.U. Kupunnos, C.KO. Huxumuna

BOY BIMO «MockoBCKuii rocyapCTBEHHbIN MEANKO-CTOMATONIOrn4eckmin yHmesepcuteT um. A.U. EBgoknmoBa»; NbY3 «[eT-
cKkas ropoackas knmHuyeckas 6onbHuua cB. Bnagumnpa» [lenaptameHTa 3gpaBooxpaHeHms . Mocksbl

Comparative estimation of the diagnostic value of radiographic and ultrasound studies in
microbial inflammatory diseases of the urinary tract in children

V.1 Kirillov, S.Yu. Nikitina

A.l. Evdokimov Moscow State University of Medicine and Dentistry; Saint Vladimir City Children’s Clinical Hospital, Moscow
Healthcare Department

IIpoBeneH conocTaBUTEbHDII AHAIM3 Pe3yJIbTATOB NPUMEHEHHS TPEX BU3YAJIM3UPYIOIMX TEXHOIOTHIA (BHYTPHBEHHOIi yporpaduu,
MMKIIMOHHOI nucTorpaduu 1 yasTpa3ByKoBOro MccJie0BaHus Moyek B B-pexume) y 62 nereii B Bo3pacre ot 10 10 206 mec, odciie-
JIOBAHHBIX B YCJIOBHUSX FOPOACKOro Hedpoiormieckoro cranuonapa. IlomydeHnbie JaHHbIE MOKA3AIM CPABHUTEIBLHO BBICOKYIO THA-
THOCTHYECKYIO HEHHOCTh 3Xorpadun (uyBcrurebHoCcTh 70%, cnenuduanocts 87%), 0C00EHHO B OTHOIIEHUH TSIXKEJIbIX AHOMAJIHIi
Pa3BUTHS OPraHOB MOYEBOIi cCTeMbI. B TO 2Ke BpeMs yCTaHOB/IEHA HEOCTATOYHOCTb IXO0JOKAIMH /ISl BbISIBJICHHS y3bIPHO-MOYe-
TOYHHKOBOTO pedmiokca (4yBcTBUTENBHOCTD 20%, cniemmuduanocts 85,5%), 4To SABIASETCS MOBOIOM LISl ABHENIIEr0 COBEPLIEH-
CTBOBAHHUS IPOTOKOJIOB 00CJIeJOBAHNS NALMEHTOB ¢ MH(EKIUAMU OPraHOB MOYEBOI CHCTEMBI.

Karouesvte caoea: demu, ungexyus Mouegoil cucmemol, NY3vlpHO-MOUEMOHHUKOBbII PeAIOKC, AHOMAAUU PA3GUMUS OP2AHO8 MOUEBOl
cucmembl. 6HYMPUBCHHASL YPOo2padUs, MUKUUOHHAS YUCIOYpempozpapusi, Y1bmpaszeyko8oe Uccae006aHue NoYex.

The results of using three imaging technologies (intravenous urography, micturating cystography, and B-mode kidney ultrasound
imaging) in 62 children aged 10 to 206 months, examined at the city nephrology hospital, were comparatively analyzed. The findings
showed the comparatively high diagnostic value (a sensitivity of 70% and a specificity of 87%) of echography particularly for severe
urinary tract malformations. At the same time, echo location was found to be insufficient to detect vesicoureteral reflux (a sensitivity
of 20% and a specificity of 85,5%), which is a ground for the further improvement of examination protocols for patients with urinary
tract infections.

Key words: children, urinary tract infection, vesicoureteral reflux, urinary tract malformations, intravenous urography, micturating

cystourethrography, kidney ultrasound imaging.

Cpem/l 0oJIe3Hell OpraHOB MOYEBOM CHCTEMBI Cepbe3-
HYyI0 KaTEeTrOpHWIO TIPEACTaBIIsIET OCIIOXKHEHHasT WH-
(bexst MOUEBOI CUCTEMBI, B TOM 4YHCie Ha (hoHEe aHATO-
MHWYECKHMX U CTPYKTYPHBIX aHOMAaJTWIA JaHHOM obsacT [1,
2]. YxazaHHble 3a001eBaHUS XapaKTepU3YIOTCSI CKIIOHHO-
CTbIO K PELIMAUBUPYIONIEMY M XPOHUYECKOMY TEUCHUIO,
HaMOOJIbIIEl PE3UCTEHTHOCTHIO K TPOBOAMMOM Tepa-
MMM W BEPOSITHOCTHIO TIPOTPECCUPYIONIETO BOCIATICHUST
B MMOYEYHOI TMapeHXMMe C MUCXOJIOM B TOTAJbHBIN Hed-
pockiepo3 [3]. Homenkiatypa mMeTomoB oOcCiemOBaHUSI
U JUATHOCTMYECKHIT alTOPUTM MPpU MHOEKIUA MOYEBOM
CUCTEMBI y JIETel TPaKTYIOTCSI HEOMHO3HAUYHO U TTOIBEP-
raroTcsl U3MEHEeHUsIM ¢ TeueHueM BpeMeHu [4—8]. PeHT-
TeHOJIOTMYECKNE METOMABI, IIMUPOKO pPeKOMEHIyeMble
JUTSL BBISIBJIGHMSI TIPEACYILECTBYIONIeH MHGbEKIUU Maro-

© Kupunnos B.W., HukutuHa C.10., 2016

Ros Vestn Perinatol Pediat 2016; 2:56-60

Anpec s koppecnonaenunn: Kupuiios Bragumup MBaHoBUY — 1.M.H., pod.
kadenpsl neauaTpu MOCKOBCKOTO rOCyIapCTBEHHOTO MEIMKO-CTOMATOJNO-
ruyeckoro yHusepcutera uM. A.M. EBrokumosa

127473 Mocksa, yi1. [lenerarckas, 1. 20/1.

Hukutuna Csetnana FOpbeBHa — K.M.H., 3aB. oTmejneHueM JeTcKoOi Topoa-
CKOIl KIIMHMYECKOil 60bHULIbI CB. Biagumupa

107014 Mockaa, yi.Pybuoscko-ZIBopiiosas, 1. 1/3

JIOTUM BO BTOPOM TIOJIOBMHE TIPOILIOro Beka [9], Ha co-
BpeMEHHOM 3Tare TpeOyoT auddepeHIIMpOBaHHBIX
nokazanuii [10, 11] BBULY OypHOrOo pa3BUTHSI HOBBIX BU-
3yalIM3UPYIOIIMX [U(PPOBBIX TEXHOJIOTMI HA OCHOBE YJIb-
TPa3BYKOBOTO MCCJIEIOBAHUSI, TTO3BOJISIIONIETO MOJYYUTh
n300paxkeHust ¢ OoJbIIIeH cTerneHblo paspetieHus [12, 13].

Llenbio HacTosIIErO MCCleqOBaHUs SIBUJIOCH COIO-
CTaBJIEHNE PE3yJIbTaTOB YJIbTPa3ByKOBOTO M PEHTTEHOJIO-
TMYECKMX METOJIOB Y JIeTei, TTOCTYIaoIUX 1151 00CIen10-
BaHMS B He(hPOJIOTUUYECKOE OTACIICHHUE.

XapakTepucTuka peten un MeTogbl UCcriefoBaHns

Ha6moganucek 62 pebenka: 16 MaapuukoB u 46 ne-
Bouek (1:2,9) B Bospacte ot 10 g0 206 Mec, ob6cienoBaH-
HbIX B HedpoaornueckoM otaeneHun AT'KB cB. Bna-
IUMUpa B Tiepuos ceHTs1I0pb—aekadpb 2013 . Kaxxnomy
pebeHKY MpOBeIeHBI YIBTPa3BYKOBOE HCCIIeI0OBaHUE
(Y3W), BHyTpuBeHHas yporpacdusi 1 MUKIIMOHHAS 11U-
croypeTporpadusi.

IMoBogoM aJi TIOCTYIUIEHUST B CTAllMOHAp SIBUJINCH
MPU3HAKU OCTPOTO TTHeT0HePUTa B COOTBETCTBUHU C U3-
BeCTHBIMM Kputepusmu [4] (n=19), nnutenbHas (Oosee
3 Mec) WM peurauBUpYyoNIas WHGEKINS MOYEeBOM CH-
cTeMbl (n=16), TIpenBapUTEIbLHO BBISBJICHHBIE U3MeEHE-
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Kupu/moe B. H., Huxumuna C.1O. CpaBHI/ITCHbHaH OIICHKA TUarHOCTUYECKOW LIEHHOCTH PEHTICHOJIOTMYECKUX U YIBTPAa3BYKOBLIX METOI0OB UCCIICAOBAHMA. ..

Hus ipu Y3U mouek (n=6), Ioo3peHne Ha HelporeH-
HBIIE MOYEBOM My3bIpb (n=2), 3HYype3 (n=2) 1 oKcaypusi
(n=2). YxazanHag rpynna (n=47) 1o MOMeHTa Ha0JI0-
JIeHWsI PEeHTIeHOJOTUYeCKn He obcienoBayiach. BoceM-
HaaaTh MalMeHTOB 00CIeA0BaHbI TTOBTOPHO TIO TTOBOIY
XpoHUYecKoro nuejgoHedura (n=9) M ypoJornyeckoit
natojoruu (ruapoHedpo3 — B 2 ciaydasix, B TOM UYHCIIe
eIMHCTBEHHOM TOYKW; TUIOTUIa3usl TOYKH; HePpOITo3,
SHIOCKOMUYECKass KOPPEKIUS My3bIPHO-MOYETOYHUKO-
Boro peduitokca — 1o omHOMY O0JIbHOMY).

VY3U mnouek B B-pexxume BBITIOTHSIIOCH 11O OOIIETTPU -
HITOW METOAMKE B COOTBETCTBUM C PEKOMEHIALIMSMU
M.U. ITeikoBa (2001) [14] u E.b OmbxoBoit (2006) [12].
B yacTHOCTM, OlLIEHMBAIUCh COOTBETCTBHE Pa3MeEpOB MO-
YeK M JIOXaHOK BO3PAaCTHBIM HOpMaM. 3a THEe03KTa31io
MIPUHUMAJTACh TIepeaHe3aHIe pa3Mephbl JIOXaHOK OoJiee
5—12 MM B 3aBUCMMOCTHM OT Bo3pacta. i1 ucKimodeHust
MeXaHM4YeCKON OOCTPYKIIMU TTPOBOAMIICS (DYyPOCEMUTHBIN
tectT [15]. JlnarHo3 my3bIpHO-MOYETOYHUKOBOTO pehTIOK-
ca 0a3upoBaJiCs Ha BU3yaJIU3alluu (pparMeHTOB MOYETOU-
HMKa, a TAKXKe Ha pe3y/IbTaTax MoJOXUTETbHON TTOCTMUK-
LIMOHHOM MPOOKI. TTOBBIIIEHHON MOABMXKHOCTBIO TTOYEK
cuuTaNM ee cMmelneHue oonee 1,8 % or UIMHBI Telda pe-
oenka. K mpusHakaM merayperepa OTHOCUJIM JUJIaTalnIo
MOYETOYHHKA Ha BCEM MPOTSIKEHUH, JIOXaHKU U Yalleuek.
3akioueHue 00 yaIBOEHUM COOMpaTeIbHOM CUCTEMBI OC-
HOBBIBAJIOCh Ha OOHApYXXEHUU IBYX (hparMeHTOB JIOXaHOK
C acUMMeTpHel pa3MepoB Movek ooJjiee 1 cM.

PeHTreHonornyeckue WCCaeIOBaHUS TPOBOAMINCH
cornacHo pekoMmeHmanusaM M.C. WrHaToBOil M COaBT.
[5] u B.M. JlepxxaBuHa u coanT. [16]. B kauecTBe peHT-
TeHOJIOTUYECKOTO BEIECTBAa MCITOIb30BaJICsI KCEHETHUKC
(300 Mr #ioma/MJi1), KOTOPBI BBOAMIICS U3 pacueta 1,5 M
Ha | KT Macchl, CHUIMKH TIPOBOAWINCH Ha 6, 15 u 40-ii
MMHYTaX, a MPU OTCYTCTBUM aJeKBaTHOM 3BaKyaluyd —
JIOTIOJTHUTENIHHO uepe3 2 u 4 4. [1pu npoBeaeHUN MUKITH-
OHHOI IIMcTOypeTporpacur KCEHETUKC, pa3BedeHHBIN

(GU3NOJIOTMYECKUM pacTBOpPOM 1:5, BBomwics B o0beMe,
BBI3BIBAIOIIEM MMITEPATUBHBINA MMO3BIB HA MOYEHCITYCKA-
HUE, W TpY HaIu4Iuu pedyiokca ero CTerieHb Ipaayu-
poBaJlach B COOTBETCTBUM C MEXIYHApOIHOM Kiaccu-
¢uxkanumeit [17]. TlonyyeHHble qaHHBIE 0OpabaTHIBAINCh
C MOMOIIIBIO TTaKeTa IIporpaMm Statistica 5.5.

Pesynbratbl

CoBnaznenne pe3yiabratoB Y3M modek W peHTreHo-
JIOTMYECKUX METONOB OTMe4YeHo B 47 (75,8%) cmydasx
(tabm. 1). Y 37 (59,7%) 6onbHbIx HU Y3U novek, HU peHT-
TeHOJIOTMYECKHEe METO/Ibl HapyIlIeHUi He BbISIBWIN. B maH-
HOI1 Tpyrirne HeOOXOAMMO BBIICIUTH IETEl C OTCYTCTBUEM
usMeHeHuit ipu Y3U mouek, y KOTOpPBIX HAa BHYTPUBEH-
Hoi1 yporpacduu Obuta 0OHapyKeHa TUIIOTOHUSI MOYETOY-
HUKOB C KOHTPAacCTUPOBaHWEM MX Ha BCEM IPOTSDKEHUU
(n=3) u 3amepxXKa TMOJIHOTO OTMOPOXHEHMS JIOXaHKU Ye-
pe3 40 MuH (n=2) Npu OTCYTCTBUU MY3bIPHO-MOYETOUHU-
KOBOTO pedItoKca Ha IIMCTOrpaMMax, YTo paclieHUBaJIOCh
Kak MposiBIeHNE TUCKUHE3UU MOYETOUYHUKOB.

B 10 (16,1%) nHabmogeHUsIX yIBTPa3BYKOBbIE U PEHT-
TEeHOJIOTUYECKME JMarHo3bl coBnaju. B yacTtHOCTH,
BHYTPUBEHHON yporpadueil ObUTM TOATBEPXKIEHbBI yCTa-
HOBJICHHBIE TI0 JaHHBIM Y3W nuarHo3bl: yIBOEHHUE MO-
YEeTOYHUKOB (n=2), tumapoHedpo3 (n=2), merayperep
(n=1), runomnasusi movyexk (n=1), BTOPUYHO CMOPIIIECH-
Has mouka (n=1), mosgcHuuHasg aucronus (n=1). ¥V 2
nereir 1 npu Y3U, u mpu npoBeneHUM MUKIMOHHOMN
ucroyperporpaduy ycTaHOBJIEHA aHaJOTMYHAasi TaTo-
JIOTUSI — JIEBOCTOPOHHMI MY3bIPHO-MOYETOUHUKOBBIM
pedrokc Il crernenu M ABYCTOPOHHUIA ITy3bIPHO-MOYE-
TOouHUKOBBIN pedtoke I crenenu.

Pacxoxnenue nanHbix Y3UM Tmouek M peHTreHo-
JIOTUYECKOTO OO0CJIeOBAHUSI YCTAHOBJIIEHO TIPUMEPHO
B 1/4 cinyyaeB — y 15 u3 62 nmanueHTtoB (tabn. 2). Tob-
KO B OmHOM HaOmoneHun npu Y3U Oblna oOHapyxKeHa
KHUCTa B BepxHEM Tojtoce TpaBoil mouku (1 x 1,5 cm),

Tabauya 1. CoBnaseHue pe3yJIbTaToOB BU3YAJTM3UPYIONIMX UCCIETOBAHUI MOYEBOTO TPAKTA

P 0
KomuuecTBo BOBpaCT, TOIBI MaﬂquKuzﬂeBquH C€HTTE€HOJIOTUYECKOE 00CiIeA0BaAHUE V3
MaLyeHTOB (M+SD) BBY MLIYT
OtcyTCcTBYE U3MEHEHUI
37 (59,7%) 7,36+3,06 10:27 37 (59,7%)
Hanuuue nsmeHneHui
v, 2 (ma=1:1)
MBOCHUE MOYETOYHUKOB — o
e 2 (mn=1:1)
2 (m:a=1:1)
Tunponedpos — 2 (mn=1:1) TIMP [—111—2 i EE;
10 (16,1%) 6,11+4,00 4:6 Meraypetep — 1 (1) L
(n:aB.=1:1 1 (1)
Tunonnasus nouku — 1 (1) 1 (18.)
CwmopieHHas mouka — 1 (1) 1 (ﬁ‘ﬁs )
IMoueuynas guctomnus — 1 (aB.) 2 (mas.=1:1)
. 14:33
Bcero: 47 (75,8%)  7,09+2,22 (1:2,3)

Tlpumeuanue. BBY — BHyrpuBenHas yporpadusi; MLYT — mukiimonnas uucroyperporpadust; [IMP — my3bpHO-MOYeTOUHUKOBBII pedIioKc;

IT — paBasi 10YKa, JI — JieBas 10YKa, B. — C JIBYX CTOPOH.
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He BUIMMas TIpU BHYTPUBEHHON yporpadun. B octab-
HBIX chydasx (n=14) coHorpaduveckoe HcCleI0BaHNE
nmb6o mponyctuiao (n=10), 1160 OOHAPYXWJIO TATOJIO-
TUI0, HE TTOATBEPAMBIIYIOCS C TTOMOIIBIO PEHTIEHOJIOTH -
YeCKMX MeTONOB (n=4).

Cpeau TMpoMyIIEHHBIX JMAarHO30B oOpalialn BHU-
MaHue 7 cydaeB C YCTaHOBJIEHHBIM TMPW MUKIIMOHHOM
HUCTOYpeTporpad®uu  My3bIPHO-MOYETOYHUKOBEIM — pe-
dmrokcom I-I11 crenenu (B onHOM ciiyyae — IBYCTOPOH-
HUM), B TO BpeMsi Kak Y3U He BbISIBUIIO HapyllIeHUii. DTO
OTHOCUTCS I K TMaTHOCTUPOBAHHOMY TIPU LIMCTOrpaduu
JUBEPTUKYJTY MOYEBOTO TY3BIPSI Y OMHOTO OOJBHOTO.
B 2 cnyvasix ToIbKO BHYTpUBEHHAast yporpadus O3B0~
Jla IUarHOCTUPOBATh MPABOCTOPOHHUI U JIBYCTOPOHHUI
HedponTo3 co CMellIeHneM modek Ha 2 1 2,5 cM. Ycra-
HOBJIEHHBIe TTpu Y3U nmarHo3bl — My3bIPHO-MOUYETOY-
HUKOBBIN peduioke (n=I), ynBoeHHE MOYETOYHUKOB,
YMEHbIIIEHUE pa3MepoB MOYkKM, HedponTo3 (n=4) —
He TTOATBEPANINCH PEHTTEHOJIOTMYECKUMU METOTaMMU.

Buir  mpoaHanM3uMpoBaH AMATHOCTUYECKUIN BKJIAJ
WICITOJIB3YeMbIX METOIOB OOCJICIOBAaHUSI B OTpeAeIcHUE
MPE/ICYIIECTBYIONIE MaToJOTMM B OpraHaX MOYEBOM
cuctembl (tab6s.2). BHyrpuBeHHast yporpadust u Y3U
MTOKa3aJl BEICOKUI pe3ysbTaT COBMAIECHUI B OIpenese-
HUU TUApoHedpo3a, MeraypeTepa, CMOPIIEHHOW TTOUKH,
YIIBOCHWSI MOYETOYHUKOB, TMITOIIa3UM TTOUYku — oT 100
10 50% (B cpenHem B 78% ciydaeB). Y 3 nmeTeit ¢ AucTo-
MHei TTOYKK TI0 pe3yJIbTaTaM BHYTPUBEHHOM yporpaduun
B IBYX HAOJIOAEHUSAX TaHHBII IMarHo3 He ObLT YCTaHOB-
JIeH Tipy ucroib3oBaHuu Y3U. M3 nByx ciayvaeB yabTpa-
3BYKOBOTO TMarHO3a TUCTOMUY OHA TIOATBEPAUIACH B O/~
HoM HabmoneHuu (cosrnangeHue — 0,33). Haubosnbiue
PACXOXICHUS KacaJluch AUATHOCTUPOBAHHOTO METOIOM
MMKIIMOHHOW ILIMCTOYpeTporpauu My3bIpHO-MOYETOU-
HUKOBOTO pedroKca, MprU3HaKK KOTOPOTO MPU TTPOBeEIe-
Huu Y3U Ob111 0OHapyXKeHbI TOJBKO Y 2 U3 9 MalueHToB
(coBnanenue — 0,22). Y onHoro 6071b5HOTO ¢ COHOTpadu-
YeCKOM muiaTalyeil TUCTaIbHOTO OTAej]a MOYEeTOUHUKA
MTy3bIPHO-MOYETOUHUKOBBIN pedIIoKC He OBUT TTOATBEpP-
XIeH peHTreHojorndecku. 1o COBOKYITHOCTM JaHHBIX
MPOLIEHT COBIMAJeHUI cOCTaBUII 43.

Ha ocHoBaHUYM TIpOBEACHHOTO aHaIM3a ObLIa OTIpe-
nejseHa 3HauuMocTh Y3W mouek [ omnpeneiaeHus
MPeACYIEeCTBYIONIE MaTOJIOTUN y JeTeil ¢ MH(EKIM-
el MoYeBOil cucTeMbl. Hanbobleir IMarHoCcTUIeCcKOm
LIEHHOCTBIO 3TOT METOHI 00JaJaeT B OTHOINEHWUU aHO-
MaJiiii pa3BUTUSA To4YeK (J4yBcTBUTENbHOCTL 70%, crie-
UIHOCTE 87%). BONBIIMHCTBO CiydaeB ITy3BIPHO-
MOYETOYHUKOBOTO pedIioKca HEe3aBUCUMO OT CTETICHU
He omnpeaensiack AaHHbIMA Y3U (4yBCTBUTEIBHOCTH
20%). B TO xe BpeMs B ciydae BU3YyaIM3allMU yJIbTpa-
3BYKOBBIX TIPU3HAKOB peduiokca OH, KaK TIpaBuUJo,
MOATBEPKIAJICS PEHTTEHONOTMUECKN (Cen(PUIHOCTh
85,5%). CymmapHO CpaBHUTEIbHAS OIlEHKA JABYX PEHT-
TE€HOJIOTUYECKNX MeToIoB 1 Y3 U mouexk 1moxkasaia cpen-
HIOIO JMArHOCTUYECKYIO LIEHHOCTh IMOCIEIHET0 — YyB-
CTBUTENLHOCTD 44%, crietiuuuHocTs 77,4%.

OOcyxaeHue

ITpoBeneHHBIE CPaBHUTEIBHBIE UCCIIEIOBAHMS TTO3BO-
JIVJTA TIPUWATHU K BBIBOY O Pa3TMIHON CTEITEHU TOCTOBEP-
HocTu pe3ynbraToB Y3W modexk juisi ompenesieHus BO3-
MOXHBIX aHOMAJTUI Pa3BUTHSI OPTAHOB MOYEBOI CUCTEMBI
U Ty3bIPHO-MOUYETOYHUKOBOTO pedIiiokca B PYTUHHOM
KIMHWYECKOM TTpakThKe. Ha Halr B3misim, JaHHBIA METOJ
MOKa3ajl JOCTATOYHYIO YYBCTBUTEIBHOCTD B IMATHOCTUKE
aHOMAJIM Pa3BUTHS, BepU(MUIIMPOBAHHBIX C TTOMOIIBIO
BHYTpUBEHHOI yporpaduu. [To KpaiiHeit Mepe, 3T0O Kaca-
JIOCh HamboJIee TSIKENBIX YPOIaTHii: THaApoHedpo3a, Me-
rayperepa, aCUMMETPUU pa3MepoB TMOYKHU (TUTIOILIA3UH,
CMOPIIIEHHBIE TTIOUKM). B TO ke Bpemst B onpeesieHUH o~
BBILLIEHHOMW TTOIBUKHOCTU TMOYKU WK ee aucronuu Y3U
0Ka3aJloCh HEO0CTaTOYHO MH(POpMaTUBHBIM. [1o MHEHUIO
MPaKTUKYIOIIMX YposiaoroB u Hedposoros, Y3U B 601b-
el CTEeTeHW MPUTOIHO B KayeCTBe CKPUHWHTA aHOMa-
JINA OpraHOB MOYEBOIW CUCTEMBI, B TOM YHCIIe CHHIPO-
ma CAKUT (congenital anomalies of kidney and urinary
tract); Y3UM mno3BossieT yCTaHOBUTH JIOBOJILHO IIMPOKHUIA
CITEKTpP TPEANOJOXUTETBHBIX TTPU3HAKOB JaHHOM MaTo-
JIOTUM C HEOOXOIWMOCTBIO TTOCIIEAYIOIIErO MPOBEICHMS
BHyTpuBeHHOI yporpaduu [18—20]. Kpome Toro, 3xo-
rpadust 4acTo He BU3YaIM3UPYeT YIBOECHHE MOYETOUHU-

Tabauya 2. PacxoxkneHue 1Mo AMATHO3aM BU3YATM3HPYIOIINX MCCIeI0BAHNIA MOYEBOTO TPAKTA

PeHTreHOIOrMYECKOE MCCIIETOBAHUE
KonuuectBo Bospacr, M1 V3l
MaLXEHTOB (M+SD) BBY MILLYT
TIMP — 1 (i)
YaBoeHre MOYETOUHUKOB — 1 (J1)
IIMP I-I111 =7 ‘YMeHblIeHre pa3mMepoB oYk — 1 (1)
15(242%) 6494378 2:13 OtcyTcTBUE MSMCH’GHVIVI —5 (mmaB.—3:3:1) HedponTos - 1 (1)
HedponTos — 2 (11:1B.) JuBeptuxyn moye-  Kwcra mpaBoit mouku — 1
BOTO My3bIpst — 1 OTcyTcTBUE UBMEHEHUI — 2
OtcyTcTBUE M3MEHEHUI — 7
OrcyTcTBUE UBMEHEHUI — 1
Bcero

ITponyieHHbIe AMAarHO3bl — 1

ITpornyiieHHbIE
nuarHossl — 10
JloxHble nMarHo3el — 4
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KOB, JHWCTOINWIO M TIOBBIIIEHHYIO TOIBMKHOCTh MOYEK
[21, 22], a cunapom CAKUT nociie peHTreHoJI0rnuecko-
TO 00CJIeIOBAHUS HEPEAKO CTAHOBUTCST TUATHOCTUYECKOM
Haxonkoii [23].

Tem He MeHee ¢ y4eTOM HaOupaloleil CUTy TeHIeH-
LIMY K TUMUTHUPOBAHUIO JTy4eBOI HArpy3ku [5] mpencran-
JIIeTCS aKTyaJlbHOM JalibHeiInasi pa3paboTKa CTPOTUX
MOKa3aHW U MPOBeAeHUsI BHYTPUBEHHOM yporpaduu,
KOTOpast HepellKo 6e3aIbTepHATUBHO BKITIOYAETCS B IMPO-
TOKOJIBI 0OCIenoBaHUS HEe(PPOJOTUIECKUX TALIMEHTOB.
O 1enecoobpa3HOCTU MOMOOHOTO TMOAX0Aa CBUACTENb-
CTBYIOT TIOJIydeHHBIE HAMU JTaHHbIe 00 OTCYTCTBUU aHO-
MaJiiii pa3BUTHUSI MOYEBOI CHUCTEMBI M COBMAIECHUU pe-
3ynabraToB Y3M ¢ peHTreHOJOrM4ecKMMM JuarHo3amu
y 6oabimHCTBa (75,8%) 00CaeMI0BAaHHBIX TTALIMEHTOB.

ITo HaMM TaHHBIM, WHOM TUAarHOCTUIECKOM IIEHHO-
cteio obsamaer Y3U B onpeneneHUN My3bIpHO-MOYETOU-
HuKoBoro peduokca. C MOMOIIBIO COHOrpapuIecKoro
WCCIeIOBaHUST  TY3bIPHO-MOYETOUHMKOBBIN  pehIioKe
YCTaHOBJIEH JIMIIb Y KaXKIOTO MATOr0 OOJIBHOTO (4yBCTBHU-
teabHOoCcTh 20,0%), HO B OOJBIIMHCTBE CJIy4yaeB MPU Ha-
JIMYUU  3XO-TIPU3HAKOB peduIiokca OH OBUT TTOATBEP-
KIEH pe3ybTaTaMi MMKIIMOHHOM ITMCTOypeTporpabumn
(cnermuduaHocTh 85,5%). O TOXOXMX 3aKOHOMEPHOCTSIX
CcBUIIETENBCTBYIOT AaHHbIe J.-D. Tsai u coast. (1998), mo-
JIydeHHbIe TIpU OOCJIeMOBAaHUM TIPAKTUUECKHU 3TOPOBBIX
MitaneHIeB [24]. B vacTHoCTH, JIOXKHOOTpUIIATEILHBIC Pe-
synbrathl Y3U BhIsiBNIeHBI B 88,2% citydaeB, a u3 209 neteii
C TIMEJIOdKTA3Ue My3bIPHO-MOUETOYHUKOBBIN PetTIoKe
I-IV crenenu o6HapyxeH yqumb y 23 (1,1%). B npy-
TOM HcclienoBaHuy u3 48 nereii ¢ muenoakrasueit (bosee
5—17 mm) B Bo3pacte ot | roga 8 mec no 14 et nuarHo3
pedmokca II-III crenenu ObuT BepuUIIMPOBAH TOJIBKO
y Tpex (6,2%) [25]. TTpu nmpuMeHeHN MUKIIMOHHOM 11~
cToypeTporpaduu y IeTeil oT eproaa HOBOPOXKICHHOCTH
JI0 2 JIeT ¢ MMeJI03KTa3uel > 6 MM TUarHo3 Mmy3bIpHO-MO-
yeToyHUKoBoro pediokca [—II crernenun ObUT TOCTaBIIeH
B 7—10% cnydaeB B 3aBUCUMOCTH OT TIPOAOJIKUTETbHOCTH
HabmoneHus [26]. B pesynbsrate oociaenoBanust 309 neteii
C MepBUYHOI (PeOpMIbHON aTaKoW MH(MEKINN MOYEBOI
CHUCTeMbl nuarHo3 peduirokca Ha ocHoBaHuM Y3W (mue-
JIOOKTA3Msl, AWJIATallus MOUYETOYHUKOB, TUAPOHE(DPO3,
TMIPOKAINKO3) ObLT ycTaHOBIIEH ¥ 9,4% TallMeHTOB, a Ha
OCHOBaHWW MUKIIMOHHOM 1ucToypeTporpaduu —y 38,7%
(B ToM ymcine y 16,6% — Imy3pIpHO-MOUETOUHUKOBBIN pe-
dmrokc -1V crenenn) [27].

IMpuBeneHHbIe pe3yabTaThl MCCIEIOBAaHUA B COBO-
KYITHOCTH C COOCTBEHHBIMU JAHHBIMU ITO3BOJISIOT TIPO-

JIUTEPATYPA
(REFERENCES)

1. Jlwun B.B, Ocmanoe HU.M., Kopcynckuii A.A, Maakou A.B.
MuKkpoOHO-BOCTIAIUTENIbHBIE 3a00JI€BaHUSI OPraHOB MoOue-
Boi1 cuctembl. B kH: MH(}eKIIMsT MOUEBOM CUCTEMBI y IETEHA.
Ilon pen. B.B. lnuna, U1.M. OcmanoBa, O.J1. UyryHoBoii,
A.A. KopcyHckoro. M: Menmnpaktuka — M 2011; 133—173.

JOJDKAaTh CUWTaTh MMKIMOHHYIO ITUCTOYpeTporpaduio
«30JIOTBIM CTaHAAPTOM» B OTHOILIEHUH BBISIBJIEHUS ITy3bIP-
HO-MOYeTOYHMKOBOTO peduttokca. [TokazaHust K mpoBese-
HUIO TaHHOTO MCCIIeA0BaHKs OoJee MUPOKKUe TI0 CpaBHe-
HUIO ¢ BHYTPUBEHHOM yporpadueil u JOJKHBI BKIIOYATh,
0 MHEHMIO psia MccienoBaTeneit, MHGEKINI0 MOYeBOI
CHUCTEMBI ¢ (PeOPUITUTETOM U APYTUMH CUCTEMHBIMU TIPU-
3HAKaMW, CEMEMHBI aHaMHe3, OTATOIIEHHBII 1O MTy3bIp-
HO-MOYETOUHUKOBOMY pedITIOKCY, TTPU3HAKA HEMpOTeH-
HOU IUC(HYHKIIMM MOYEBOTO Iy3bIpsI, a TaKXKe CTOWKOe
(6onee 2 mec) coxpaHeHUe MUeiodkTazum [28, 29].

IMoTeHManbHass OMAaCHOCTh MUKIMOHHOM IIMCTO-
ypeTporpaduy B OTHOIIEHUU paavuallii W WHBAa3WBHO-
CTU OOYCJIOBIIMBAECT TMOWMCK aJlbTePHATUBHBIX METOIOB
JUAarHOCTUKH TTy3bIPHO-MOYETOYHUKOBOTO pedIIioKca.
B yacTHOCTH, NpemsioXXeHa W MCIOJNB3YyeTCs HerpsMast
BHYTPMBEHHas pagdouucrorpadpuss ¢ TpUMeHEHUEM
dapmnpenapata “"Tc-MAI'3 u perucrpanyeil JIMTeab-
HOCTH €ro PeTporpamHOro TOKa, a TaKXKe CTeNeHW Ha-
pacTaHusi aKTUBHOCTM B MouertouHuke [30]. JlaHHBII
METOI He HallleJl IIUPOKOTro MpUMEHEHUs M3-3a Bepo-
SITHOCTM THUIIO- W TUIEepAUArHOCTUKU. Jpyroii pamuo-
HYKJIMIHBIA MeToJ (cTaTmyecKass HepoCUMHTUTpadus
¢ ¥"Tc-MAT'3) TO3BOJISIET C BBICOKOM TOJIEl BEPOSITHO-
CTHU OTIPEAEIUTD HAJTMIKe OCOOEHHO TSKEJIbIX BApUaHTOB
My3bIPHO-MOYETOYHUKOBOTO pedIiokca Ha OCHOBaHUM
0OHaApYKeHUST B TTIOYKAX 0YarOB CHIDKEHMST HAKOTUICHUS
dapmmpemnapara [8]. IIpu mociemyromeM IpoBeIeHUN
MUKIIMOHHOM IIMCTOypeTporpacuu B ciiydae TOTOOHBIX
nedeKTOB y AeTel TPYIHOTO BO3pacTa ¢ epBoii (heOpriTb-
HOM MH(DEKIMe MOYEBON CUCTEMBI TTy3bIPHO-MOYETOY -
HUKOBBI peduioke [—IV creneHn ObUT AMArHOCTUPO-
BaH B 29,5% HabmoneHwnit. Y MalMeHTOB ¢ HOPMaJIbHOM
HedpocimHTUTpadueit MomIOOHbBIM IMAarHO3 YCTaHOBJIEH
TOJNIBKO B 5,7% cnydaes, ipudeM y 5,0% ObLT BBHISIBIICH
pedmiokc [-II cremenn.

HecMmoTtpst Ha TipenMyIiecTBa paTiMOHYKIUIHBIX Me-
TONOB B BMIE HU3KOW JIy4eBOW HArpy3Ku, TMOJHOCTHIO
MOKa OHU He CITOCOOHBI 3aMEHUTh MUKIIMOHHYIO 1IMCTO-
ypetrporpaduio Kak Hambosiee HaleXHbIi Bepuduim-
POBaHHBIN TECT IJIsT OOHAPYXKEeHUs Iy3bIPHO-MOYETOU-
HUKOBOro peduitokca. Takum oOpa3oMm, Ha OCHOBaHUU
MPOBEIEHHBIX COTIOCTABIEHUI MOXHO MPUITH K BHIBOAY
0 JIOCTaTOYHO BBICOKO BBISIBJIIEMOCTH C ITOMOIIbI0 Y3U
AHATOMMYECKUX aHOMAJIMA pa3BUTHSI OPraHOB MOYEBOI
cUCTeMBl (OCOOEHHO TSDKENBIX CIIydaeB) W HUBKOW €ro
JMUAarHOCTMYECKON IIEHHOCTH B OTHOIIEHWM ITy3bIPHO-
MOYETOUHNKOBOTO pedJIIoKca.

(Dlin V.V., Osmanov 1.M., Korsunskij A.A., Malkoch A.V.
Microbial-inflammatory diseases of the urinary system In:
Urinary tract infection in children. V.V. Dlin, [.M.Osmanov,
0O.L. Chugunovaj, A.A. Korsunskij (eds). Moscow: Medprak-
tika — M 2011; 133—173.)
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OPUINHAJIbHBIE CTATbU HEBPOJIOIrns

KommiekcHast Tepanusi paccestHHOTo CKJiepo3a y JeTei

H.B. Ckpunuenko, I'.Il. Heanosa, A.B. Cyposuesa, E.IO. Ckpunuenko, K. B. Cepeonskos

®rBY «Hay4Ho-nccnenoBaTenbCkuii MUHCTUTYT AETCKUX HbeKumii» PegepanbHOro Meamko-061MonorMyeckoro areHTCTea,
CaHkT-MNeTepbypr; FBOY BMO «CaHkT-MNMeTepbyprckuii rocyaapCTBEHHbIN NeanaTpUiecknin MeAULIMHCKUA YHUBEPCUTET»
Mwunzgpasa P®; FTEQY BIMO «[MepBbiin CaHkT-MNeTepbyprckuii rocyaapCTBEHHbI MeAULIMHCKUIA YHUBEPCUTET UMEHW akaae-
Muka W.IM. Masnosa» MuHsgpasa PO

Combination therapy for multiple sclerosis in children

N.V. Skripchenko, G.P. Ivanova, A.V. Surovtseva, E.Yu. Skripchenko, K.V. Serednyakov

Research Institute of Children’s Infections, Federal Biomedical Agency, Saint Petersburg; Saint Petersburg State Pediatric
Medical University, Ministry of Health of the Russian Federation, Saint Petersburg; Academician |.P. Pavlov First Saint
Petersburg State Medical University, Ministry of Health of the Russian Federation, Saint Petersburg

Ouenena 3¢ )eKTHBHOCTh KOMILIEKCHOM Tepanuu paccesiHHoOro ckiepo3a y 40 neteii B Bozpacrte ot 10 no 17 jer. Jleyenne npo-
BOIMJIOCH B TedeHHe 3 JieT Kaxkible 6 Mec B JABYX Ipynnax, CONOCTABHMBIX MO OCHOBHBIM KJIMHHMKO-J1a00PATOPHBIM MapaMeTpam.
IMaumenTam odenx rpynn Ha3Havaucs 1 ceanc KackaaHo# Mia3MopuIbTPAIUK ¢ UCTIOIb30BaHUEeM (paKuoHaTopos miasmel Evaflux
2A (AAnonus), a 3aTeM BHYTPUBEHHbIE UMMYHOLII00Y./IMHbI G B Teuenue 2 aHeil. B omimune ot rpynnsi cpaBHenus (n=10), 60abHbIe
0ocHOBHO¥ rpynmbl (#=30) IONOJHUTEILHO MOTYYATH NPOTUBOBUPYCHYIO ¥ HMMYHOKOPPUTHPYIOLLYIO TEPANHUIO, 00beM H MPOIOJIKHM-
TEJIbHOCTh HA3HAYEHHS] KOTOPOii ONPeeISINCh HATMYNEM WM OTCYTCTBHEM peakTupanuu BupycoB Herpesviridae B nepedpocmm-
HAJILHO JKMIKOCTH /MM B KPOBH.

‘YeraHoBJieH NM0JI0KUTeIbHBIH 3¢ dekT oT npoBoaumMoii Tepanuu y 90% nauueHToB 00euX rpynm, HO JOCTOBEpPHO 0oJiee 3HAYNMbIE
Pe3yJbTAThI MOTyYeHbI Y 0OJIbHBIX OCHOBHO¥ rpymnbl. B 3Toii rpynme J0CTUTHYTO CHHZKEHHE YACTOTHI PEAKTUBAIMHM XPOHUYECKOI
reprecBUpycHoii uHpeKkumMu (MpenMymecTBeHHo BUpyca Dmmreiina—bapp u repneca 6-ro Tuna) B IMKBOpe M KPOBH, YMEHbLIEHHE
B cpeaHeM Ha 61% nokasarens nunsasuanocTu no mkajie EDSS B 80% ciyuaes u cHmzkenus Ha 46% koJimuecTBa 000CTPEHHId B roj1.

Karouesvte ca06a: demu, paccesnHbulii cKaepo3, KACKAOHAs NAAZMODUABIMPAYUS, NPOMUBOBUDYCHAS MEPANUSL.

The efficiency of combination therapy for multiple sclerosis was evaluated in 40 children aged 10 to 17 years. Two groups matched for
major clinical and laboratory parameters were treated every 6 months during 3 years. Both groups received one cascade plasma filtration
session using plasma Evaflux 2A (Japan) and then intravenous immunoglobulins G during 2 days. Unlike the comparison group (»=10),
the study group (»=30) had additionally antiviral and imnmunomodulatory therapy; the volume and duration of which were determined by
the presence or absence of Herpesviridae reactivation in cerebrospinal fluid (CSF) and/or blood.

The performed therapy was established to have a positive effect in 90% of the patients in both groups, but the study group showed valid
more significant results and achieved decreased reactivation of chronic herpesvirus infections (predominantly that with Epstein—Barr
virus and herpesvirus 6) in CSF and blood and reductions in EDSS scores in 80% of cases, by an average of 61%, and in the annual
rates of exacerbations by 46%.

Key words: children, multiple sclerosis, cascade plasma filtration, antiviral therapy.

PacceﬂHHblﬁ CKJIEpO3 SIBJISIETCST MYJIBTUDAKTOPHBIM
MPOTPECCUPYIOIINM 3ab0IeBaHUEM HEPBHOM CUCTE-
MBI, TTOpPaXKaloIlIWM JIUI MOJIOAOTO BO3pacTa W JeTeid,
B MaToreHe3e pPa3BUTHS KOTOPOTO paccMaTpUBAIOTCS
ayTOMMMYHHbBIE, TeHEeTUYeCKHe, TOPMOHAIbHBIE, a TaK-
ke MHGpeKIMoHHbIe (akTopel. He uckioyaeTcst poib
MHOEKIIMY He TOJIBKO KaK BO3MOXHOTO TpUTTepa 60Je3-
HU, HO U Kak (haKTopa, MOIIEePXKUBAIOIIETO e¢ TeUeHHe
B pe3yJibTaTe XpPOHUYECKOW MEePCUCTEHIIMU U peaKkThBa-

1 Bo3oyauTeneit [1—6]. M3BecTHO, 4TO BCero B MUpe
3aperucTpupoBaHo 6osee 2,5 MITH OOJIBHBIX pacCesTHHBIM
CKJIEPO30OM U €XEeroJHo auarHoctupyercsi okojo 5000
HOBBIX CJTy4aeB, CPeIr KOTOPHIX TTOUTH KasKIbIi TECIThI
clyyail TIpUXOAUTCS Ha AeTcKuii Bospact [7]. Teparnus
paccestHHOTO CKJIepo3a MO-TPeXXHEMY OCTaeTCsl OIHOM
13 HanboJiee aKTyaJbHBIX TTPOOIeM HaydYHOU U MPaKTU-
YecKOi HEeBPOJIOTMH, YTO CBSI3aHO C TPOrPeIreHTHO-
CThIO M HEW3JIEUMMOCTBHIO 3a00JIeBaHUSI, TPUBOASIIETO
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Anpec 115 Koppecnonienuyun: CkpumueHko Haranbst BukropoBHa — 1.M.H., ripod.,
3aci1. gesitesib Hayku PD, 3am. nupekropa no HayuHoii pabote HUU nerckux H-
exmii, 3aB. Kad. nHOEKIIMOHHBIX 3a601eBaHMii y neteit CaHkT-IleTepOypreko-
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K UHBaJIUAMU3ALIMU B MOJIOJOM Bo3pacTe. CriocoObl Jieue-
HUS TIPOXOJAST MOCTOSIHHO 3Tarbl COBEPIIEHCTBOBAHUS,
OJIHAKO JOCTUXKEHMSI COBPEMEHHOW MEAUIIMHBI TTO3BO-
JISIIOT UCKJTIOUUTh PACCeSTHHBINM CKJIEPO3 U3 CIMCKA «HEe-
KypabenbHbIX». Lleabio coBpeMeHHOI Teparnuu siBasieTcst
3aMellJieHe TporpeccupoBaHusl 3a001€BaHuUsI B Pe3yib-
Tare MpeayrnpeXaeHUsI HOBbIX aTak 1 Oosiee 3 heKTUB-
HOTO WX KYITUPOBaHMUSI.

MexxnyHapoaHble U pOCCUNCKHME UCCIeA0BAHUS TIOI-
TBEPKIAIOT, YTO YIyJIlIeHUE TeUSHUST PACCESTHHOTO CKJIe-
po3a mocturaercs Oyiaromapsi IpUMEHEHUIO TIpernapaToB
rpyrmel [TUTPC!, auimbs orpaHWYeHHO pa3pellleHHBIX
IIJISE UICTIOJI30BAaHUS Y TIAIIMEHTOB 70 18 JeT U 4yacTuIHO
3aperucTpupoBaHHbiXx B P® [8—10]. B ommume oT mpe-
napatoB rpynnsl [IMTPC, skcrpakoprniopajibHble Me-
Tonbl (rutaszmadepes, MIa3MOOOMEH) UM BHYTPHMBEHHBIE
nummyHornooymuasl G (BBUT'G) 3HauutenbHO pexe
MPUMEHSIIOTCSI B TepaliMu paccesiHHOTO ckiieposa. M3-
BECTHO, 4YTO OoJiee BbICOKas 3((HEKTUBHOCTh NTaHHBIX
METOM0B HabJI0IaeTCs TP PelUANBUPYIOIIE-PEMUTTU -
pyIOIIeM TEUEHUU, YEM TTPOTPECCUPYIOIIEM TEUSHUU 3a-
OoJsieBaHUSI.

OcraeTcsl IMCKYCCMOHHBIM BOIIPOC O HEOOXOAUMOCTH
Ha3HAYeHUsI TIPOTUBOBUPYCHOW Tepamnuu TPy paccesiH-
HOM CKJIEPO3€, OCOOEHHO B CJIyyasiX OTCYTCTBUSI OOlle-
MHQEKIIMOHHBIX MPOSIBICHUI, a TaKXKe TPU JT0Ka3aHHOM
MPUYUHHO-CJIEJICTBEHHON CBSI3U  MeXay WH(EKIIMOH-
HbIM (DaKTOPOM M TEUYEHMEM OCHOBHOTO 3a00JICBaHMSI.
HccnenoBanusi, mpoBoaumble cotpynHukamu HUWIANW
B TeueHue Oosee 10 yieT, mokasaau, 4To y OOJbHBIX C JUC-
CEMUHMPOBAHHBIMU  JIeMKOAHLIe(DATOMUETIUTAMU,  BbI-
3BaHHBIMU BHUpycaMM DrmiTeitHa—bapp u reprieca 6-ro
TUMa Haubosiee 4acTo HaOJIOAAETCsl MPOrpecCUpoBaHUe
NEMUEJIMHU3UPYIOLETO Tpolecca U TpaHchopMalust
B paccestHHbIN cKiiepo3. Torma Kak Mpu Apyroil BUPYCHOM
Ui OGakTepuaibHOI 3TUONOTUM 3a00JIeBaHUE valle 3a-
BepIIAeTCsl BBI3AOPOBICHNEM C TIOJHBIM WM YaCTUYHBIM
BOCCTAaHOBJIEHMEM HeBpoJorndyeckoro neduunra [10—12].

Henslo uccienoBaHus sIBUWJIACh KJIMHUKO-Jabopa-
TOpHas olieHKa 3(PHEKTUBHOCTU Teparuy paccessHHOTO
ckjiepo3a y JeTeil ¢ MpuMeHEeHUEM KacKalHOM Tia3Mo-
(uabTpanMy B cOYETAaHUU ¢ UMMYHOKOPPUTHPYIOIITUMU
Y TIPOTUBOBUPYCHBIMU MperapaTaMu.

XapakTtepucTuka geTtein u MeToabl UCccrefoBaHUs

Ilox HabGmonenmem Haxomunuch 40 mereit ¢ pacce-
SIHHBIM CKJIEpO30M B Bo3pacte ot 10 o 17 net, monyyas-
VX JIeUeHWE B OTACJICHUSIX HEMPOMHMEKIINIT M OpTaHu-
YECKOM MaTOJOTMU HEPBHOM CHCTeMbl U MHTEHCUBHOM
Tepanuy HeOoTJIOXKHBIX coctosguuii HUWUJW B mrepuon
¢ 2012 mo 2015 . [13—15]. lnarHocTHKa pacCcesiHHOTO
CKJIepo3a TIPOBOAMIACH Ha OCHOBAaHUU MEXIYHapO.I -
HbeiXx kputepreB W. McDonald (2010), a MOHUTOpPUHT
BKJTIOYAJT OAJJTBHYIO OIIEHKY HEBPOJOTUYECKOTO CTaTy-
ca no wkaie dpyHkumoHanbHbix cuctem (FS) J. Kurtzke

' TlpenapaTbl, U3MEHSIIOIINE TeYEHUE PACCESTHHOTO CKIIepo3a.

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

(1983) 1 MexxayHapOoMHOW pacIIMPEeHHOM IKaje WHBa-
muausaiu EDSS.

MarnutHo-pe3oHaHcHast ToMorpacdust (MPT) ronos-
HOTO 1 CITIMHHOTO MO3Ta C UCTIOJIb30BaHUEM CTaHIapTHBIX
UMITYJIbCHBIX TIOCJEA0BATEIbHOCTE M KOHTPACTHBIM
YCWJIEHHUEM TIperapataMu OMHMCKaH WJIM MarHeBUCT
B no3e 0,2 Mr/Kr HazHavyajaachb BCEM MallMEHTaM TP T10-
CTyIUIeHUU, 3aTeM — | pa3 B rof, a mpu OOOCTPEHUU —
nornojHuTeNbHO. MccnenoBanue mpoBOaMJIOCh B MeIU-
muHckoMm 1eHTpe «DHEPI'O» nHa Tomorpage General
Electric, 1,5 Tecna.

JlabopaTopHast TMarHOCTHKa repriecBUpycoB (1—6-To
TUIIOB) BKJIIOYaJla MCCJIEJOBaHUE 11epeOpOCTIMHATBHOM
KMIKOCTU M KPOBM METOJOM TIOJMMEpa3HOil 1IeTTHOM
peakuuu (I1LIP), a Takke mMMyHODEpMEHTHBIM aHa-
JIU30M CBIBOPOTKM KpoBM c ompeneieHueMm IgM, IgG
u aBugHocTH IgG, mist BBISIBIEHUST BUpyca DmiTeiiHa—
Bapp mpuMeHSITM UMMYHOOJOTHHT. Il TMarHOCTUKU
WCTIOIB30BAIMCH TecT-cucTeMbl ¢upmbl «Bektop-bect»
(HoBocubupck), n3MepeHusi yIuThIBaIMCh Ha aBTOMa-
Tnaeckux npuoopax Immuno Chem 2100 u Microplate
Reader. UMMyHOLIMTOXMMHUUYECKOE MCCIIENOBaHUE JICi-
KOLIMTAapHOW B3BECUM U KIETOK 1IepeOpOoCHMHaIbHOM
SKUIKOCTH Ha TepPIeCBUPYChl 1—6-TO THUIMA MPOBOIMIOCH
Ha ammapate Autostainer A360 (Thermo, CIIIA) ¢ ydue-
TOM pEe3yJIbTaTOB Ha CBETOONTUYECKOM MUMKPOCKOTE
Zeiss AxioScope Al. Bce mcciemoBaHus BBITTOTHSIJIACH
COTJIaCHO WHCTPYKIMK TpousBoauTess. OmnpeneneHue
noKazaTeJieii TyMOpaJbHOM M KJIETOYHOM CeHCHMOMIM3a-
1IMM K OCHOBHOMY 0OeJsiky MueiauHa B kpoBu u C3a, CSa
dpakuuii KOMITJIEMeHTa B KPOBU TIPOBOIWIN B UMMY-
HoJlornyecKoii jiaboparopuu Bcepoccuiickoro 1eHTpa
9KCTPEHHOU M paguallMOHHON MeauIIuHB M. A.M. Hu-
kudopoa MUC Poccnu ¢ ucroyb3oBaHMEM TMATHOCTH -
KyMmoB «Sigma» u «HaBuna» (Mocksa).

JledyeHne 6OTBHBIM MTPOBOAMIIOCH Kaxable 6 Mec. Kypc
Tepanuy BKIOYaya 1 ceaHc KacKagHOW Tura3MopuiIbTpa-
11U ¢ 0OMeHOM | 0ObeMa LIMPKYJIUPYIOLIEH MIa3Mbl U MO-
CJIEAYIOIINM BBeIeHHEM BHYTPUBEHHBIX MMMYHOTJIOOY TN -
HoB G (BBUT G) B noze 0,2—0,4 r/Kr B TeueHue 2 AHEM.
ITpu mpoBeneHnU omepay KpoBb OOJIBHOTO Ha arina-
pare «lemma», CaHkr-IleTepOypr, ¢ uCIOIb30BaHUEM
masMouisTpoB (IMTM®P-500) paznensim Ha KIETOUHYIO
Maccy U Iuia3my, a 3aTeM Tuta3My HarpaBiisiid Bo (pak-
uvoHarop tiasmsl (Evaflux-2A, Anonus), umeromuii
muametrp nop 10 aM. Mcronp3oBanme ¢pakimoHaTopa
TMO3BOJISUIO YAAISTH U3 TJIa3Mbl BELIECTBA OOJIBIIETO, YeM
pasmMep 1op, nuamerpa. CocyaucTbIM TOCTYTIOM TP TIPO-
BEJACHUU TIPOLIEAYPHI SIBJISTUCH KYOUTATbHBIE BEHBI, M 3a
OITHY TIporeaypy y 6oabHoTO Mepdy3uposann 100% oobe-
Ma HUpKyJMpyloleit tuiasmbl. [Toce mpoBeneHust ceaHca
TU1a3MOMWIIBTPALIMK B 3TOT Xe WM Ha CJIEeAYIOIINI TeHb
HaszHauamu BBUT G. Ilocne BBenenust BBUIT G npume-
HSIJICSI pOHKOJEHKUH (pekoMOuMHaHTHBI WMJI-2) B mose
0,5 mr/cyT B TeueHue 2 JHel, a Takxke BUGEPOH B 103
3 miH ME B cytku 3 pasa B Hezmenno B TeueHue 1 mMec —
Mpy  PEUANBUPYIONIE-PEMUTTUPYIOIIEM — PACCETHHOM
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Cxpunuenio H.B. u coaem. KoMIuteKcHast Teparsi paccessHHOTO CKepo3a y IeTeit

Tabauya 1. XapakTepuCTHKA TPYNN NANMEHTOB, BKIIOYEHHBIX B UccenoBanue (p>0,05)

o YacroTa
CpenHsst CpenHsist yacTora CpenHuii
Tpynna IMPC/PPPC UTEJTbHOCTh obocTpeHmit BO3pacT LR ERASIOL R
= o £ 1s I'B1 EDSS>6,5
00JIe3HU B O MaleHTOB
B rpynnax, %

OcHosHas (n=30) 1: 6,5 2 roma 11 mec 2,6 13 et 8 mec 70% 17
CpasHenus (n=10) 1:9 2 roma 9 mec 2,5 13 et 2 Mec 50% 20

Tpumeuanue. ITTPC / PPPC — cooTHOLIEHME KOJMYECTBO MAaLMEHTOB € MPOTPECCUPYIOLIUM U PELUANBUPYIOLIC-PEMUTTUPYIOLIMM PacCesTHHbIM
ckyiepo3om; 'BY — IIpOIIeHT MalMeHTOB, UMEIOIINX PEaKTUBALIMIO TePIIECBUPYCHON MHGMEKIIMH.

CKJIepo3e U B TeueHue 3 MeC — Mpu BTOPUYHO- (WM TIep-
BUYHO) TTPOTPECCUPYIONIMX TUMAX TeueHUs1 0oie3Hu. JlaH-
HBII KypC MPOBOIWIICSI BHE 3aBUCUMOCTH OT 0OOCTPEHUIA.

JIOTIOJTHUTENBLHO TIpU Pa3BUTUM Yy OOJIBHOTO KIIM-
HUYECKOTro O00OCTpeHUs Tiepel TpOBEIEHUEM ceaHca
KacKagHOU Tuta3MoWIbTpallu Ha3Hayajlach IyJIbC-
Tepanusi METUITIPEIHU30J0HOM B 03¢ 10 Mr/Kr, HO He
oosee 1 r/cyr B TeueHue 3 gHeit. [1pu Boisiienuu JHK
(MM aHTWUTEHAa) B KPOBU M/WIU 11epeOpOCTIMHATbHOMN
SKUIKOCTH BUPYCOB Teprieca 1 —6-1o tuma BMecte ¢ BBUT
G, pOHKOJIEHKMHOM ¥ BU(hEPOHOM MPpUMEHSIICS (haMIr-
koBuUp B no3e 250 mr 2 pasza B neHb B TeueHne 10 gHei
netsaMm g0 15 metr m mo 250 Mr 3 pa3a B IeHb B TeUeHHE
10 mHeit metssm crapie 15 et

bruta nmpoBeneHa cpaBHUTENbHAS KIMHUKO-JTabopa-
TOpHas olleHKa 3(P(PEKTUBHOCTU TAaHHOI CXEMbI JICUEHUS
W CXEMBI, He BKJIIOYaBIIEil TPOTUBOBUPYCHBIE Tpera-
paTbl (PaMUMKIOBUP) U LIMUTOKUHOTEpanuio (BudepoH
U poHKoJIeiiKuH). B ocHoBHYy10 rpyniy Bouuu 30 gereid,
B rpynmy cpaBHeHus1 — 10 maumeHTtoB (taba. 1). [pyn-
MMbl OBUTM COIOCTABUMBI IO TUITY TEUYEHUSI pacCesiHHO-
ro CKJepo3a, TSIXKECTM HEeBPOJOTMYecKoro meduiuTa
no mkane EDSS, a Takxke psimy npyrux rapaMeTpoB
(Bo3pacTt, TMoJi, IJMUTEJbHOCTh 3a00JieBaHMSI, 4YacCTO-
Ta 000CTpeHMit B Tof). Y MaureHTOB OCHOBHOM TPYIIIbI
pPeLMINBUPYIOIIE-PEMUTTUPYIOIINI pacCesTHHBIN CKJIe-
po3 Habmonaics B 86,7% cinydaeB, a Mporpeccupylomme
bl 6one3nn — B 13,3%, B rpymmne cpaBHeHUs — B 90
u 10% cnydaeB, a MX COOTHOIIeHWEe cocTaBuio 1:6,5
u 1:9 cooTBETCTBEHHO. Y MallMEHTOB OOEUX TPYIN HAU-
6osee yacto (B 65,4%) Habmomanach peakKTUBALIUS BU-

pyca BmureitHa—bapp u Bupyca repreca 6-ro THUTA,
pexe (15,4%) — MoHouHbekuMss — IDmnmTeitHa—bapp
BUpPYCHast I BUpyca Teprieca 6-ro Tuma. [1pu nporpec-
CHPYIOIINX TUTIaX O0JIE3HU BO BCEX CIIYyJasiX BBISBISLIACH
3 unu 4 npencTtaBUTeNsl CeMeicTBa — BUPYC DMIlITeHHA—
Bapp, Bupyc reprieca 6-ro THIIa ¥ BUPYC ITPOCTOTO TepIie-
ca (/WK LIUTOMETaJIOBUPYC).

Iporenypsl KackamHOU TIa3MOMUIBTPALINA XOPO-
110 TIEPEHOCWIINCH TTAITMEHTAMM, Y OCJIOXXKHEHWI TIPU MX
npoBeneHuN He Habmoganock. bonee 90% GOMLHBIX T10-
JIyJajv JedeHue B TedeHue 3 jieT. JlocpouHoe Tpekpaiie-
HUE Tepary ObUTO CBSI3aHO C JOCTYDKEHWEM |8-1eTHero
BO3pacTa y 2 MalreHToB, a y OMHOTO OOJIBHOTO — C Tiepe-
XOIIOM Ha IPYTUE METOIBI TEPATTHH.

PesynbraThbl M 06CyXaeHne

TIpoBeneHa cpaBHUTENbHAS OLIEHKA KJIMHMKO-Ja00-
paTOpPHBIX IMapaMeTPOB, a Takke pe3yiasratoB MPT B 1Byx
rpynmnax 60JbHbIX. OlleHUBaJIach IMHAMUKA COMEPKAHUS
dpakuii KOMIJIEeMEHTa M TIoKasaTelleli TYMOpPaJbHOM
M KJIETOYHOU CEHCUOMIN3aIIMU K OCHOBHOMY OEJIKY MUe-
JIMHA B KPOBHU 0 TPOBEICHUS MEePBOro Kypca Teparuu,
a Takke yepe3 1, 3 u 6 Mec mociie Tepanuu (Tabi. 2).

YcTaHoBIIeHO, UTO 4Yepe3 | Mec mocie Kypca Tepa-
MUY HabIIogaeTCs TOCTOBEpHOE CHIUKeHUe (~6,5 pas)
KaK WHIEKCOB KJETOYHOUW M TyMOpaJIbHOW CEeHCHOU-
JIN3aIUA K MUESJTMHOBOMY O€JIKY, TaK U (hpaKIuii KOM-
IUIEeMEHTa TI0 CPaBHEHUIO ¢ ToKa3aTeJsIMU 0 Havaia
JleyeHust. B Kaxmoil Tpyrime MmoJiydeHbl TOCTOBEPHBIE
paznmuuusa 4 u3 5 ucciaeayeMbix mapameTrpoB. B 89%
clydaeB rmokasaTeau 4epe3 | Mec Mmociie Tepanuu CHU-

Tabauya 2. lunaMuka coaepxanus ¢pakuuii KOMIUIEMEHTA H MOKa3aTelieil ryMOpaJibHOM M KJIeTOYHO# CeHCHOMIN3AIMI K OCHOB-
HoMmy Oenky muemHa (OBM) 1o nevenusi, yepe3 1 u 6 Mec nocJie Kypca Tepanuu B AByX rpynnax

Yepes 1 mec mrocie Yepes 6 Mec mocie Kypca

Jlo neueHust
Kypca Tepanuu Tepanuu
okasatens OCHOBHAs rpymnmna OCHOBHas rpymnmna OCHOBHas rpymnma

rpynmna CpaBHEHMs rpynmna CpaBHEHUs rpymnmna CpaBHEHUS

(n=16) (n=10) (n=16) (n=10) (n=16) (n=10)
C3a, Hr/mi 985+109 973499 150£26* 307+£32* 563£82* 897191
C5a, °Hr/Mi 234456 248+39 36+9* 103+14* 196127 217431
PBTJI Ha OBM, yci.exm. 2,5+0,1 2,4+0,1 1,5+0,2% 240,1 1,8+0,3 2,3%0,2
IgM Ha OBM, yca.en. 1,9+0,1 2,0£0,2 1,0£0,1 1,5+0,1* 1,440,2 1,85%+0,2
IgG na OBM, ycin.en. 2,8%0,2 2,8+0,1 1,1£0,2%* 1,7£0,1%* 2,1+0,2 2,7£0,1

Tpumeuanue. * p<0,05—n0cTOBEpHOE OTJIMYME MMOKA3ATEIS 10 U MTOCIIE JICYCHUSI.

PBTJI — peakiius 6;1acTHO# TpaHchopMauy JIUMQOIIUTOB.
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KaJUCh, TIPUXOIsI K HOpMalbHOMY ypoBHI0. OIHAKO
yKe yepe3 3 Mec Ioclie Kypca Je4eHUsT YPOBeHb (hpak-
muii komremeHTa C3a u C5a U MHIEKCHI CEeHCUOHU-
JIN3allUM UMEIU TEeHAEHIIMIO K YBEJMYEHUIO B 00euX
rpynmax. [Tpy TOBTOpHOM McClief0OBaHUU Yepe3 6 Mec
MMEJ0 MEeCTO TIOBBIIIEHWE W3yYaeMBbIX ITOKa3aTeselt,
ay 52% manumeHTOB He OBIIO BBISIBICHO JOCTOBEPHBIX
pa3INYMii MO0 CpaBHEHUIO C YPOBHEM 0 JieYeHUsT. DTO
SIBUJIOCH OIHUM W3 OCHOBAHWIA IJIST TIPOBEIACHUS T10-
BTOPHBIX KypCOB JIEUEHUsI IETSIM C PacCeIHHBIM CKJIe-
po3oM Kaxnple 6 Mec. JlIocToBepHbIe pa3udus 10 Jie-
YeHUsI W Yepe3 6 Mec Tocje MepBOro Kypca Teparnuu
BBISIBAsLIMCH 10 C3a ¢pakumy KOMIJIEMEHTAa TOJbKO
y TIAallMEHTOB OCHOBHOM TpymIbl. MOXHO Mpearnoio-
KUTh, YTO JOTOJHUTEIbHOE BKJIOYEHUE B Kypc Jiede-
HUS TTPOTUBOBUPYCHBIX MpPeTapaToB U IIUTOKUHOTEpA-
MUY TTOJIOXKUTETHHO BIUSIIO HA YPOBEHb KOMIIEMEHTA
C3a, mpuBOAS K €Tr0 CHUXKEHUIO.

IMpn olileHKe YacTOThI peaKTUBALUKM TepIIeCBUPYCOB
B KPOBU M ILIepeOPOCTTMHAIBHON XUIKOCTH METOIAMU
TP 1 UMMYHOUMTOXMMUU B ABYX Ipynmax 10 U mocie
Tepanmy YCTAaHOBIIEHO, YTO yXe 4epe3 | Tom JiedeHUs
B OCHOBHOI TpYIIie 4acTOTa BBISIBICHUSI pPeaKTUBAIIUU
repIieCBUPYCHOM MHMEKIIMU CHU3UIAch 10 16,7% B Kpo-
BM U 110 6,7% B 11epeOPOCTTMHAIBHON XUIKOCTH, a Yepes
3 rona JieueHusI 3TOT IOKasaTesib cocTaBui 3,3 u 0% co-
OTBETCTBEHHO (TabJI. 3).

ITpu 5TOM B OCHOBHOI TPYIIITe MPY PELUANBUPYIOLIE-
PEMUTTUPYIOLIEM PACCETHHOM CKJIEPO3e peaKTUBAIUs
repriecBUpPycHON MHGEKIMN Yyepe3 3 roja He Haboma-
J1ach, a MPU TIPOTPECCUPYIOIINX TUTTAX — COXPaHsSIachy |
u3 3 manueHToB. B rpyniie cpaBHeHUs AMHaMUKa ObLTa
JIOCTOBEpPHO MeHee 3HaurMa, HO U B OCHOBHOWM TpyTire
nMena TOJOXUTENbHYIO TeHIEHINI0. Y OOJbHBIX TPYII-
Bl CPaBHEHMST B KPOBM JOCTOBEpPHO CHIKamach (¢ 50%
1o 20%) yacToTa perucTpalii BUPYCOB Teprieca TOJIbKO
yepe3 3 roga Tepanuu. B TnkBope IMHaAMUKa U3MEHEHUIM
oKaszajach MeHee 3HaYMMOWM, M YacTOTa BBISBICHUST BU-

0% 10%

100 ¢
90 -
30%

80%
60 -

30 7

0 7 1
OcHOBHasA

rpynna (n=30) (n=10)

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

pycoB reprieca ymeHbmmiaach ¢ 30 mo 20%. Bo3mokHO,
YTO CHVKEHHWE YaCTOThI peaKTUBALIMM TepIieCBUPYCHOM
WHOEKINN Jaxe TPU OTCYTCTBUU TPUMEHEHUS TTPOTHU-
BOBHMPYCHBIX TIPETapaToB ObLIO CBSA3aHO C MPOBEACHUEM
KacKaJIHOM TUTa3MOMWIBTPALINY, TIO3BOJISIONIEN YIAISITh
BUPYCHI U3 TUIa3Mbl KpoBU. M3BeCTHO, 4TO pa3Mep BUPY-
coB cemerictBa Herpesviridae cocraBmster 200—300 HM,
YTO 3HAYUTEJIPHO TPEBBIIIAET pa3Mep TMop (paKImoHa-
Topa masmbl Evaflux 2A [16]. OgHako 3¢ @deKTUBHOCTD
JledeHust 6e3 MPUMEHEHUs! TTPOTUBOBUPYCHON Teparuu
y IeTell TPYIITBI CpaBHEHUs oKa3ajiach MeHbIeit. Coxpa-
Henue peructpauuu JJHK BupycoB B 1iepedpocnvHaib-
HOM XMIKOCTH COIMPOBOXIAIOCH COXpaHEHWEM BOCTIa-
JINTEJILHBIX U3MEHEHU — TTeolnTo3a. Tak, MmalMeHToB
OCHOBHOW TpyNIbl colepXXaHue KJIETOK B JIMKBOPE Ye-
pe3 3 roma Tepanuu He MpeBBIIIANIO0 HOpMYy. Torma Kak B
rpy1ire cpaBHeHUs TieounTo3 41413 kineTok B 1 MK Ha-
omonancsa y 20% GOJbHBIX.

Knunuueckast 3(peKTUBHOCTh ABYX CXEM JIeUeHUS
OlleHMBajaCh Ha OCHOBaHWM JIWHAMUKHU TIOKa3aTess
nHBanMaM3amu no mkaiae EDSS (B 6amiax) u 4acToThl
oboctpenuii B roa. Yepes 3 roga tepanuu y 90% manm-
€HTOB 00eMX TpyNM HaOJogaNCS TOJOXUTEIbHBINA (-
(exT, 3aKITIOUaBIINIICS B YMEHBIIEHUU YaCTOThI 000CT-
pPEeHUIT M CHWKEHUM UX TskecTh. OQHAKO TOCTOBEPHO
6oJiee 3HAYMMBbIE PE3YJIBTaThl ObLIA JOCTUTHYTHI B OC-
HOBHOI rpynre. Tak, B OCHOBHOI TpyIine perpecc dasia
mo mkane EDSS na6monanca B 80% ciydaeB, cTaOUITb-
Hasl KapThHa (OTCYTCTBUE M3MeHeHmit bamna) — B 20%.
Torma kKak B TpyIIie CpaBHEHUsI CHUKEHUE TIoKa3aTess
6b1710 MOCTUTHYTO B 30%, OTCYTCTBUE TMHAMUKYN OTMEYe-
HO — B 60%, a yBenmunueHue nokasareist — B 10% ciaydaeB
(cM. pucyHok). CpenHsis yacToTa 000CTpEeHU Y OOJIbHBIX
OCHOBHOI TPYIIITBI YMEHBIIUIACh YKe yepe3 | rof tede-
Hug ¢ 2,6 1o 1,9, ayepes 3 roma coctaBuia 1,4. Ipu sToM
90% ob6ocTpeHUit OBUTH TOJBKO JIy4eBHIMU (B BUIE TIO-
SIBJICHUSI «HOBBIX» OUYaroB MJW HAKOIUJIEHUsI KOHTpacTa
B «CTapbIX») TIPU OTCYTCTBUY KIMHUIECKUX TTPOSIBJICHUIA.

M [porpeccupoBaHue no EDSS

PerpeccuposaHue no EDSS

M CtabunbHbIM NoKa3aTenb
no EDSS

lpynna cpaBHeHus

Pucynok. JIlnnamuka noka3sares no mkaje EDSS (B 6amiax) yepe3 3 rona Tepanuu B IBYX rpynnax
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V neteit TpyIIBI cpaBHEHUST TaKXKe OTMEYaoch YMEHb-
IIeHWe YaCTOThl 000CTPEHUI, HO TMHAMUKA U3MEHEHUIA
OblJ1a JOCTOBEPHO MeHbIIei. Tak, KOoIu4ecTBO 000CTpe-
HUI y GOJIbHBIX 3TOM TPYIITHl YMEHBIIMIOCH Yepe3 3 roaa
neagenus ¢ 2,5 go 2,0. CpenHuil 1ToKa3aTeb MHBAIUAN-
3aumu o mkane EDSS B ocHoBHOI Tpyrine yepes 1 ron
cocraBui 3,1%1,0, a uepe3 3 roga cuusuicsa no 1,8£0,6,
MpU 3TOM TOJbKO 21% neteit umenu 6ayut Gonbire 3,5.
B rpymnmne cpaBHeHus cpeaHuit 6ayn mo mkane EDSS
Kak yepe3 | rom, Tak u yepe3 3 roma JiedeHUsT ObLT 0O-
Jiee BBICOKWIA, YeM B OCHOBHOW TpyIlne, W COCTaBUJI
4,0£2 mocJe epBoro roga ¢ MoCaeayIOINIM CHIDKEHUEM
1o 3,3%+0,8 uyepe3 3 rona. YMeHbllIeHUE KOJUUECTBA Oua-
TOB Y TIJIOIIAAMW TMOpaXkeHUs 6eJIoro BellecTBa FOJOBHO-
ro mo3ra, mo ganHeIM MPT, yepe3 3 roma HaGmomaaoch
y 76% malieHTOB OCHOBHOI TPYTIIIHI, TOT/Ia KaK B IPYIIIe
cpaBHEeHUS TOJBKO Y 33% (Tabmn. 4).

Bormpockl Tepanum paccestHHOTO CKJIepo3a, 0COOEHHO
y IeTell, OCTalOTCsT KpaiiHe aKTyaJbHBIMM, YTO CBSI3aHO
C OrpaHUYEHHBIM CTIEKTPOM IPEIapaToB, pa3pelleHHBIX
K TPMMEHEHUIO Y TAallMeHTOB /10 18 JieT, a Takke Hepe-
KUMM MTOOOUYHBIMM SIBJIEHUSIMU TIPU MX MCTIOJIb30BAHUM.
IMpenmyiiecTBaMU 3KTPaKOPITOPATBHBIX METOJOB B Tie-
IUaTPUIECKON TPaKTUKE SIBJISIETCS XOpollash TepeHo-
CHMOCTbh, a TaKXKe BO3MOXKHOCTb YMEHBIIEHUSI 00beMa
JIeKapcTBeHHOM Tepanuu. HecelleKTUBHBIE METOIBI 9KC-
TPaKOPITOPaJIbHOM TeMOKOPPEKIINK, KaK M3BECTHO, Ha-
IIJTU IITUPOKOE TIPUMEHEeHeE TIPU pacCesTHHOM CKJlepo3e,
a Takxke APYIUX AEMUEIMHU3UPYIOLINUX 3a00JIeBaHUSIX
HEPBHOW CHUCTEMBI. DT METOIBI TOCTATOYHO JABHO TIPU-
MEHSIOTCs, obecrieunBasi 6osee d(PpheKTUBHOE JIeUeHNe
[17, 18], omHaKoO, B OTJIMYME OT TOJIYCEJEKTUBHBIX Me-

TOIIOB, K KOTOPBIM OTHOCHUTCSI KacKamaHasl Tia3MO(pUIb-
Tpauusi, UMEIOT psii HeAOCTaTKOB. Tak, Tasmacdepes
3a OIHY Tpolenypy obecrieunBaeT B cpenHem 20—30%
3aMeHBl OObeMa LUPKYJIUPYIOLIEH TIa3Mbl, 4TO Tpe-
OyeT mpoBefeHMsT He MeHee 3 mpolleayp depe3 1—3 cyr
3a 1 kypc. [Ipn Mcnoab30BaHUM TIa3MOOOMEHa, TT03BO-
Jigroniero ynansaTh 6onee 50% obbeMa IUPKYITUPYIOIIeit
TJIa3Mbl, TpeOyeTCsl 3aMeHHOe BBeJeHUWe TuTa3Mbl. Bce
3TO CBUAETEILCTBYET O MPEUMYILECTBE KaCKaIHOM TIa3-
MOMUIBTPAlN, TTOCKOJbKY JaHHBI METON TO3BOJISICT
CHU3UTh KOJWYECTBO MPOILEAyp 3a Kypc, CJieJ0BaTeb-
HO, ¥ TIPOAOJKUTELHOCTh TIPeObIBAHUST B CTAllMOHApE,
a Takke WCKJIIOUUTh PUCKU remoTpaHchysuit. Cremnyet
TaKXe OTMETUTh, YTO IKCTPAKOPIIOPATbHBIE METOIBI TPa-
JUIIMOHHO Ha3HAvaloTcd I KYMUpPOBaHMS 00OCTpe-
HUI pacCesTHHOTO CKJIepo3a W paHee He MCIOJIb30BAINCh
JUTSE X TIPO(UITAKTUKU.

B HacrosieM WccliemoBaHMM KacKamHasl TUTa3Mo-
¢uasTpanys OblIa TpUMEHEeHa He TOJIBKO ST JICUeHUST
000CTpeHNIT pacCesTHHOTo CKJIepo3a, HO U B KadyecTBe
MPOTUBOPELIUANBHON Teparnmuy, TaK KaK Ha3Hayaaach
Kaxnple 6 Mec BHe 3aBUCUMOCTHM OT Pa3BUTHS aTak 00-
ne3Hu. BxioueHue B sedeOHbI komruiekc BBUT
G obecreynyio BOCTIOJHEHUE TTyJla UMMYHOTJIO0YTMHOB
B CHIBOPOTKE KPOBU TALIMEHTOB, MOCKOJIBKY OHU yIaJIsi-
JIUCh TPU TPOBEIEHUN KaCKaIHOU MIa3MOGMUIbTPaLIiN.
CniocobHocTth IgG mpoHMKaTh yepe3 reMarosHiedan-
YecKUil Oapbep, y4acTBOBAaTh B MHTpaTeKalbHOM BOC-
MaJleHW Y PEeMUETMHU3AINN, TIOAABISATh TPOIYKIINIO
ayTOAHTUTEN OOBSICHSET HEOOXOIMMOCTb BKIIOUYEHMUS
JAHHOTO TIperapara B KOMITJIEKCHYIO Teparuio paccesiH-
HOTO cKJiepo3a y aereit [19, 20].

Tabauya 3. JIlnnamuka yactotsl (%) BbisiBJIeHUs repriecBUPycoB 1—6-ro THna B KPOBHU U epedpocnuHaibHoil kuakoctu (IICXK)
meTtonoM I[P u ummyHnonuroxumum Ha (hoHe Tepanuu B OCHOBHO¥ rpynie v rpyinine CpaBHeHHUs

o neuyeHust Yepes 1 rog nocine neuyeHus  Yepes 3 rozga moce JeueHUst
Tpynma
KPOBb HCXK KPOBb HCXK KPOBb LICXK
OcHoBHas (n=30) 70 46,6 16,7* 6,7*" 3,3* 0*=
CpasHenus (n=10) 50 40 20 207 20

Ilpumeuanue. *— nOCTOBEPHbBIE pa3Indust Mexay rpymnmnamu, p<0,05;
“ — IOCTOBEpHBIE PAa3IM4Ms 10 U Tocsie tedeHus, p<0,05.

Tabauya 4. Tnnamnka MP-narrepHoB (%) y AeTeii OCHOBHOIi rpynmna v rpynmnsl cpaBHeHus Ha ¢oHe Tepanuu

UYepe3s | ron neyeHust

Yepe3s 2 rona JieueHUs1 Yepe3s 3 rozna JieueHUs1

Mapamerper MPT OCHOBHAs rpyrmnmna OCHOBHas rpymnmna OCHOBHas rpymnmna
rpyrma CpaBHEHMSI rpymmna CpaBHEHMSI rpymmna CpaBHEHUSI

VYMeHblIIeHUE 00IIEro KOJIMIecTBa 04aroB
B s FLAI 50 20 60 20 76 30
VBemmueHre 00IIero KOJIMIecTBa 04aroB
s FILALL 26 20 20 30 9,5 20
MPT 6e3 nuHaMUKHU IO KOJIMYECTBY 04aroB 15 60 22 50 14,5 50
Hapactanue arpocduu (pacimpeHue xemy- 50 60 26.6 50 0 20
JIOYKOBOW CUCTEMBbI) ?
TTosiBIeHrEe HOBBIX OYaroB 93 100 89 90 63 90
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YacToTa M CIEKTp BUPYCOB reprieca, KOTOPbIE BbI-
SIBJIITTUCH B CBIBOPOTKE KPOBM M/WJIU LIepeOpPOCTTMHAIb-
HOM XKMIKOCTH, OTIPEACTIMIIA HEOOXOIMMOCTh BBEICHUST
B Tepanuio mnpenapara (HamMIMKIOBUDP, OKa3blBAIOIIETO
MpsIMOe TIPOTUBOBUPYCHOE JECTBUE HA BUPYCHI CeMeli-
crBa Herpesviridae. Takke mist ycusieHUsT aHTUMHDEK-
IIMOHHOM MPOTUBOBUPYCHOM KOMITETEHTHOCTHU, PETYJIsI-
IIMM UMMYHHOTO OTBETa B KypC JIe4YeHUsI ObUT BKITIOUEH
YeJIOBEYECKU PEKOMOWHAHTHBIN MHTep(MEpPOH  allb-
da-2b (BudepoH), a Takke peKOMOMHAHTHBIA WMHTEP-
JIENKNH-2 — POHKOJIEKWH, ITO3BOJIIIONIe Oosee 3¢h-
(beKTUBHO GOPOTHCS C XPOHUYECKON TepIeCBUPYCHOM
MHOEKIMER, yBeIMYMBasi BO3MOXKHOCTb DpaavKaiuu
BupycoB. MHTepdepoHbl aibda SIBASIOTCS BaKHEHIIN-
MK (aKTopaMU BpOXICHHOTO WMMYHUTETa, OOJamga-
10T HE TOJBKO MMMYHOPETYISITOPHBIMU, HO U Hanbosee
BbIpa’K€HHBIM U 10 CPAaBHEHMIO C IPYTUMU MHTepdhepo-
HaMU TIPOTMBOBUPYCHBIM M cBoiicTBamu [21]. Crioco6-
HocTh MJI-2 obecrreunBath HOpMaJabHOE COOTHOIIEHUE
Th1 u Th2, nonasnste npoaykuuto WMJI-17, urparoiero,
10 JAaHHBIM JINTEPATyphl, HETATUBHYIO POJIb B TTaTOTeHE3e
paccesiHHOTO CKJIepo3a, MO3BOJIUIO TEOPETUUECKU 000C-
HOBaTh BKJIIOUEHME JAHHOTO Tperapara B TepaneBThUe-
CKMI KOMIUIEKC y JIeTeil ¢ JaHHbIM 3abojeBaHueM [22,
23]. HemanoBaxxHOe 3HaUEHME TaKXKe UMEJT TTOJIOXKUTEb-
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Cungpom Aiikapau—IyThepec y nereii ¢ namonaTudecKoi snuiencuei

H.O. bpioxanosa, C.C. XKuauna, C.0. Aiisazsan, T.B. Ananvesa, M.C. benenuxun, T.B. Koxcanosa,
T.U. Mewepsxosa, P.A. Sunuenko, [I.P. Mymosun|, H.H. 3aéadenko

BOY BMO «Poccuiickunin HaumoHanbHbI MeanUMHCKNA yHuBepcuteT M. H.W. NMuporosa» Munagpasa PP, Mocksa; Hayy-
HO-NPaKTUYECKNIA LEHTP MEANLMHCKOM NOMOLLM AETAM C MOPOKaMM PasBUTUS YEPENHO-NLEBON 061aCTVN U BPOXKAEHHbLIMU
3a60neBaHMAMU HEPBHOM cUCTeEMBbI [lenapTameHTa 3apaBooxpaHeHus . Mockebl; PIrBHY Meaunko-reHeTnyeckumii Hay4Hbli
LeHTp, Mocksa

Aicardi—Goutieres syndrome in children with idiopathic epilepsy

N.O. Bryukhanova, S.S. Zhilina, S.0. Aivazyan, T.V. Ananieva, M.S. Belenikin, T.V. Kozhanova,
T.1. Meshcheryakova, R.A. Zinchenko, N.N. Zavadenko

N.I. Pirogov Russian National Research Medical University, Ministry of Health of the Russian Federation, Moscow; Scientific
and Practical Center of Medical Care for Children with Craniofacial and Congenital Nervous System Anomalies, Moscow
Healthcare Department, Moscow; Research Centre for Medical Genetics, Moscow

IIpuBoauTcs onucaHue 9 KIMHUYECKUX cliyyaeB cuHapoMa Aiikapmu—IyTeepec y nereii, nocrymusmmx B cranuonap HIILL Me-
JMIMHCKOli OMOIIY AeTAM ¢ MyIsTH(OKAIBHON SNUIencueii, pe3uCTeHTHbIM TeyeHueM. B xoae 00cie10BaHUs THATHOCTHPOBAHBI
SMUJIENCHs], OTCTABAHKE B MICMXOMOTOPHOM Pa3BUTHH, Perpecc paHee NMPpUOOPeTEHHbIX HABbIKOB. [Ipu nMpoBeeHUH TApreTHOro K-
30MHOT0 CEKBEHHPOBAHMSI Y OJJHOTO pe0eHKa BbisiBieHa MyTaius B rene RNASEH2B, 0TBeTCTBEHHOM 32 Pa3BUTHE JAAHHOTO 3200-
nesanus. Cunnpom Aiikapan—IlyTbepec npeacTasisieT co00ii nporpeccHpyionryio duuedanonaTuio ¢ 1e010TOM B PaHHEM J€TCKOM
BO3pacTe, Kaubnu(pukanueidn 06a3ajJbHBIX TAaHIIHEB, JeiKomucTpodueil, TMM(ONNUTO30M U MOBbIIEHNEM YPOBHS MHTepP(depoHA-U
B CIIMHHOMO3T'0BOIi JKUIKOCTH NMPH OTCYTCTBUM JAHHBIX O TedeHUH BUPycHOi nHdekuun. CodyeTanue JeiikoaHuedaaonaTuu He UH-
(exkumonnoi mpuponsl, ¢ MyJIsTH(HOKAIBLHON IMUIIENCHell y NAIUEHTOB B PAHHEM JETCKOM BO3pPAcTe 3aCTABJSIET NMPeaNoJI0XKUTh
HACJIeICTBEHHBII XapakTep 3a001eBaHus.

Karouesvte caosa: oemu, cundpom Aiikapou—Iymeepec, mynbmugokanvhas 3nuiencus, Karbyu@ukayus 6a3a1bHbIX eaHeAUes, 2eHbl
RNASEHZ2A, RNASEH2B, mapeemnoe cekgenuposarue.

This article describes 9 clinical cases of Aicardi—Goutiéres syndrome (AGS) in children admitted to the hospital of the Scientific and
Practical Center of Medical Care for Children with Resistant Multifocal Epilepsy. Epilepsy, psychomotor retardation, and a loss
of previously acquired skills were diagnosed during the investigation. Targeted exome sequencing in one child revealed a mutation in
the RNASEH2B gene responsible for the development of this disease. AGS is an early-onset progressive encephalopathy with basal
ganglia calcification, leukodystrophy, lymphocytosis, elevated interferon-alfa levels in the cerebrospinal fluid, and no evidence of viral
infection. Noninfectious leukoencephalopathy concurrent with multifocal epilepsy in early childhood suggest that the syndrome is an
inherited disease.

Keywords: children, Aicardi—Goutieres syndrome, multifocal epilepsy, basal ganglia calcification, RNASEH2A and RNASEH2B genes,
targeted sequencing.

BHpaKTI/IKC Bpaya ocoboe MeCTO 3aHMMAIOT Malu-
€HTBI MEPBBIX JET XKU3HU C KIMHUYECKUMU CUM-
nTomamu mopaxeHusi LHHC 06e3 sIBHbIX W3MeHeHUI
Ha MarHUTHO-pe3oHaHCHoil Tomorpamme (MPT) ro-
JioBHOTrO Mo3ra. CriekTp Ho3osioruii aist nuddepeHIm-

aJTbHOTO JMAarHo3a O4YeHb IMUPOK, OT BHYTPUYTPOOHBIX
WHOEKIUN 1 10 peayailiiinX TeHeTUIeCKH JTeTePMUHU-
poBaHHbIX 3abosneBaHuil. OcoOble TPYIHOCTU BO3HU-
KaloT TPU TOCTAHOBKE TMPaBUJIBLHOTO IHWAarHo3a, Koraa
natojorust LIHC couertaeTcst ¢ mpu3HakaMyu CUCTEMHO-

© Konnektns aBTopos, 2016
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Anpec nas koppecnonaenuun: bpioxaHosa Hatasnbst OneroBHa — acrmpaHT Ka-
benpbl HEBPOTIOTUY, HEHPOXUPYPTUN U MEIUIIMTHCKON T€HETUKHU TIeAUaTpUIe-
ckoro (akyssreTa Poccuiickoro HallMOHAIbHOTO MEAMLIMHCKOTO YHUBEPCUTE-
Ta umeHu H.M.TTuporosa

Kununa Csetnana CepreeBHa — K.M.H., IOLIEHT TOM Xe Kadeapbl, Bell. HayuH.
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KoxanoBa TarbsiHa BUKTOpOBHA — K.M.H., BeJ. Hay4H. COTP. TOTO Xe y4pe-
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|MyTOB]/lH [enHanumit POMaHOde — I.M.H., ipod. Toii xe Kadenpsl, I71. HAy4YH.

cotp. HayyHO-npakTHueckoro HeHTpa MeIAMLIMHCKOI TOMOLIH IETSIM
3apaneHko Hukonait Hukonaesuy — 1.M.H., mpod., 3aB. Toii ke Kadenpoii
3uH4yeHKo PeHa AOysibtazoBHa — I.M.H., TIpod. Kadeapbl MOJEKYISIPHON
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KIEHUSI, PYK. JIA00PaTOPUK TeHETUYECKOM STMUAEMUOTIOTUN MeInKo-TeHEeTH-
YeCKOro Hay4YHOro LIeHTpa
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AiiBasstn Cepreii OraHecOBMY — K.M.H., Bpad HEBPOJIOT-3MUJIETITOJIOT, PYK.
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AnanbeBa TaTbsiHa BianuciaBoBHa — Bpau-HEBPOJIOT OTIEICHUS TICUXOHEB-
POJIOTUH TOTO K€ YUPEKICHUSI
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bpioxanosa H.O. u coasm. Cunnpom Aiikapnu—I[yTeepec y IeTeit ¢ MIUOMaTHIeCKOil AMencueit

ro BocmnajeHusi. Yacro 3aboneBaHUE JAMATHOCTUPYETCS
KaK BHYTPUYTPOOHBIE WMJIM TIepWMHATAJbHbIE BUPYCHBIE
nHDeKku. B To Xe BpeMst UMEHHO B TPYIIITe IeTel ¢ To-
JIOOHBIM CUMIITOMOKOMITJIEKCOM, B OTCYTCTBUE NTAHHBIX,
MOATBEPKIAIOIINX BHYTPUYTPOOHYIO MH(MEKIINIO, CIEIy-
€T UCKaTbh BPOKIEHHbIE TeHETUUECKUE CUHAPOMBI, HAUM-
Hasl ¢ YK€ XOPOIIO U3BECTHBIX TeMO(arolnTapHbIX JIMM-
(hoTMCTHOLINTO30B M 3aKaHYMBasi HEIABHO OMUCAHHBIMU
3a0oeBaHUSIMU. B HacToOsIIIEel cTaThe MBI TIpeICTaBIIsIEM
ciyyau cuHapoma Aiikapnu—IyThepec y malmeHToB, Ha-
OJIIOJABIIIINXCS TIO TOBOAY TeHEepaln30BaHHBIX (PopM
SIUJIETICUH.

Cunnpom Alikapau—IyTeepec — mporpeccupyoiast
sHUedanonarys ¢ 1e010TOM B paHHEM JETCKOM BO3pacTe,
KOTOpasl COMPOBOXK/IAETCSI TernaToCTUIEeHOMETaIuei ¢ 1mo-
BBIIIIEHUEM YPOBHSI TpaHCaMWHa3, TPOMOOLIMTOIECHUENH,
Kanmpludukanyein 0a3aJbHBIX TaHTJINEB, JEUKOIVUCTPO-
ueit, TMMOOLUTO30M U TIOBBIIIEHUEM YPOBHSI WHTEP-
(epoHa-o B CMMHHOMO3TOBOM SKUIKOCTU TTPU OTCYTCTBUU
NIAHHBIX O HaaW4yuu BUpycHoil mHpexkumu [1, 2]. CuH-
npoM Alikapan—IyThepec SBISETCS PEIKUM TeHETUIEeCKU
JIeTepPMUHUPOBAaHHBIM 3a00JieBaHreM (B MHpe OIMCAaHO
okojio 400 ciyyaeB), MCTUHHAs PACIPOCTPAaHEHHOCTh
KoToporo ocraeTcst Henm3BecTHOM [3]. Ckopee Bcero, 3TO
CBSI3aHO C HEIOCTAaTOYHOM JMarHOCTMKOM CHUHApOMa,
Tak KakK IO CBOeMY Hadajly M KIMHUYECKOMY TEUECHMIO
OH OYeHb HAIIOMWHAET BHYTPUYTPOOHBIE WH(MEKINN
WJIA HacJIeICTBEHHbIE 00JIE3HN OOMEHa BEIECTB.

B HacTosiiiee Bpemsi K cuHapoMy Alikapan—IyTeepec
OTHECEeHbI paHee 000COOJIEHHbIE HO30J0ornuYecKkue Gop-
Mbl: sHIedpamuT Kpu (OMIM:603896, Leukoencepha-
lopathy with vanishing white matter; VWM) u cunapom
nceBno-TORCH, wmm cungpom bepeiitcepa—Peapmnona
(OMIM: 251290; ORPHA: 1229) [4].

CunnapoM Aiikapnu—IyThepec sBiasieTcsl TeHETUYECKHU
reTepOTreHHBIM U MO JTaHHBIM JIUTEPATYPhl MOXET OBbITh
00YCJIOBJIEH MyTallMsIMU B 7 T€HaX, UTO COOTBETCTBYET 7
reHeTUYecKUM Turam [3]. DTuosorus u MpoleHTHOE CO-
OTHOIIIEHNE N3BECTHBIX TEHOB, aCCOIIMMPOBAHHBIX C TaH-
HBIM CUHIPOMOM, TlOKa3aHbl B Taba. 1. 3abosieBaHue,
Kak TpaBuJI0, HACIEIYeTCsl 0 ayTOCOMHO-PELECCUBHO-
My TUITY, B PEIKUX CIy4asx — IO ayTOCOMHO-TOMUHAHT-
Homy (OMIM: 225750) [3].

B Hacroseit ctathe TpencTaBiIeHbl pe3yJIbTaThl UC-

cJieIOBaHUSI TEHETUYECKUX MPUYMH STMUJICTICUM U paH-
HUX SMWIENTUYECKUX 3HIledatonatuii y neteit ¢ uc-
MOJIb30BAHMEM TapreTHOTO K30MHOTO CEKBEHUPOBAHMSI
TE€HOB, aCCOLIMMPOBAHHBIX C JAHHON MAaTOJIOTHEH.

XapakTepucTuka neten u MeTogbl UccnenoBaHns

B craumonape HayyHo-npakTUyecKoro IieHTpa Me-
JULIMHCKOM ToMOIIM IeTaM JlemapTaMeHTa 31paBooxpa-
HeHusT Topoma MOCKBBI B paMKax HayYHO-WCCIIEIOBa-
TEJTbCKOM paboThl OBUIM 00CemoBaHBI 88 MallEHTOB
C Pa3NIMYHBIMU (HhOPMaMM SMUIIETICUN, SITHIIETITUYECKOM
SHIIehaTONaTUH, 3aJEPXKKOM TICUXOMOTOPHOTO W peue-
BOTO pa3BUTHS. [TaleHThI OB KOHCYJIETUPOBAHBI Bpa-
yoM-TeHeTUKoM. [TpoBeneH reHeaTormuecKuii i CHHIPO-
MOJIOTMYECKHIT aHAJIN3, COCTaB/IeHa KapTa (heHOTHTIA.

B pesynbrate aHanmsa IAaHHBIX JUTEPaTypbl HaAMU
obL1M 1o00paHbl 34 ocHOBHBIX reHa (ARHGEF9, A2BP1,
ARX, CDKL5, CNTNAP2, DLGAP2, FOXGI, GABRG2,
GRIN2A, GRIN2B, MAPK10, MECP2, NRXN1, PCDH 19,
PNKP, RNASEH2A, RNASEH2B, RNASEH2C, SAMHD,
SCNIA, SCNIB, SCN24, SCN9A4, SLC25A22, SLC2A1,
SLC4A10, SLC946, SPTAN1, STXBP1, SYNGAPI, TCF4,
TREXI, UBE3A, ZEB2), mytauiuu B KOTOPBIX HauboJiee
YacTO CBSI3aHBI C Pa3BUTUEM BIUJICTICUU W SITMIICIITHYE-
CKOH sHIIedanonaTuu y aetei. YUuTbiBass KIMHUKO-J1a-
GopaTopHBbIe JaHHbIE, a TAKXKe PaHHUHN IeOI0T pa3BUTHS
SMWJIECTICUU, OOCIIeOBAHHBIM MMallMeHTaM ObLIO PEKO-
MEHIIOBAHO TPOBEJICHWE TApTeTHOTO 3K30MHOTO CEKBE-
HUPOBAaHUSI OTOOPaHHBIX TEHOB.

Brimenenne renomuoit JJHK u3 neiikonuros mepu-
(depudeckoil KPOBU TTPOBOAMIOCH C TIOMOIIBIO POOOTH-
3UPOBAHHOW CUCTEMBI TSI BBIIEJICHUS U OYMCTKHA HYK-
JIEMHOBBIX KMCITOT U3 Pa3TUIHBIX TUTIOB OMOJIOTMYECKOTO
MaTtepuaia ¢ TOMOIIBIO CTEKJISTHHBIX MATHUTHBIX YaCTHII
MagNA Pure LC 2.0 corylacHO TpoTOKOJY MPOU3BOIN-
tenst (Roche). Tlocaenyloiee TapreTHoe 3K30MHOE ce-
KBEeHUpoBaHWe 34 TEHOB METOIOM BBICOKOIPOW3BOMIM-
TEJTBHOTO CEKBEHMPOBAHUS BHITIOJIHEHO Ha aHAJIU3aTope
454 Sequencing GS Junior (Roche) ¢ ucnonb3zoBaHueM
OJIMTOHYKJIEOTUAHBIX 30HIOB NimbleGen. Bce srtambl
MPOOOITOATOTOBKY M CEKBEHUPOBAHMS OBLIN MPOBEACHBI
B COOTBETCTBUHU C MPOTOKOJIAMU TTPOU3BOIUTENSI 000PY-
noBaHus u peareHToB (Roche) [5].

Jlnst aHaiM3a BBISIBIEHHBIX B X0Je pabOThI M3MeHe-

Tabauya 1. Tenwl, acconumpoBanHblie ¢ cuHApoMoM Aiikapnu—IyTeepec [3]

Yactora BCTPEYAEMOCTU MyTallMii TEHOB,

Tun Ne mo OMIM Ten Jlokanu3zarus e
AGSI 225750 TREXI 3p21.31 21,8
AGS2 610181 RNASEH2B 13q14.3 38,2
AGS3 610329 RNASEH2C 11ql3.1 13,9
AGS4 610333 RNASEH2A 19p13.2 6,2
AGS5 612952 SAMHD1 20q11.23 12,5
AGS6 615010 ADAR 1921.3 7,4
AGS7 606951 IFIH1 2q24.2 Her manHbIX
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HWII HYKJICOTUIHOU TOCIeNOBATEIbHOCTH B TeHAX HC-
MOJIb30BATUCH JOCTYIHbIE 0a3bl NaHHbIX: OMIM (Online
Mendelian Inheritance in Man), GeneReviews (NCBI),
HGMD (The Human Gene Mutation Database), LOVD
(Leiden Open Variation Database), ClinVar (NCBI),
ExAC Browser (Exome Aggregation Consortium). C 1e-
JIBIO TIpeJICKa3aHUsI KOHCePBATUBHOCTU W CTETICHU Tia-
TOTEHHOCTH, YTOYHEHUS KIMHWYECKOTO 3HAUYCHUS BCEX
BBISIBJICHHBIX BapMAaHTOB B Te€HAX WCIOJb30BAINCH CTIC-
nuaausMpoBaHHble nHTepHeT-pecypchl: SIFT (Predict
effects of nonsynonmous/missense variants) u PolyPhen-2
(prediction of functional effects of human nsSNPs).

Jlannas pabota Obljla omoOpeHa JOKaJdbHBIM 3THYE-
ckum komutetom 'BOY BITO PHUMY um. H.W. [Tupo-
rosa. PonuTenu manueHTOB, MPUHSBIINX YIacTUE B HC-
CJIeIOBaHNM, ObUTM WHMOPMUPOBAHBI O TIENISIX, METOIAX
1 CpOKax MCCIICTOBaHUS, a TAKXKEe O BO3MOXKHOM ITy0JH-
KAy TIOTYYeHHBIX Pe3YJIBTaTOB.

PesynbTaThbl M 06CyXaeHne

IMpoBeaeHO KIWHUKO-TEHETHUECKOe OOCIea0BaHNe
88 manmeHTOB ¢ KIMHWYECKHM Ppa3IMYHBIMU (hopMamMu
SMWJIETICUU, COYETAIONIMMUCS C SMUJIETITUIECKON DH-
nedayonaTieil n 3aaepXKKoil TICUXOMOTOPHOTO U peve-
Boro pa3sutvs. Ha ocHOBaHWM NAHHBIX KIMHUYECKOTO
ocMoTpa U auddepeHInaTbHON TUarHOCTUKK y 9 ma-
IIMEHTOB TTOCTAaBJIEH TPeIBAPUTEIbHBIN TUArHO3 CHH-
npoma Aiikapau—IyTeepec. JduddepeHimanbHblii qua-
THO3 TIPOBEIEH MEXIY MOCIEICTBUSIMU TIePeHECEHHOTO
BUPYCHOTO WJIY ayTOMMMYHHOTO 3HIIe(hainuTa U HEWpo-
JIleTeHepaTUBHBIMU  3a00JIEBAHUSMU, TTPOTEKAIOIINMU
C SMUJIENTUIECKUMU TpUTIagKaMU, B TOM YUCJIE MUTO-
XOHIPHUATBHBIMU  3a00JIeBaHUSIMU, METaOOJIMUECKUMM
SHIeDATONATUAMU, COMPOBOXIAIOIINMUCS Pa3BUTHEM
KalTbIIM(PUKATOB B 0a3alibHBIX TaHTJIUSIX, HEIOCTaTOY-
HOCTBIO OMOTMHUAA3HI, 3-TUAPOKCUN3OMACIISTHON ally-
ypueit, cuHapomoM Hoyeraal—Hreidarsson (OMIM:
305000, BpoXAEHHBIN OUCKepaTo3), LepeOpOoCITMHalb-
HOI MUKPOAHTHOIAaTHEN ¢ Kaabl(pUKaTaMU U KUCTAMH.
KnuHnueckue CMMIITOMBI Y 00C/IeIOBAHHBIX MAallMEHTOB
MpecTaBIeHbI B Ta0JI. 2.

VYV 8 manumeHTOB MpM TIPOBEAECHUN MOJIEKYJISIPHO-Te-
HETUYECKOTO aHaJM3a BBISIBIEHB HYKJICOTUIHBIE 3a-
MeHbl B TeHax RNASEH2B w RNASEH2A (tabna. 3).
B pesynbrate TapreTHOro 3K30MHOTO CEKBEHUPOBAHMS
B reHe RNASEH2A y 5 nmauueHTOB oOHapyXeHa 3amMeHa
c.605T>C; p. Leu202Ser (rs7247284) u y 1 6ompbHOTO —
c.615T>A; p.Asp205Glu (rs62619782). BuisiBieHHBIE Ba-
PUAHTHI ONTMCAHBI B JOCTYITHBIX 0a3aX JaHHBIX U JTUTEpaTy-
pe, TIPEICTaBISIOT COOOI HEIMaTOreHHbIE TTOIMMOP(GU3MBI
[8]. ITpn anamm3e HaliIeHHBIX 3aMe€H C MCITOJIb30BaHUEM
MporpaMM TIpeAcKa3aHusT KOHCEPBATUBHOCTU U TTATOTeH-
Hoctu (SIFT u PolyPhen?2) rs7247284 u rs62619782 6bimn
OlICHEHBI KaK J0OpOKaueCTBEHHBIE, He OKa3bIBAIOIINE TTO-
BpEXAAIOIIEro ACWCTBUSI.

B rene RNASEH2B y 2 mnaiueHTOB ObLia oOIlpene-
JleHa HykJieoTunHasi 3ameHa (¢.859G>T, p.Ala287Ser,

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

1rs144408326), TakKe onmucaHHasi B TOCTYITHBIX 0a3ax JaH-
HBIX Y JIUTEPATYpe U MPEACTABISIONIast cOO0 HEUTpasb-
HbBIN TouMopdusM. BapuaHT rs144408326 ObLT olieHEH
Kak noopokavectBeHHbIi corniacHo SIFT u PolyPhen?2.

IMpuHuMas BO BHUMaHKe, YTO y 6 MalMeHTOB ¢ e-
HOTUTIMYECKUMH TIPOSIBJICHUSIMUA CUHApOMa AMKapau—
[yThepec MaTOreHHBIX MyTallMii B MCCJETOBAHHBIX T€HAaX
(RNASEH2B v RNASEH?2A) naiineHo He ObU1O, HEOOXO-
JIUMO TIPOJOJIKUTH TeHETUUECKUI aHaJTN3 C 1IeJIbI0 TTIOMCKa
MOJIEKYJISIpHBIX Je(EKTOB B IPYTMX TeHax, acCOLMUPO-
BaHHBIX C Pa3BUTUEM 3TOTO CUHIpPOMA.

V marueHTKN 16 JIeT BBISIBIIEHa BEPOSITHO IMAaTOTEH-
Has (likely pathogenic) myraumst' B reHe RNASEH2B
(c.412C>T, p.Leul38Phe, rs78705382) ¢ moBpexnato-
mmm 3¢ dektom cornacHo SIFT u PolyPhen2 u onucan-
Hasl B JOCTYITHBIX 0a3ax TaHHBIX U JUTepaType Kak OJUH
U3 MOJIEKYJIIPHBIX Je(EeKTOB, TPUBOISIINN K pa3BUTHIO
cuHapoma Arikapau—IyTeepec [8].

Y 1 OGoapHOoro mytauuii B 34 reHax OOHapyXeHO
He ObUTO. YUMTHIBasI KJIMHUYECKYIO KapTUHY 3a0oJjieBa-
HUSI, POOUTENISIM pedeHKa PEKOMEHIIOBAHO MPOBEICHNE
XPOMOCOMHOI'O MUKPOMAaTPUYHOTO aHan3a ISl UCKITIO-
YEHMST XPOMOCOMHBIX adeppallnii, a Takxke CEKBEHUPOBa-
Hue reHa ADAR, Tak KakK OH He BXOIWJI B TPYIITY T€HOB,
HCClelyeMbIX B paMKax JaHHOTO HAyYHOTO TTPOeKTa.

ITenst TREX1, RNASEH2A-B-C xXomupyloT HyKJjea-
3bI — (PepPMEHTBI, KOTOPbIE YYAaCTBYIOT B pa3pylIeHUU
mosekyn JTHK w PHK [6, 7]. TREXI xomupyeT dep-
MeHT, yyacTBywommii B paspymenun JHK, B To Bpewms
KakK RNASEH2A-B-C — Tpu OTHeNbHBIX OejiKa, KOTOphIe
(YHKIIMOHUPYIOT KaK eIWHBIN (PepMEHTHBIN KOMITIEKC
non HazBaHueM RNASEH2, yuactBytomuii B paspyiie-
Hun PHK [7]. MyTauuu B 3TUX reHax NpuBOIST K Hapy-
IIEHWIO CUHTe3a YKa3aHHBIX (DEepPMEHTOB, pe3yJbTaTOM
Yero SIBJISIETCS CHUKEHUE WU TIOJTHOE OTCYTCTBUE HYK-
JIea3HOW aKTMUBHOCTU. DTO B CBOIO Ouepedb MPUBOAUT
K HakoruteHuio ceodoaHbix JJHK n PHK B kierkax [6],
YTO BOCIIPUHUMAETCS KaK «BUPYCHasl Harpy3Ka» U aKTH-
BUpPYET UMMYHHYIO CHCTEMY, MOBBIIIEHHYIO BBIPAOOTKY
nHTepdepoHa-a u paszsutue BocnaneHus B LIHC, koxe,
JIpyrux opraHax u cuctemax [8—10].

B martorenese 3aboneBaHusS MHTEPPEPOHY-0. OTBO-
nutcsl Benyias poiab [8]. M3BecTHO, YTO acTPOLUTHI
SIBJISIFOTCSI  UCTOYHUKOM MHTepdepoHa-a, AeWCTBUE
KOTOPOTO CBSI3aHO C COCYIMCTBIMU HW3MEHEHUSIMU
(MukpouHdapKkTaMi B HEOKOPTEKCE M B KOpE MO3-
J)Ke4Ka B pe3yJibTaTe MUKPOAHTHOTATUM), KalblIHdU-
Kauueir (0a3albHBIX TAHTJIWEB W TEPUBACKYJISIPHOTO
MPOCTPAHCTBA MEJKUX COCYAOB), JeliKoaucTpoduei
(muddy3HON HEOTHOPOIHOM NeMUETMHU3AIUU C acT-
POLIMTO30M), KOTOpHIE OBIIM BBISIBIECHBI Y TAIIMEHTOB
Mpy MpoBeleHUM HelipoBusyanuszauuu [9]. B ocHoBe
BBIIIEOTTMCAHHBIX TTOBPEXICHUN JIEXKUT TUMPOLIUTAP-

' TepmuH «BeposiTHO naroreHHas» (likely pathogenic) npuHsT B Me-
SKIIYHAPOMHBIX 0a3ax MaHHBIX [JIs1 0003HAUYEHUST MYTAlIiA, KITMHUYe-
cKasi 3HaUMMOCTb KOTOPBIX HE OMKcaHa WM ONucaHa y HeOOJIbILOro
YyyCIla MalKueHTOB.
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bpioxanosa H.O. u coasm. Cunnpom Aiikapnu—I[yTeepec y IeTeit ¢ MIUOMaTHIeCKOil AMencueit

HBII BaCKYJUT ¢ GUOPUHOUIHBIM HEKPO30OM U MUKPO-
TpoM0OOOOpa3oBaHNEM. YpOBeHb HHTEep(PepoHa-o B JIU-
KBOpe, OyIydr 3HAYUTETbHO MOBBIIIEHHBIM B Jc0IOTE,
B TIpollecce DBOJIOUMU U CTAOMIM3ALUK 3a00JIeBaHUS
MOXET HOPMaJIM30BaThCSI.

CoracHO JaHHBIM JIMTEpATypbl TMpPHU Ha3HAYeHUU
nHTepdepoHa-a TSI JIeYEHWS] BUPYCHBIX TeNaTUTOB

WA 37I0KaYeCTBEHHBIX HOBOOOPA30BaHWI pa3BUBAETCS
TPUIITIONOMOOHBII CUHIPOM, COMPOBOXIAIOIIUIACS -
XOpaIKoil W BAaCKYJIUTHBIMU TMOpaXXeHUSMU, CXOXUMU
C TaKOBBIMM Mpu cuHiapome Aiikapau—IyTeepec. [Taum-
EHTBI B TAKMX CIIydassXuMeloT GoJiee BBICOKUI PUCK pa3-
BUTHUSI ayTOMMMYHHBIX 3a00JI€BaHUI, B TOM YHCJIE CHU-
CTeMHOW KpacHOM BojyaHku [11].

Tabauya 2. KnuHn4eckue CUMIITOMBI Yy 00C/IeJ0BAHHBIX NAIMEHTOB

[MpusHaku Yuco maiueHToB
PanHee Havasio sHIIehaTonaTUX C CyI0pOraMu, TEHIEHIMEN K MUKpoLie(hainuu, CIacCTUKON 1 3a- 9
JIEPKKOU TICUXOMOTOPHOTO Pa3BUTHST
JnutenpHast Tuxopajaka 0e3 uneHTuduKanu nHGEKIIMOHHOTO areHTa 9
AKpOIepMAaTUT, TUIIO- VIV TUIIEPIIUTMEHTALMS JIULA, ThLIbHON MOBEPXHOCTU PYK U HOT 2

(BcTpevarolecs yaiie mpu Mytauu B rene ADAR)

KanbiuHatel, Jieiikonuctpodusi, arpodusi Mo3ra

M3meHenust B TMKBOpe: TUM(OLIUTO3, TOBBIICHIE HHTep(epoHa-o 6e3 OATBepKACHHS HHPEKIIHOHHO-

o Iponecca

9

2 (y 7 HET mTaHHBIX)

Tabauya 3. TlanpenTsl ¢ BbIsIBJAeHHbIMU BapuanTtamu B reHax RNASEH2A w RNASEH2B

No Bospact
- HateHTA Ten OOHapyXeHHbIE 3aMEeHbBI KnuHnyeckue nposiBieHus
RNASEH2A  chr19:12921186 (1s7247284) Cynoporu B 1-e cyTku xu3nu, uuto3 B CM2K 70/3,
1 2 mec c. 605T>C, p. Leu202Ser CHacTUYECKUI TeTpamnapes, IceBao0yab0apHbIil
’ CUHIPOM, 9KCTPATMPAMUIHBIN CUHIPOM, Tpy0ast
3a7epkKa ICUXOMOTOPHOTO Pa3BUTHS
RNASEH2A  chr19:12921186 (1s7247284) ONUIeNTUIeCKre TIPUCTYIIBI C 3-X CYTOK XKU3HU.
2. 3 Mec c. 605T>C, p. Leu202Ser IIuto3 B CM2K. Mukpouedanusi. 3agepxKa IMcuxo-
MOTOPHOTO Pa3BUTHS
RNASEH2A  chr19:12921196 (rs62619782) Dnuiencus cuMIromatTuueckas hokajibHasi, BU-
c. 615T>A, p. Asp205Glu COYHO-10JieBas. [1epBbIit SNMUICITUISCKUIA TTPUCTYIT
3. 4 roma 10 mec B 1,5 roga. Peun HeT, ctepeorunuu. MMruianTupoBa-
RNASEH2A  chr19:12921186 (1s7247284) HbI c(heHOUTATTbHBIE TIEKTPOIbL
¢. 605T>C, p. Leu202Ser
RNASEH2A  chr19:12921186 (1s7247284) [epBblii sMIeNTAYECKUI IpUCTyII B 4 Tona. [Ipu-
4. 14 net
c. 605T>C, p. Leu202Ser CTYIbI BTOPUYHO-TeHEePAIM30BaHHbIE
RNASEH2A  chr19:12921186 (1s7247284) OnuientTuieckre MPUCTYIbl MOSIBUIUCH B 8 MecC
c. 605T>C, p. Leu202Ser >KU3HU TOCJIe MePEHECEHHOU BUPYCHOU MHMEKIIUH.
5. 1 ron 7mec Makponedanus, nuddy3Has MbIIIIeUHAS TUTIOTOHMS,
MaToJOTUYECKUEe CUHKUHE3UU, MUOKJIOHUH, OTCYT-
CTBUE peaKkiM Ha OKpYyXalolee, acTa3usi—adas3ust
RNASEH2B  chr13:51530530 (rs144408326) J1eOrT MPUCTYIIOB B Bo3pacTe 2 Mec 28 IHel Ha (hoHe
6. 3 roma6 mec ¢. 859G>T, p.Ala287Ser UIEePTEPMUM, MH(GAHTUIbHBIE CIIa3Mbl. AKpOIEpMa-
TUT
RNASEH2B  chrl13:51509111 (rs78705382) OnuienTuYecKue MpUCTyIbl ¢ 5 Mec ku3Hu. [pydas
7 16 et c.412C>T, p. Leul38Phe 3a/Iep>KKa MCUX0-UHTEJJIEKTYaJTbHOTO U peYeBOro
’ pasButhsi. MUKPOKPaHWST, KOHTPAKTYPHI KPYITHBIX
U MEJIKUX CyCTaBOB, TeTpamnapes3, CTepeoTUINI
8 1 mec RNASEH2B  chr13:51530530 (rs144408326) Cymoporu co 2-X CyTOK >KM3HH, KOHbIOTallMOHHAs
’ c. 859G>T, p. Ala287Ser KeJITyxa
Dnuiencus cuMIromaTuueckasi, oxkaibHas. Mu-
Kpotedanus, CTacTUYeCKUi TeTpanapes, 3aaepkka
. " (13UYECKOro U MCUXOMOTOPHOTO Pa3BUTHSL. AK-
9. 3 mec He naiineno He HaiineHo

ponepMatut. KT: mepuBeHTpUKYISIPHO B 001aCTU
OOKOBBIX JKEJTyJOYKOB 1 MEKIIOJTYIIIAPHON TIETH
MHOKECTBEHHbIE pa3HOKaIUOEepHbIe METPU(PUKATHI

Tpumeuarue. CM2XK — CIMHHOMO3r0Bast XUJIKOCTh
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Ponb rena SAMHDI, xomupywoiiero SAM-noMmeH
Oenka, (PYHKIMOHUPYIOIIETO KaK Ae30KCUHYKICOTUI-
tpudocharrpudocdoruaponasa, B reHe3e 3a00IeBaHNUS
o KoHIIa He sicHa [12]. OmHaKo ecTh MpearoaoXeHue,
YTO OH MMeEET BaKHOEe 3HaueHUe B (PYHKIIMOHUPOBAHUM
MMMYHHOM CHCTEMBI, a €T0 MyTaIusI MPUBOIUT K aKTH-
Baluu mpoiieccoB BocnasieHust B LIHC.

Ten ADAR xonupyeT (hepMeHT, HEOOXOAUMBIH IJIST «pe-
JAKTUPOBAHUS» PHK-mMonekynsipHo-61010rnueckoro
rpoiriecca, TP KOTOPOM HMH(OpMAaIIYsl, COomepKaIiasicst
B Monekyjae PHK, uamensiercss myreM XMmMuueckoilt Mo-
MUK OCHOBaHWI, HAITpUMep, Ae3aMUHUPOBAHUEM
LIUTUAWHA B YPUAWH U alcHO3UHA B MUHO3MH [13].

HecMmoTpst Ha reHEeTUYeCKYyI0 TeTepOTeHHOCTh, KITU-
HUYeCcKas KapThHa cuHapoMa Alikapnu—IyThepec B 1ie-
oM omHoturnHa. DopMbI ¢ HayajoM B HeOHaTaJIbHOM
reprosie UMEIOT OoJiee TsKesloe KIMHUYECKOe TeUeHUe
U CBSI3aHBI C BBICOKOM CMEPTHOCTBIO — 110 34% 060Jb-
HBIX Ha TIEPBOM Toay Xu3HU [8]. DopMbI ¢ 1e6I0TOM TT0-
cJie TIEPBBIX MeECSIIeB XXU3HU pebeHKa acCOLMUPYIOTCS
C TIOBBIIIIEHHOM TTPOIOIKUTETBHOCTBIO XKU3HU OOJIBHBIX
¢ JIYYIIUM WHTEJIEKTYaTbHBIM TIOTEHIIMAJIOM U Oolee
HU3KOM cMmepTHOCThIO (8%) [8, 14, 15]. Takum obpa-
30M, KJIWHUYECKU BBIACISIOT ABE (DOPMBI CHHApOMA —
¢ panHuM (okojio 20% ciydaeB) W TMO3THUM HadayioM,
YTO OTPEILNISIET TSIKECTh HEBPOJIOTMUECKUX HapYIIeHUI
1 COOTBETCTBEHHO 00YCIOBIMBAET TIPOTHO3.

ITo nanHbIM JUTEpaTYpHI, 1/3 CilydyaeB ¢ paHHUM Ha-
qajioM 3a00JIeBaHUS acCOLMUPYETCs ¢ MyTalueil B TeHe
TREXI wn xapakTepu3yeTcsi BBICOKOW JIeTaJIbHOCTBIO
OOJIbHBIX Ha TIEPBOM TOMY XWM3HU. JIeTW pOXIAIOTCS
C HEBPOJOTMYECKON CHUMNTOMATUKOM, YBeIWYeHUEM
MeYeHN U CeJIe3¢HKM, OTMEUaeTCsl TOBBIIIeHE YPOBHS
TpaHCaMMHAa3 B KPOBU U TpoMbo1uToneHus [6]. OueBu-
HO, YTO KJIMHWYECKas CHUMITOMAaTHKa MaJio OTIWYMMa
OT TaKOBOI MPU BHYTPUYTPOOHBIX MHGMEKIUIX, OTHAKO
Jaxke caMoe TIaTeJbHOe oOclieoBaHue HEe TTO3BOJISIET
BBISIBUTH Bo30ynutesb. [1pu mo3nHeit ¢opme 3aboseBa-
HUE pa3BUBAETCS Yepe3 HECKOJBbKO Hele b U MeCsIeB
TTocjie pOKACHUSI 1 HOPMaJIbHOTO Tieproja (hU3NIecKOoro
U TICUXOMOTOPHOTO Pa3BUTHS pebeHKa.

OIHUM 13 OCHOBHBIX CUMIITOMOB 3a00JIeBaHUS SIBJISI-
eTCST SMUJICTICHSI, KOTOpasi pa3BUBAETCS MPUOIN3UTETb-
HO y 75% mammeHToB. [Tpu 3TOM TPUMEPHO B MOJIOBUHE
c/lyyaeB OHa PE3MCTeHTHA K Tepanmuu U y 1/4 OOJIbHBIX
HOCHUT TOHUKO-KJIOHWYECKMiT XapakTtep. Hamuune u Ts-
SKECTh SMUJIETICUN He KOPPEJUPYIOT ¢ JaHHBIMU Hepo-
BU3yanuzauuu [8].

B mepBble OHM TOCTE POXIEHWS y 4YeThIpexX Ha-
OogaeMbIX HaMU TIALIMEHTOB OTMEYajioch BbIpaXKeH-
HOe OeCITOKOWCTBO, CHUXXEHHWE arreTuTa, MpoOJeMbl
MpY BCKapMJIMBaHWU, HapylleHWe CHA; MepuoandecKast
JMxopanka 6e3 BBISIBIEHHOTO WH(EKIIMOHHOTO areHTa,
CYIOpOTH, PE3UCTEHTHBIE K JIEKAPCTBEHHON Teparvm.
VY nereit HaGmomanuch rpyOble HEPBHO-MBbIIIEUHBIE
pacCTpOMCTBa, BKITIOYAIOIINE PUTUIHOCTH 3aTBUIOYHBIX
MBI (CITACTUYECKHE PACCTPOICTBA), M3MEHEHWE TOHY-

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

ca, 0COOEHHO B pyKax (IMCTOHMSI), THITOTOHUSI MBIIIIII.

KpomMe Toro, y malueHTOB BBISIBJIEHBI W JApYyTHe
«HE HEBPOJOTMYeCKre» CHUMNTOMBL. CaMbIM YacTBIM
(B 40% ciy4aeB, MO TaHHBIM JIUTEPATYPhI) SIBJSIETCS TI0-
pakeHre KOXXH C TUITIMYHOM JIOKaIM3alieil B 00J1aCcTH YIII-
HBIX PAaKOBUH U IUCTATBHBIX OTICIOB KOHEUHOCTE! B BUIE
OTeKa, 9PUTEMBI, YTO HATTOMUHAET OOMOPOKEHUE; MOXKET
oTMeuartbes 3y [8, 16] (puc.1). DT cUMIITOMBI 0OYCITOB-
JIEHBI BOCTIAJTUTETHBHBIMU U3MEHEHUSIMY COCYIIOB MEJTKOTO
Kambpa M IMeJIA MECTO Y IBYX HaOJTIOMABIIINXCST TIAINEeH-
TOB. [lepMaTUT MOXET YCWJIMBATBCS TIOI JIECHCTBUEM XO-
sona. MoryT oTMeuaThbcsl TakXke TernaTocrieHOMerausl,
npo0ieMbl CO 3peHHeM (IJ1ayKoma), TYTOINOABUXXHOCTb
CYCTaBOB, TUITOTUPEO3, CaXapHBI IUA0ET, KapIHMOMUO-
matus, Trepudeprudeckas IeMUSTUHUZNPYIOIIas Hepo-
MaTysi, TIOBBILIEHNE YPOBHS TpaHCAMUHA3, TPAH3UTOPHAST
TpoMOOLIMTONeHUs (Yallie B 1e0roTe 3a00JieBaHus ), TeMO-
JINTUYECKAsT aHeMUST, TIOJTUTaMMarI00y THHEMISI.

Ha «uHdeximonHblit» porece olmdoYHO YKa3bIBAIOT
TaKye BHECHUCTEMHBIC TIPOSIBIICHUS, KaK TPOMOOIIMTOITEe-
HMSI, TeMaTOCTUIEHOMETaJIs, TOBBIIIEHE YPOBHS TpaHC-
aMUHa3 W TepruoJndecKass Jimxopanka. JlaHHas KapTuHa
TaKXKe OTMeUaIach y 00CAeJOBAHHbBIX HAMU MAllMEHTOB.

Ha xomnbiotopHoit (KT) u MarHuTHO-pe30HaHCHOI
tomorpammax (MPT) rosoBHoro Mosra BbISIBJISIETCS T1O-
BpexXaeHue Oeoro BellecTBa (JeidKoauMCTpodusi), OT-
JIOXKEeHWEe KaJblivsg. DTU TpyOble M3MEHEHMST TPUBOMIST
K TS3KEJIBIM HEeBPOJIOTMYECKNM paccTpoliicTBam [17, 18].
[Mpu HelipoBU3yann3auu OOHAPYKUBAIOT CJICTYIOIINEC
XapaKTepHbIC U3MCHEHUS:

+ atpodus ToIOBHOTO Mo3Ta (B 94% ciydasix) ¢ TeHICH-
el K MpOrpecCUpOBaHUIO;

* TOpaxkeHWe OeNoro BelleCTBa — THMIOACHCUBHEIC
yuactku Ha KT wWiM TUMepUHTEHCUBHBIM CUTHAI

B T2-B3BenieHHoM pexume MPT mo Ttumy neitko-

IUCTPO(PUM C TIPEUMYIIECTBEHHON JIoKamu3aluen

B TIEPUBEHTPUKY/ISIPHOI OOJIACTH C BO3MOXHON KH-

CTO3HOI TpaHcdopMaIeit B IOOHOI 1 BUCOYHOI 00-

nactsx. Jleitkoguetpodust coxpaHsieTcss B TMHAMUKE,

XOTsI B JIBYX CJIyJasiX COOOINATOCh O YaCTUIHOU pe-

TPECCUU N3MEHEHUIA B OEJIOM BEIIECTBE;

*  KaJblUdUKALK, KaK MpaBUIo, UMeeT TBYCTOPOHHUI

XapakTep U 3aTparMBaeT 0azajabHble FaHTIMH (OJIeTHbII

Puc. 1. IlopaxkeHue KOXH ¢ THIHIHOM JOKAIM3aMei B 001aCTH
JIMCTAJBHBIX OTIEJI0B KOHEYHOCTEil, HANOMUHAIOLIE 00MOPO-
JKeHue.
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map, CKopJyra, XBoCTaToe SIIpO M 4acTo 3y0uaToe SIApo

mo3zxkeuka) [1, 18]. B 50—70% ciyyaeB KaJlbLIMHATHI

0OHapyXMBaIOTCS Takke B OEJIOM BellleCTBe, B YacT-

HOCTU B TIEPUBEHTPUKYISIpHOU o6mactu. OHU MOTYT

OBITH TOUCYHBIMU, 0OJIee KPYITHBIMU, UMETh CIIMBHOM

xapaktep. OmHaKO HEOOXOAMMO OTMETHThb, YTO WX

KOJIMYECTBO HE ONpenessieT TKECTh KIMHUYECKUX

MPOSIBJIEHUH 1 He BIMSIET Ha TTPOrHO3. JIMHaMuKa Mo-

JKET OBITh pa3HOM: KaJIbLIMHATHI MOTYT YBEIMYNBATHCS

WA yMeHbIIaThesl. B nmebrote 3abosieBaHMST BBISIBIISI-

fotcst He Bcerma. [ToaToMy KaablIMOUKALIMIO CTPYKTYP

TOJIOBHOTO MO3Ta He ClieflyeT pacCMaTpuBaTh Kak 00-

JINTaTHBINA KPUTEPUIA IUTSI TOCTAHOBKY IMArHO3a;

* OujaTepaJbHBIA CTPUAPHBIA HEKPO3 ONpPeesIeTCs

y MauueHToB ¢ myTauueit B rene ADAR.

VY HEKOTOpBIX OOJBHBIX ONMKMCaHA TaKXKe aHOMAJTHS
MO30JIMCTOTO Teja (ruroreHe3usi/aTpodus), aTpodusi
CTBOJIa Y MO3KEUKa.

YV 06ciieoBaHHBIX HAMU TTALIMEHTOB OBLTY BHISIBJICHBI
cJIeIyIoIe U3MEHEHMST:

* yYMepeHHOe TOBBbIIIIEHNEe TIJIOTHOCTU B obnactu Oa-

3aJIbHBIX TaHTIUEB (Y 1);

*  MHOXECTBEHHBIC pa3HOKaIUOepHbIe MeTpUMUKaTHI
(puc.2) B 061acTi GOKOBBIX KETYI0YKOB U MEXKITOJTY-
1apHoit menu (y 3);

* YacTUYHas arHe3usl MO30JUCTOTO TeJia, TUITOTeHE3HS
MO3KeuKa, TaXUTUPUST TOOHBIX M0JIel, MHOXKECTBEH-
Hble pa3HOKaIuOepHble TeTpruUuKaThl B OOJBIIUX
MOJIyIIAPUSIX U MOAKOPKOBBIX TaHIUSX (Y 1);

*  muddysHoe nsmeHenue MP-curHana ot 6enoro Be-
1mecTBa, cyoarpodus n aTpodust KOpbl OOIBIINX T10-
nymapuii (y 2).

VY 3 nerteit maTOJOTUM TIPU TIPOBEIEHUU HEPOBU3ya-
JIN3alMK He OOHapyXeHO.

V 2 manmeHTOB MEpBOTO rofa >KWU3HMW ObLT BBISIBIICH
JuMbonnTos (6osee 5 KIeTOK/MM®) U TTIOBBIIIIEHUE YPOB-
Hs1 uHTepdepoHa-o, (6osiee 2 EIl/Mi) B iepedpociMHa b-
HOI KUAKOCTU. BriepBbie 3TOT 1a60OpaTOPHBIN KpUTEPUIA
orucaH P. Lebon, moarBepxxmaercs npyruMu aBTOpamu
W TIpeliaraeTcsl B KadecTBe CHelU(PUIECKOro MapKe-
pa 3aboseBanus [9, 10]. Dt m3MeHeHUs 1IepeOpOCIIN-
HaJIbHOM JKMIKOCTH COOTBETCTBYIOT BOCHAJIUTEIBHOMY
TMOBPEXKIECHUIO TKAaHU MO3Ta. BBIsIBIIIeMble M3MEHEHUS
OoJiee XapakTepHbI JUIsl 1e0roTa 3a00eBaHusI, B MOCe-

Puc. 2. KT u MPT roJioBnoro mo3ra. PazHokamoepHbie MHOKeCTBEHHbIE NETPU(UKATDHI B 00JIACTH OOKOBBIX 2KeJTYI0YKOB U MEXKII0-
JIYIIAPHO 1IeJN Yy JieTell ¢ (peHoTUNnHIeCKUMH NPOosiBjeHnssMu cuHapoma Aiikapau—IyTbepec.

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUY, 2, 2016

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2, 2016




IyIOIIIEM MOXKET OTMedaThcsi HopMmanuzaiusi. Heobxo-

IIMMO OTMETHUTb, YTO 3T J[Ba TTOKa3aTesisl He BCerna yBe-

JIMYUBAIOTCSI OMHOBpeMeHHO. EcTh cool1ieHus1, 4To st

paHHeil cTamuu 3a00JeBaHUsI XapaKTePHBIM SIBJISIETCS

yBeJIMYEHUE YPOBHSI MHTep(epoHa-o Mpu HOPMaJTbHOM

KonuyecTBe IUMGOLMUTOB. B psine ciayyaeB oTmevaeTcst

MOBBIIIEHUE COAePKaHWs OesTKa.

B o6miem aHanmm3e KpOBU MOTYT BBISIBISITBCSI TPOM-
OGoluUTONEeHNsI/aHEMUsI, B TO BpeMsl KaK ITOBBIIIICHUE
YpOBHSI MHTepGhEepoHa-o B KPOBU — MeHee MTOCTOSTHHBIM
Mpu3HaK. 3HaUMMOe TIOBBIIIIEHWE HAOMIoaeTCsl y aeTei
C paHHUM HauyajoM 3a00JieBaHUsI U B MEHBIIIEH cTerne-
HU — TIpU TTO3/1HEM J1e010Te OOJIe3HMU.

HAuarHo3 cunapoma Arikapnu—IyThepec ycraHaBiIu-
BaeTCsl HA OCHOBaHWM COBOKYITHOCTU KITMHUYECKUX CUM-
NMTOMOB, XapakTepHbiX n3MeHeHuit B LIHC (o naHHbIM
MPT u KT), a rakxe B 1ukBope. [eHeTnueckoe monrsep-
KIEHWE TrarHo3a HeoOXOAUMO, B YaCTHOCTH, JISI TIPO-
BeJCHUs TIPeHaTaIbHOW JMArHOCTUKU TIPU TIOCIEyIO-
KX OEPEMEHHOCTSIX.

Takum 00pa3oM, KpUTEpUSIMM OUarHO3a CUHIpOMA
Aiikapau—IyTeepec sBnsitores [1, 2, 9]:

* paHHee HayvaJio 3HIledaloNnaTuu ¢ TICUXOMOTOPHOM
3a/1ep>KKOM, CMACTUKON, 9KCTparmMpaMUJIHbBIMU 3HA-
KaMH, CyIOpOTaMM, TEHISHIIMEN K MUKpoLehaIuu;

* JUIMTeJIbHas TUXopaaka 6e3 uaeHTuduKaunum nHpeK-
LIMOHHBIX areHTOB;

*  aKpOIEepPMAaTUT IO TUITy OOMOPOXKEHUs; TUXPOMATO3
(TUTO- W TUTIEPITUTMEHTALIMS JINIA W THUTBHOM TTO-
BEPXHOCTH PYK U HOT) TIpu MyTaiiuu B reHe ADAR,;

»  kanbumHatel B HHC (6a3anbHble siapa u Gesoe Beule-
CTBO);

e JeiikogucTpodusi;

* 1epeOpanbHas aTpodusi;

* U3MEHEHMS] B JIMKBOpE: JUM@OIIMTO3, MOBbIIIEHUE
YpOBHsI MHTepdepoHa-o. 0e3 TOATBEPXIACHHON WH-
dekuuu;

*  UCKITIOUEHUE BHYTPUYTPOOHBIX MH(PEKIINIA, B YACTHO-
ctu TORCH (Tokcorna3zmos, KpacHyxa, IUTOMEeTaao-
BUpYC, Tepriec).

JunddepeHManbHbIi 1UAaTHO3 TMPOBOIUTCS C BHY-
TPUYTPOOHBIMU  MHMEKIUIMU, MHUTOXOHAPUATBHBIMHA
LIUTOTIATUSIMU,  MeTabOJIMYEeCKUMU  SHIledanonaTus-
MU, COTIPOBOXIAIOIIMMUCS pa3BUTHEM KablIM(PUKATOB
B 06a3aTbHBIX TAHTIIUSX.

Tepanust B HacTosiiiee BpeMsi HOCUT UCKITIOYUTETb-
HO CUMIITOMATUYEeCKMI XapaKTep W BKJIIOYAeT MPOTUBO-
SMUJIETITUYECKUE MpernapaThl, (pru3roTeparuio, JedeHne
COITYTCTBYIOIIMX WHQEKIUi, aneKBaTHOE IO KaJlOpHii-
HOCTM MUTaHUE, SHAOKPUHOJIOTUYECKUI 1 0(hTaTbMOJIO-
TMYECKUIT MOHUTOPUHT, UCKITIOUEHUE TIEPEOXJIAKICHUSI.

TopMoHabHas Tepamust U Tepanusl BHICOKUMU JIO-
3aMU MMMYHOTIJIO0YJIMHA He Moka3aiu cBoeil addek-
TUBHOCTU. OfHAKO OTMEYEHO, YTO Ha (hOHE JIeYeHUs
KOPTUKOCTEPOUJIAMU TIPOUCXOANT CHIUKEHHWE YPOBHSI
nHTepdepoHa-a.

OPUINHAJIbHBIE CTATbU HEBPOJIOInsi

ITporHo3 3aBUCUT OT TSKECTH CUMITOMOB. PaHHMIA
ne0T 3a00ieBaHUsI C TSOKEJIBIMU HEBPOJIOTMYECKUMU
paccTpoiCTBAMU aCCOLMMPYETCS € TIIOXMM TTPOTHO30M
U BBICOKMM PHCKOM CMepPTH OOJIbHOTO Ha TIEPBOM TOIY
xku3HU. [Tpu mozaHeM nebroTe 3a00IeBaHUS I€TU yMUpa-
ot B iepBbie 10 et xu3uu (8%).

3aknovyeHue

Cunapom Atikapau—IyThepec sIBIsieTCS TeHEeTH4Ye-
CKMM JIeTEPMUHUPOBAHHBIM 3a00JIeBAHUEM C TSKEJIOMH
KJIMHUYECKOI KapTUHOM. PeakocTh n HecnieliupuIHOCTh
KJIMHUYECKUX TIPOSIBJICHUI, CXOXEeCTb C JPYrMMM Ha-
CJIE/ICTBEHHBIMM 0OJIE3HSIMM OOMEHa BEIIECTB, a TaKXKe
BHYTPUYTPOOHBIMU MH(PEKUIMSIMU 3HAUUMO 3aTPYIHSIIOT
JIMAaTHOCTUKY.

IlpuBeneHHble HAMU KJIMHUUYECKME OIMMUCAHUS SIB-
JISIIOTCSL SIPKUM TOMY TipuMepoMm. JIumb aautenbHoe
U THIATEJIbHOE HaOIoIeHne 3a peOeHKOM B IMHAMUKE,
pe3yJbTaThl HEMPOBU3yau3alluu U BbIJICJIEHUE HA OC-
HOBAaHUM BTOTO BEIYIIEr0 CTOMKOro KJIMHUYECKOTO
cuMInitoma (CymopoOXHBI CHHIPOM) TO3BOJMJIM HaM
MPEATIONIOXUTh, YTO JaHHas TsKesiass HEeBpPOJoTrhye-
cKasi CMMITITOMaTuKa 00yCJIOBJIeHA TeHETUUECKU JeTep-
MUHUPOBAHHBIM 3a00jieBaHUEM, JlnarHo3 MOXeT ObITh
YCTAHOBJIEH C TTOMOIIIbIO0 COBPEMEHHOT'O MOJIEKYJISIPHO-
TeHETUYECKOTO aHajin3a — 3K30MHOTO CEKBEHUPOBa-
HUSI «[MaHEeJW» T€HOB, aCCOMUPOBAHHBIX C SMUJIETICU-
eit. TeM He MeHee UCIOJIb3YyeMbIii MHCTPYMEHTATbHBIN
METOJ MCCJIEAOBAaHUS MMEET PSS TEeXHOJOTMYECKUX
0COOEHHOCTENW M JUISI KJIMHUYECKOW TOCTOBEPHOCTHU
HalJIeCHHBIX BapuMaHTOB PEKOMEHIYETCsS WX TOATBEp-
KIeHWE C MTOMOIIbIO KaNMJUISIPHOTO CEKBEHUPOBAHMUSI.
HeobOxonuMo OTMETHUTH TakKXe, UTO HEeWpOBU3yalu-
3amMsl J0JDKHA B 00sI3aTeJIbHOM TIOpSIAKE BKJIIOYATh
kak MPT, tak u KT rosnoBHoro mosra ajisi oJy4eHUsI
MoJTHOTO TipeacTaBiieHus 06 usmeHenusx B LIHC. He-
cMoTtpsa Ha To uto JJHK-tmmonTBep:keHme nmarHosa Imo-
JIy4eHO TOJbKO y | mamueHTa, Mbl TpOJI0JIKaeM reHe-
TUYECKWE UCCIea0BaHMsI ISl BepuduKallMM 1uarHosa,
YCTAHOBJIEHHOTO Ha OCHOBaHMHU KJIMHUKO-J1abopaTop-
HBIX JaHHBIX.

He uckioueHo, 4TO CMeKTp reHeTUYeCKUX Hapylle-
HUiT He OyJneT orpaHWyYeH HaWIeHHBIMM 7 TeHaMu, 3TO
JIVIITB Havyajo JIMHHOTO TMYyTU K TTOHMMAaHUIO MaToreHe-
3a 3abosieBaHMsI. Ha ocHOBaHMUW JMaHHBIX JINTEPATYpPHI,
a Takxke TPUBEACHHBIX KIMHUUYECKUX CIy4aeB MOXKHO
clenaTh BBIBOJ, YTO BCEM MallMeHTaM, UMEIOIIUM JIei-
Ko3HI1Ie(aIoNaTuio, He CBSI3aHHYI0 C TeYeHWEeM Helpo-
WHGEKINHU, TOJKHO TTPOBOAUTHCS T€HETUYECKOE UCCIe-
JIOBaHKWE C 1IeJIbIO BBISIBJICHUSI HACJIEACTBEHHBIX (hOpM
3a0osieBaHMsl. COBpeMEHHBIE METONIbI MOJIEKYJISIPHO-TE-
HETMYECKOTO aHaM3a, HauMHasl ¢ y3KuX raHesei, chop-
MUPOBaHHBIX MJII AUArHOCTUKU OTPaHUUYEHHOTIO Kpyra
CUHIPOMOB, M 3aKaH4YMBasl MOJHOIK30MHBIM CEKBEHM-
poBaHMEM, JOJDKHBI TIOJTHOLIEHHO WHTETPUpPOBATHCS
B IMarHOCTUYECKUE aJITOPUTMBI.

POCCUVICKVI BECTHUK MEPUHATOJIOMNMN U MEANATPUY, 2, 2016

74

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2, 2016



bBproxanosa H.O. u coasm. Cunnpom Alikapmi—I[yTbepec y ieTeit ¢ uIMOMaTHIecKoii AMuencueit

JIUTEPATYPA
(REFERENCES)

1.

Goutiéres F., Aicardi J., Barth P. et al. Aicardi-Goutieres syn-
drome: an update and results of interferon-alpha studies. Ann
Neurol 1998; 44: 900—907.

Lanzi G., Fazzi E., D’Arrigo S. Aicardi-Goutieres syndrome:
adescription of 21 new cases and a comparison with the litera-
ture. Europ Paediatr Neurol 2002; 6: 9—22.

OMIM (Online Mendelian Inheritance in Man): http://www.
ncbi.nlm.nih.gov/OMIM.

Crow Y., Black D., Ali M. et al. Cree encephalitis is allelic with
Aicardi-Goutieres syndrome: implications for the pathogen-
esis of disorders of interferon alpha metabolism. Med Genet
2003; 40: 183—187.

benrenukun M.C., XKuauna C.C., Mymoeun I.P. u Oop.
H3ydeHue snuienTUYECKUX SHIEdaTONaTUii BBHICOKO-
MPOU3BOIUTEBHBIM CEKBEHUPOBAHMEM TaHEIU T'eHOB.
Men renetunka 2015; 14: 2: 21-22 (Belenikin M.S., Zhi-
lina S.S., Mutovin G.R. et al. Study of epileptic encepha-
lopathy by high-sequencing of gene panel. Med genetika
2015; 14: 2: 21-22.)

Crow Y., Hayward B., Parmar R. et al. Mutations in the
gene encoding the 3’-5" DNA exonuclease TREX1 cause
Aicardi-Goutieres syndrome at the AGS1 locus. Nat Genet
2006; 38: 917-920.

Crow Y., Leitch A., Hayward B. et al. Mutations in genes
encoding ribonuclease H2 subunits cause Aicardi-Gout-
ieres syndrome and mimic congenital viral brain infection.
Nat Genet 2006; 38: 910—916.

Rice G., Patrick T., Parmar R. et al. Clinical and molecular
phenotype of Aicardi-Goutieres syndrome. Am J Hum Genet
2007; 81: 713—725.

Rice G., Forte G., Szynkiewicz M. et al. Assessment of interfer-
on-related biomarkers in Aicardi-Goutiéres syndrome associ-
ated with mutations in TREX1, RNASEH2A, RNASEH2B,

14.

15.

16.

17.

18.

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUY, 2, 2016
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2, 2016

RNASEH2C, SAMHDI, and ADAR: a case-control study.
Lancet Neurol 2013; 12: 1159—1169.

. Lebon P., Meritet J., Krivine A. et al. Interferon and Aicardi-

Goutieres syndrome. Europ J Paediatr Neurol 2002; 6: 47—53.

. Lee-Kirsch M., Gong M., Chowdhury D. et al. Mutations in the

gene encoding the 3°-5° DNA exonuclease TREX1 are associ-
ated with systemic lupus erythematosus. Nat Genet 2007; 39:
1065—1067.

. Rice G., Bond J., Asipu A. et al. Mutations involved in Aicardi-

Goutieres syndrome implicate SAMHDI1 as regulator of the
innate immune response. Nat Genet 2009; 41: 829—832.

. Rice G., Kasher P., Forte G. et al. Mutations in ADAR1 cause

Aicardi-Goutiéres syndrome associated with a type I interfer-
on signature. Nat Genet 2012; 44: 1243—1248.

Abdel-Salam G., El-Kamah G., Rice G. et al. Chilblains as a di-
agnostic sign of aicardi-gouti¢res syndrome. Neuropediatrics
2010; 41: 18-23.

Dale R., Gornall H., Singh-Grewal D. et al. Familial Aicardi-
Goutieres syndrome due to SAMHD 1 mutations is associated
with chronic arthropathy and contractures. Am J Med Genet
2010; 152: 938—942.

Tolmie J., Shillito P., Hughes-Benzie R. The Aicardi-Goutieres
syndrome (familial, early onset encephalopathy with calcifi-
cations of the basal ganglia and chronic cerebrospinal fluid
lymphocytosis). ] Med Genet 1995; 32: 881—884.

Kumar D., Rittey C., Cameron A. et al. Recognizable inherited
syndrome of progressive central nervous system degeneration
and generalized intracranial calcification with overlapping
phenotype of the syndrome of Aicardi and Goutieres. Am J
Med Genet 1998; 75: 508—515.

Barth P.G. The neuropathology of Aicardi-Goutieres syn-
drome. Eur J Paediatr Neurol 2002; 6: 27—31.

IMoctynuna 21.12.15

75




OPUINHAJIbHBIE CTATbU WH®DEKLINOHHbBIE BOJIESHU

MukpodJiopa KHIIEYHUKA Y JieTell C HEOTIOKHBIMUA COCTOSTHUSAIMH IIPH OCTPBIX KUIIEYHbIX
uHpeKumax

3.M. Kyauesa, A.U. Tacanos, JI.H. Pycmamosa, U.b. Hcpaghunbexosa

AzepbaiiaKaHCKNIA rOCY0AaPCTBEHHBIN MHCTUTYT YCOBEPLLEHCTBOBaHMSA Bpayel nm. A. Anvesa, baky; HaumoHanbHbIN
HNWN meanumHckon npodunaktkn nm. B. AxyHposa, baky, AzepbangxaH

The intestinal microflora in children with emergencies due to acute enteric infections

Z.M. Kulieva, A.1. Gasanov, L.I. Rustamova, I.B. Israfilbekova

A. Aliyev Azerbaijan State Institute for Postgraduate Training of Physicians, Baku, Azerbaijan; V. Akhundov National Research
Institute of Medical Prophylaxis, Baku, Azerbaijan

Leasb ucclienoBaHus — U3YYUTh COCTOSAHIHE MUKPOGIOPHI KUIIEYHHKA Yy IeTeil ¢ HEOTIOKHBIMU COCTOSIHUSIMA NPH KULIEYHBIX UH-
(hexkumsax. Oocaenosansi 147 nanuenToB B Bo3pacte ot 6 Mec 10 14 jiet. Mcnosb30Baiuch KIMHAYECKUIA, KOMPOJOrHYECKHii U 0aK-
TEPHOIOTHYECKHI1 METOIbI HCCJIEIOBAHMIA.

Iloka3ano, 4T0 y AeTeil ¢ HEOTIOKHBIMU COCTOSIHUSIMH, 00YCJIOBICHHBIMA KHIIEYHbIMH MHGEKIMAMH, Peodianan AMcOaKTepuos
111 crenenn. Ipn aHam3e MUKPOOHOTO Neii3aka BbIIEJEHHbIX BO30YAUTE € 0TMEYEHO TOMHUHHUPYIOLIEe 3HAYEHHE POTEEB, 3HAYHN -
TeJIbHDII yIeJbHbIX BEC CHHETHOMHOI MAJI0YKH U MOCTOSIHHO 3HAYMMBIii 30JI0THCTBII CTA()MIOKOKK.

Karouesnle caosa: demu, HeomnoxicHvle COCMOSHUSL, OCMpble KulieuHble uHpeKkyuu, oucbakmepuos, yca08HO-NAMOLEHHAS MUKPOGAOpa.

Objective: to study the intestinal microflora in children with emergencies due to enteric infections.
Subjects and methods. A total of 147 patients aged 6 months to 14 years were examined. Clinical, scatological, and bacteriological

studies were used.

Results. Grade III dysbacteriosis was shown to be prevalent in children with emergencies due to enteric infections.
Conclusion. Analysis of the microbial landscape of isolated pathogens revealed the dominant role of Proteus and a significant propor-
tion of Pseudomonas aeruginosa and permanently relevant Staphylococcus aureus.

Key words: children, emergencies, acute enteric infections, dysbacteriosis, opportunistic pathogens.

OCprle KUIlIeYHble  WHGEKIMA  MPEeaCTaBJIsIoT
OIHY M3 aKTyaJIbHbIX MPOOJEM 31paBOOXpaHEHMUSI.
Ilo nmannbiM BO3, B MMpe eXerogHo perucTpupyer-
cst 6onee 300 mutH ciiydaeB auMapeiHbIX 3a00JeBaHUIA,
YTO JEMOHCTPUPYET 3HAYUMOCTb NAHHOW TPYMIIbl WH-
(GEeKIIMOHHOI TATOJOTUU YeJIoBeKa, KOTopasl 1o CBOeH
pacmpoCTpaHEHHOCTH YCTYIaeT JIMIIb PEeCIUpPaTOPHbIM
nHpexkumsam [1]. B Poccuiickoii Demepainii eKeromgHO
peructpupyetcst oT 534 Tbic. 10 811 ThIC. OCTPBIX KUIIIEY-
HBIX nHeKui |2, 3].

B nocnennue roanl ynanoch 1OOUTHCSI 3HAYUTETbHO-
IO CHUKEHWUS JIETAIbHOCTH 1M YaCTOThI TSIKEIBIX OCTOX-
HEHMI TIOCJIe OCTPBIX KHUIIEUYHBIX MHQEKUIUH Yy JeTei.
OmnHako TepeHeceHHasl B JIETCTBE KUIlleuHast MHPeKIUs
crnocoOHa €o31aTh YCJIOBMST 111 (DOPMUPOBAHUST XPO-
HUYECKON TaTOJIOTUU XKEJIYyJTOYHO-KUIIIEYHOTO TpaKTa
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M OMcOuo3a KWIIeYHWKa, 4YTO TMPEACTaBIsSeT yrpo3y
JUTS XKU3HU U 3M0pOBbsI [4—6].

M3BecTHO, 4TO OCTphble KUIIEUHBIe MH(MEKINN 00-
YCJIOBJIEHBI OOJIBIIION TPYITIOM MH(MEKIIMOHHBIX areHTOB
[7]. Cpenn HUX CYIIECTBEHHYIO pPOJib UTPAIOT YCIOB-
HO-TIATOTEHHBbIE MUKPOOPTaHU3MbI, B YACTHOCTH IHTE-
pobakTepuu, Takue Kak P.mirabilis, P.vulgaris, P.genes,
C.freundii, S.marcencens |7, 8]. Ocoboe 3HaUeHVE UMEIOT
OCTpBIE KMIIIeYHbIe TH(PEKIINU, B CBSI3U C Pa3BUTHEM He-
OTJIOXXHBIX COCTOSTHU y neteit [9—11].

Llenb HacToOsIIIIETO UCCENOBAaHUSI — U3YYUTh MUKPO-
¢opy KuIlIeuHUKa Y IeTel ¢ HEOTIOKHBIMU COCTOSTHUSI-
MM TIPUA OCTPBIX KUIIEYHBIX MHOEKIIUSIX.

XapakTepucTuka peten un MeTogbl UCcriefoBaHns

Wcnonw3zoBaHbl 147 CTaTUCTUYECKUX YYETHBIX (hopm
Ne25 (mMemuuMHCKasi KapTa CTallMOHAPHOTO OOJIBHOTO).
B teuenne 2004 — 2007 rr. 661111 0Ocaen0BaHbI 147 maimeH-
TOB B BO3pacTe OT 6 Mec 110 3 JIeT ¢ HEOTJIOKHBIMU COCTOST-
HUSIMU M HapyLIEHUSIMU KeJTyTOYHO-KUIIIEYHOTO TpaKTa.
Tpynmy KOHTposst cocTaBuid 17 TpaKTUUECKU 3I0POBBIX
nieTeii aHasiornyeckoro Bo3pacra. [Ipu obcnenoBanum aerei
MPUMEHSUTUCh KITMHUYECKHE, KOMPOJIOTUYECKUI 1 OaKTe-
prosioruueckrue MeTonbl. KommuecTBeHHbIE M KayeCTBEH-
HBIe XapaKTePUCTUKK YCIOBHO-TIATOTEHHON MUKPOMIOPHI
OTpeAesISINCH KITacCUIeCcKMU Metonamu [12].

CraTuctrueckyto o0paboTKy MaTeprasoB MTPOBOAMIN
C UCITOTb30BaHUEM TMapaMeTPUIEeCKUX U HermapaMeTpu-
yeckux kpurepues [13].
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Kyauesa 3.M. u coasm. Mukpodnopa KUIIIETHNKA Y fIeTeii ¢ HEOTTOXKHBIMU COCTOSTHUSIMU TIPH OCTPBIX KUIIETHBIX MHDEKIIUSIX

Pe3ynbTathl U 06CcyXaeHue

BospacTHo#i cocTaB ManMeHTOB ObUI CJEAYIOIINM:
nmo 1 roga — 79 neteit, 1-3 roga — 68. M3 Hux 16 meteit
HaXOIWJIMCh Ha TPYIHOM BCKapMJMBaHUU, 82 — TONy-
Yyajii UCKYCCTBEHHOE BCKapMJiuBaHue, 49 — cMellaHHOe
nutanue. [lpomomkurensHocTh Oone3Hn y 104 nereid
cocraBuna 10 gHeit, y 21 — 6onbiie 1 mec, y 1 — okoso
3 Mmec; 21 pebeHok GoJies1 ¢ MOMeHTa poxkaeHus. 1o roc-
MUTanu3alnu 75 OOJIBHBIX TMOJy4Yaau HEOMHOKPATHYIO
aHTUOaKTepUaIbHYIO Teparnio B aMOYyIaTOPHBIX YCIOBU-
SIX, OCTaJIbHBIE IETH JICUeHNE HE TTOTyJalIn.

OCHOBHBIMU ~ KJIMHUYECKUMU TIPOSIBJICHUSIMA ~ OBUTH
runeprepmust (39—39,5°C), nMoBTOpHbBIE MPUCTYITBI PBOTHI,
YaCThI BOMSTHUCTBIN CTYJI, MTHTOKCUKALIVS, B3IyTHE KUBO-
Ta. [IpemopouanebIit oH coctassty: paxut [—I1 ctenenn,
runiorpoust [I-III crenenu, anemust u amreprudeckuii
nuate3. Y 6onbHCTBA (Y 82%) meTeil oTMedascsl TOKCH-
KO3, 9KCMKO03, Ha BTOPOM MECTE I10 YaCTOTe — CYJIOPOXKHBII
cuHIpoM. B KpaitHe TsKes1oM cocTosTHUM Haxomuiics 91 pe-
OCHOK, B OUEHb TSDKEJIOM — 52, B aroHaibHOM — 4. CtereHb
TSDKECTU COCTOSTHMSI JIeTell yCyryoJisiiach COMYTCTBYIOIIM -
MM 3a00JIeBaHUSIMU, TIPEMOPOUIHBIM (DOHOM, XapaKTePOM
BCKapMJIMBaHUSI, a TakKke HEOOOCHOBAHHBIM, Hepalno-
HaJIbHBIM Y JUTUTETBHBIM TTPUMEHEHNEM aHTHOAKTepraTb-
HBIX TTPETapaToB pa3HbIX TPYITIT.

PesynbraThl mpoBeneHHBIX UCCIEI0BAHWI TTOKa3alu,
YTO YaCTOTa BCTPEUAEMOCTH JAMCOAKTEPUO3a pas3TunIHOMN
CTEMEeHU IO BO3PACTHBIM TPYIIaM Pe3KO pa3indaiuch.
YcTaHOB/IEHO, YTO BO BCEX BO3PACTHBIX Tpyrnax 0oJib-
HBIX naucbakTepuos Il crerneHu ompenesnsicss y 3HaUM-
TEJTbHOM YacTh O0JTBHBIX, TOCTUTAss MAKCUMYyMa B IPYIITe
nauueHToB oT 1 roga mo 3 yet. Tskenas ¢popma qucbak-
tepuo3sa Il crerienn qocTuraia MakCMMalbHON YaCTOThI
BCTpeYaeMOCTH B rpyTirie jo | roza.

WccnenoBaHust mokasaiv, 4To MpU IucOaKTepuose
KUIIEYHWKA B 3HAYUTEbHOM KOJUYECTBE TOSIBIISLINCH
TaKMe YCJIOBHO-ITATOTEHHbIE MUKPOOPTAHU3MBI, KaK W3-
MEHEHHasl KHUILIeYHasl Majioyka C TeMOJIM3UPYIOLIUMU
CBOWCTBaMU, TIPOTeli, CUHETHOWHAs Tajouyka, KieOcH-
eJijla, 30JI0TUCTBIN cTaUIOKOKK, Tpudbl pona Candida
u np. budunobdakrepun OTCYTCTBOBAIM WIM MUX KOJIM-
YeCTBO OBLIO PE3KO CHUXKEHO, TTOSBISIUCH acColMaiuu
YCJIOBHO-MATOTEHHBIX MUKPOOOB.

Ilpu nmucoumormyeckux HapymeHussx Il crenmenu
(cyokomrieHcHMpoBaHHast ¢opMa) Ha (hOHE CHIDKEHUS
comepxxaHusi Oudumo0akTepuii BBIIBISINCH KOJIUYE-
CTBEHHBbIE Y KayeCTBECHHbIE U3MEHEHUSI KUIIEYHOM Ta-
JIOYKH, YCIIOBHO-TIATOTEHHBIX MUKPOOPTaHU3MOB. Takux
OOJILHBIX CJIe[yeT OTHOCUTH K TPyMIle prucKa, Tak Kak B
HeOJIaronpPUSITHBIX YCIIOBUSIX Y HUX MOTYT Pa3BUThCS KU-
eYHble AMCHYHKIIUK U pacipocTpaHeHNe JUCOMOTHYE-
CKUX HapyIIEeHWI Ha BECh XeTYT0YHO-KUIIEYHbBIN TPAKT.
Yro kacaercs nucoakrepuosa Il crermenu, To mist Hero
OBUIM XapaKTepHbI 3HAUUTEIbHOE CHUXXEHUE KOJTMYeCTBa
WX OTCYTCTBUE OM(DpUI0(DIOPH B COUETAHUU C PE3KUM
U3MEHEHUEM COJIEpXKaHUSI KUILIEYHBIX MaJovyek, Bo3pa-

CTaHWE JTOJIM HE CBOMWCTBEHHBIX 3J0POBOMY YEJOBEKY
BUIOB YCJIOBHO-TIATOT€HHBIX MUKPOOPTAaHU3MOB, B TOM
YHCJie B COCTaBe aCCOLMALIIA.

I1pu MuKpoOMOIOTMYECKOI Ta0OPaTOPHOI TMATHOCTH -
Ke MpoBeAeHo ncciaenoBanue 147 mmpod deKaabHBIX Macc,
13 KOTOpbIX B 139 ciayyasix OblIM BblAeNeHbI 284 1mramma
MMKPOOPTaHMU3MOB PAa3TUYIHON POITOBOI MPUHAIIEKHOCTH.
TakcoHOMMYECKast CTPYKTypa OOHAPY>KEHHBIX TTATOTeHHBIX
W YCITOBHO-TIATOTEHHBIX MUKPOOPTaHU3MOB XapaKTepH30-
BaJlaCh IIIMPOKUM pa3zHOOOpaszueM (CM. pUCYHOK).

Cpenu BbIIeIEHHBIX KYJIBTYP OTMEYATNCh IPeaCcTaBUTe-
Jm ceMeicTB: Enterobacteriaceae (ponos Salmonella, Klebsi-
ella, Proteus), Pseudomonodaceae (Buna Pseudomonas aeru-
ginosa), Micrococcaceae pona Staphylococcus BUnoB aureus,
a TaKKe IpoxcKenogo0Hbie Tpruosl pona Candida. HanGomb-
IIyI0 YacThb cocTaBuiv Oakrepuu poma Proteus (10,4%),
Buna Staphylococcus aureus (7,3%) u rpudbl pona Candida
(35,4%). TlpencraButenu Buma Pseudomonas aeruginosa
u pona Klebsiella coctaBum 5,9 1 1,4% coOTBETCTBEHHO.

YCIIOBHO-TIATOTEHHBIE TpaMOTpHUIATEeNIbHbIE OaKTe-
pun 6bLT 0OHAPYKEHBI B 68 % TIpob cpenn Beex caydaeB
MPUCYTCTBHUSI BO3MOXKHBIX TPaMOTPULIATEIbHBIX BO30Y-
nuteneit (n=66), B TO BpeMsI KaK TaTOTeHHBIE BO30YIH-
Teau poaa Salmonella BoisiBiensl B 23 ciyuasx. [lepsoe
PaHTOBOE MOJIOXKEHUE CPEN YCIOBHO-TTATOTEHHBIX TpaM-
OTpHIIATEIEHBIX MUKPOOPTaHU3MOB 3aHUMAJTN GaKTepUn
pona Proteus, KOTOpble TIPUCYTCTBOBaIN B pekanusix 17
(10,4%) neteii. bakrepun pona Klebsiella 66111 06HAPY-
KxeHbl y 1,4% neteit.

B Teuenue paccmarpuBaemoro riepuona  (2004—
2007 rr) Ha JOCTaTOYHO BBICOKOM YPOBHE COXpaHSUI-
Csl YIOENbHBIA BEC YacTOThI BBISABICHUS CUHETHOWHOM
manouku (Pseudomonas aeruginosa) — B cpeaHem 5,9%.
WM3yueHue yactoThl OOHApyXeHMSI OOIIENPU3HAHHOTO
BO30OYINUTENSI TUCOaKTepro3a y AeTeil — 30JI0TUCTOTO CTa-
¢unokokka (S.aureus) 1okasajno, 4YTo YIeJIbHbIN BEC 3TO-
TO MUKpPOOpTraHM3Ma Cpeay BCEeX MCCIIEIOBAHHBIX TPOO
dexamuit (n=66) coctaBun 7,3%. I1pu olieHKe €ro I0au
(25,6%) ot ob11ero ynciia mpood ¢ BhISIBIEHHBIMU BO3MOXK-
HbIMU BO30ynutensiMu (n=147) okazanock, uTo S.aureus
MPOIOJIKAET 3aHUMATh OJHO U3 BEAYLINX TOJOKEHUIA.

Klebsiella

10,40% Proteus
M S.aureus
M Shigella
1,40% M Salmonella
M Candida

M P.aerigunosa

1,80%

0,90%

Pucynok. TakcoHOMHYECKAS] CTPYKTYpPA NMATOTEHHBIX U YCJIOBHO-
NATOTeHHbIX MHUKPOOPIaHM3MOB, BbIIEJIEHHBIX Yy JIeTeil U HEOT-
JIOXKHBIX COCTOSIHMSIX, 00YCJIOBJIEHHBIX KMINIEYHIMU MH(DEKIMAMI
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Kak cTaHOBUTCSI OYEBUIHBIM M3 HAIIUX HTaHHBIX,
BeChbMa BBICOK TIPOIIEHT CJIydaeB OOHapyKEHUS IPOXK-
KerogoOHbBIX TpuboB pona Candida. KommaectBo mpod
(bexanuii, B KOTOPBIX OHM BBISBIEHBI, cocTaBUIo 34,2%
OT OOIIIEero ynciaa UCCieJOBaHHbIX MaTtepuaioB (n=147)
u 35,4% Tipu OLIEHKEe ero 4acTOThI Cpeau BcexX OOHapy-
SKEHHBIX BO3MOKHBIX BO30YIUTEEH.

C moMOIIbI0 MUKPOOUOIOTMYecKOro aHanm3a y 48,4%
MaIyeHTOB ObUT AuMarHocTupoBaH mucOakTepuo3 Il cre-
nenu, y 22,4% — muc6aktepros III cremenn. Tlpu stom
YMeHBIIICHNEe YUCIICHHOCTH OudumodakTepuii Hipke <107—
108 KOE/r (bekanuit ycTaHOBJIEHO y BCeX OOCIIETOBAHHBIX,
cHmkenne (<10°) —y 6,6% neteii, a y 50,8% mainneHTOB
oudunodaopa orcyrcrBoBana. Pe3koe CHMXXKEHME JIaKTO-
GakTepuii ObLTO 3aperucTprupoBaHo B 3,2% ciydaeB. Y 1 pe-
OeHKa BBISIBIEHA TeMOJM3UPYIOIIAsl KUIIeYHasl TajoJuka,
ay 63,2% — ycnoBHo-TaToreHHast djiopa n'y 35,4% — rpu-
on1 pona Candida. Citrobacter 1 Acinetobacter BBISIBISITIACH
OuYeHb pe/IKo (B 3 1 5 cilyyaeB COOTBETCTBEHHO).
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OPUINHAJIbHBIE CTATbU WH®DEKLINOHHbBIE BOJIESHU
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NMMyHOII00yIMHOTEPAMS] SHTEPOBUPYCHBIX MEHUHTUTOB Y JleTei

O.I. Kumupunosa, I'.A. Xapuenxo, A.A. Kumupunos

FBOY BIMO «AcTpaxaHCKnii rocygapCTBEHHbI MeANUUHCKNIA yHMBepcuTeT» MuHsgpasa Poccun; TBY3 «ObnactHasa nHopek-
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Immunoglobulin therapy for enteroviral meningitides in children

0.G. Kimirilova, G.A. Kharchenko, A.A. Kimirilov

Astrakhan State Medical University, Ministry of Health of Russian Russia; A.M. Nichogi Regional Clinical Infectious Hospital,

Astrakhan, Russia

IIpencrapien MaTepua cOOCTBEHHBIX HAOIIOIEHHIA O KJIMHUKO-JIA00paTOPHOii 3(hheKTUBHOCTH 0TE4eCTBEHHOTO HMMYHOIIO0YJIH -
HA /LISl BHYTPMBEHHOTO BBEIEHUSI — ra0pUIIOOMHA MPU DHTEPOBUPYCHBIX MEHUHTUTAX Y JI€TEId.

Kak noka3anu nmpoBeieHHbIE WCC/Ie0BAHMS, UCIO/Ib30BAHME rAOPUIIOONHA B KOMILIEKCHOM Tepanuu TSIKeJbIX (opM 3HTEpOBH-
PYCHBIX MEHUHIUTOB Yy /IeTell YMEHbIIAJIO NMPOAOLKUTEIBHOCTh HHTOKCUKAIIMM, OOIEMO3roBOii CUMINTOMATHKH, MEHUHI€QILHOTO
CHHPOMA, CPOKHM CaHAIIMK JJMKBOpa B 1,5 pa3a, cranuoHapHoro Jedenus Ha 5,8+ 1,8 1Hs o cpaBHEHHIO ¢ rPYNNOii 0OJBHBIX, MOJIY-

YaBUIMX OOILENPUHATYIO DA3MCHYIO TEPANHIO.

Karoueeswte caosa: demu, sHmepogupychvlil MeHUHeUM, UMMYHOA00YAUH OA51 BHYMPUBEHHO20 88e0eHlsl, 0cmpoga3zo8vle beaKu, Mu-

Kpobuyuouas cucmema AeiKouumos.

The authors give the material of their own observations on the clinical and laboratory efficacy of the Russian intravenous immuno-
globulin Gabriglobin for the treatment of enteroviral meningitides in children.

The performed trials indicated that the use of Gabriglobin in the combination therapy of severe enteroviral meningitides in children
reduced the duration of intoxication, global cerebral symptoms, meningeal syndrome, the time of cerebrospinal fluid sanitation by 1,5
times, and that of in-hospital treatment by 5,8+1,8 days as compared to those who received conventional basic therapy.

Keywords: children, enteroviral meningitis, intravenous immunoglobulin, acute-phase proteins, leukocyte microbicidal system.

WPYCHbIE MEHUHTUTBI U SHIIe(haTUTHI SIBSIOTCS Hau-

OoJiee YaCThIMM KJIMHUYECKMMU (opMamMu Helpo-
nHpeKkuMii y aeteit. 3aboaeBaHUsI XapaKTEPU3YIOTCS TsI-
JKECThIO TEUEHMSI, pa3BUTUEM HEOTJIOXKHBIX COCTOSIHUIA,
BBICOKMM TIPOLIEHTOM JIETAJIbHOCTU, YTO OOYCIOBJIMBAET
aKTyaJIbHOCTh M3YYeHUsI MEXaHW3MOB MX TaTO- U CaHO-
rene3a [1—11]. He3aBucumo ot 3THONOrMM NaTOMU3NO-
jiornyeckre (akTopbl 3TMX 3a00JieBaHUI OJHOTUITHBI:
TUTIOKCYSI, HApYIIEHUST MUKPOLIMPKYJISILINK,, TIPUBOISIIIINE
K MIIIEMUN TKaHei TOJIOBHOTO MO3ra, aHTMOCIIa3My U T10-
BBILIEHUIO MPOHUIIAEMOCTU COCYAMCTON CTEHKU C UCXO-
JIOM B JIMKBOPHYIO THUIIEPTEH3MIO, OTEK MO3ra U UIIEeMHU-
YECKMIT WM TeMOpparu4ecKuii MHCYIBTHI [12—16].

ConepkaHue B KPOBU U JIMKBOpPE OEIKOB OCTpOit
dasel mpu MHGEKIIMOHHON TTaTOJIOTUU MOXET UCITOJIb30-
BaThCs JUISI OLIEHKU TSIKECTU COCTOSTHUS, 3(PPeKTUBHO-
cTu JedeHus, auddepeHmaibHO AMarHOCTUKH, TIPO-
rHo3a 3a00J1eBaHUs U pa3BUTHUs ocyioxHeHui. [IpocTora
METOIOB OIpe/iesIeHNsI IeJaeT UCI0JIb30BaHWE KOHIIEH-
Tpaluy OeJIKOB OCTPOii (ha3bl B KIMHUYECKON MPaKTUKE

© KonnekTtune aBTopos, 2016
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aKTYaJIbHBIM UM BBITTOJTHUMBIM. YBeJIMYeHHe KOHILIEHTpa-
UM 3TUX OCIKOB B KPOBU MPEACTABISIET cOO0M MapKep
octporo Bocriasienns [17, 18]. Kene3ocongepxkaime 6e-
K1 — JaktodeppuH, ¢heppuTUH, TpaHCHeppruH — OKa-
3bIBAIOT OAKTePULMIHOE 1M OaKTepHOCTaTUUeCKOoe eii-
CTBHE, SIBJISTIOTCS KOMIIOHEHTAMU TPOTEOTUTUIECKUX
KacKaJHbIX peakinuil. MX KOHILIEHTpalus M3MEHSIeTCS
MpU BOCTIAJTUTEbHBIX TIpolieccax. OHM WUTrparoT Cylle-
CTBEHHYIO pPOJIb B OaKTEepPULIMIAHOM IIOTEHIIMAJE JIei-
KOLIMTOB, BIMSIIOT Ha (harouTo3 u obecrieunBaroine
€ro 3aBepIIeHHBIN XapaKTep MUKPOOUIIMIHBIE CUCTEMBI
JIGMKOIIMTOB — KAaTMOHHBIE OEJIKM, MUEIOTIEPOKCUaAA3Y
[19]. U3yueHune HapylieHUIT aHTUBUPYCHOTO U aHTUMMU-
KpOOHOTO TOTeHIIMada KJIETOK KpOBU (HEUTpOdUIOB,
JUMGbOLUTOB) aKTyalbHO, TaK KaK JaHHbIE KJIeTKU obec-
MeYnBalT 3allUTy TOMEocTa3a M y4acTBYIOT B TOCTe-
MYIOIIMX Mpolieccax UMMYHHOTO XapakTepa. U3MeHeHust
Ha KJIETOYHOM YpPOBHE TOSIBJISIIOTCS 10 MaHU(ecTaluu
KJIMHUYECKUX CUMIITOMOB GOJIE3HU U MOTYT COXPaHSITh-
Cs1 HEKOTOPOE BPeMsI TIOCJIE€ BbI3JIOPOBICHUSI.

HecmoTpst Ha cToTb30BaHME MMPOTUBOBUPYCHBIX Mpe-
naparoB, YacTOTa pe3uayalbHbIX SIBJCHUI IMepeHeCeHHO-
ro 3a00J€BaHUSI OCTAeTCsI BBICOKOW M MOXET JOCTUTaTh
60—80% [20], uro TpeOyeT COBEpIIEHCTBOBAHMUS ITATO-
TeHeTU4YeCKOl Tepanuu. B HacTosiiee BpemsT B JIeUeHUN
TSDKEITBIX (POPM BUPYCHBIX M OaKTepUaTbHBIX MEHUHTUTOB
CTaJld WCIIONBh30BaTh WMMYHOTJIOOYJIMHBI JJIST BHYTPH-
BEHHOTO BBEICHUS, CoAepXKallllie aHTUTeIa K HEKOTOPBIM
BUPYCHBIM M OaKTepUaJIbHBIM areHTaM, CIIOCOOCTBYIO-
e HeWTpaiu3allid aHTUTEHOB W WX SIMMWHAIUU,
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MOIYJISIIAKA BOCITAJTUTETHLHOTO TIpoIiecca U CTUMYIISIIAN
(barornTo3a, YTO SABISAETCS OCHOBAHMEM JIJIST MX BKITIOUE-
HUSI B KOMITIEKCHYIO Teparuio BUPYCHBIX MEHUHTUTOB
[21]. TaOpurnoObwH oOJamaeT IIMPOKWMM CIIEKTPOM Te-
paTieBTUYECKOTO JEUCTBUSI M3-3a CONEPKaHUS aHTUTEN
knacca G K HauboJiee 3HAUMMBIM BUPYCHBIM U OaKTepH-
IbHBIM BO30YIUTENSIM HEponH@eKIUi. DTOT O6e10K Mo-
JIABJISIET ayTOMMMYHHbBIE, HOpPMAaJIU3yeT MeTaboanyecKre
MPOLIECCHI, OKAa3bIBAET PEMUEIMHU3UPYIOIIEE NECTBUE,
CITOCOOCTBYET ONTUMM3ALWN TeYeHUS] WH(MEKIIMOHHO-
TO TIpoliecca B 000JI0UKaxX M BEIIECTBE TOJOBHOTO MO3Ta,
OKa3bIBaeT MOJIOXKUTETBHOE BIUSTHIE HA UMMYHHBIE CIIBU -
M U OWO3JEKTPUUECKYIO aKTUBHOCTb TOJIOBHOTO MO3-
ra. Menuko-6rojornueckass M couuaibHasi 3HAUMMOCTh
BUPYCHBIX MEHUHTUTOB Y JeTell, HETOCTATOYHAS U3yUeH-
HOCTh MHOTHUX BOIIPOCOB TaTOreHe3a, HeOoOXOIUMOCTh
MTOBBIIIEHUST d(PGHEKTUBHOCTY JIEUEHUST SIBUJIMCH OCHOB-
HBIMA MOMEHTAMM, OTPEIEIISTIOINMU 1IeJIeCO00Pa3HOCTh
HacTosIIIeit padoTHl ¢ pa3pabOTKOI ITOAXOIOB K TepaItniin
BUPYCHBIX MEHUHTUTOB y IETEl C MUCTIOJb30BAaHUEM UMMY-
HOTJIOOYJIMHOB JIJIs1 BHYTPUBEHHOTO BBEIEHUSI.

Lenbs pa®OTBI: ONTUMM3ALIMS JICUEHUST BUPYCHBIX
MEHUHTUTOB Yy JeTeil Ha OCHOBE KOMIUIEKCHOTO M3yue-
HUSI UMMYHOXMMHWYECKHUX MapKepoOB BOCIMAJEHMS, ILIU-
TOXUMMUYECKUX METONOB WCCICIOBAaHUSI W  OLEHKH
TepaneBTHIeCKON 3(h(HEeKTUBHOCTH OTEUECTBEHHOTO UM-
MYHOTJIOOYJIMHA [Tl BHYTPUBEHHOTO BBEIEHUST — rabpu-
IJIOOMHA — y IeTel ¢ 9HTEPOBUPYCHBIMA MEHUHTUTAMMU.

XapakTtepucTuka geTtei 1 MeTogbl UccrefoBaHUs

OCHOBY WHCCJIEIOBaHUSI COCTAaBWIM KJIMHUYECKUE
HabomogeHus 3a 120 GOIBHBIMU IETbMM B BO3pacTe OT 5
10 14 jieT ¢ TseKenbIMA (h)opMaMU MEHWHTHUTA SHTEPOBHU-
pycHOI aTHoNOTUU. KpUTEepUsSIMU TUArHOCTMKM TSKE-
JIBIX (DOPM MEHMHTHTA SIBIISUTUCH. TUTIEPTEPMUSI, PE3KO
BBIpAXXEHHBI CHHIPOM TIOBBIIIEHHOTO BHYTpHUYEper-
HOTO JaBjeHUs] (MHTEHCHBHAs TOJIOBHas1 00JIb, «MO3TO-
Basi» pBOTa, U3MEHEHUSI CO3HAHMSI, CYIOPOTH), CUHIPOM
oTeKa M HaOyXaHUs TOJIOBHOTO Mo3ra (3aTOpMOKEH-
HOCTb, CITyTaHHOCTh CO3HaHUS, pedeKCcHus, peakius
Ha 0O0JIb), Pe3KO BBIPAXKEHHBII MEHWHTEaTbHBIN CHH-
JIPOM, HAJTMY1e HEBPOJIOTUIECKOM MUKPOCUMITTOMATUKI
(TOPU3OHTATBHBI HHMCTArM, CHMXXEHUE CYXOXUJIbHBIX
pedaekcoB, ToHyca Mbili). CymopoXHBI CUHIPOM OT-
Mevaics y 40%, nHapyiieHus cosHanus —y 14,2%, ouaro-
Bass MUKpocuMImToMaTnka — y 33,3% OONbHBIX. DTHOJIO-
rus 3a0osieBaHust moarBepxkaanach I1LP-nuarnocTukoi
(BoimenenvemM BupycHbix PHK u3 kpoBu um nukBopa),
MUMMYHO(DEpPMEHTHBIM aHaJM30M C HCIOJb30BaHUEM
MapHBIX CHIBOPOTOK KPOBW JUTSI OMpEHesIeHUs aHTUTEN.
Junarnoctuyeckum sisisticst utp IgM 1:800.

Metonom ciydaitHO# BBIOOPKU ObUTM C(POPMUPOBAHBI
JIBE TPYIIIBI OOJBHBIX. Ipymmy cpaBHeHUsT cocTaBuian 60
JIETel C TSDKETBIMU (popMaMU SHTEPOBUPYCHOTO MEHWHTH -
Ta, TIOJyYaBIIMX CTaHAAPTHYIO Tepanuto. OCHOBHYIO TPYII-
Iy COCTaBWIIM Takxke 60 meTeid, paBHO3ZHAYHBIX IO BO3pa-
CTY, TIOJTY, 3TUOJIOTUYECKOMY (haKTOPY M CTETIEHU TSDKECTH

OPUINHAJIbHBIE CTATbU WH®DEKLINOHHbBIE BOJIESHU

3ab6oseBaHusI. JIOTTOHUTENBHO K CTaHAAPTHOM Teparvu
0GOJTbHBIE OCHOBHOM TPYIIITBI TTOJYYa OTEUECTBEHHBIN
WMMYHOTJIOOYJIVH [UTsI BHYTPUBEHHOTO BBEICHMS — Tabpu-
moOuH. JlaHHBIN MperapaT Ha3Havyajcsl B pa3oBOM J103€
1,0 M Ha 1 Xr mMacchl Tena (MakcuManbHas jgo3a 25 mi).
Ilepen BBemeHMEM MperapaT Pa3BOAMINA PacTBOPOM Ha-
Tpust xjopuma wu3otoHnWdeckuM 0,9% Uil WMHBEKLWIA
umm 5% pacTBOPOM TJTIOKO3BI JIJIs MHBEKIWI M3 pacyeTa
1 yacTh TIpemnapara 1 4 4acTu pa3BOJISIIEro pacTsopa. Pas-
BeJICHHBIII UMMYHOIJIOOYJTMH BBOIWJICS BHYTPUBEHHO CO
ckopocTblo 8—10 kanenb B MuHyTy. MHbY3UM npoBoauiu
eXeTHeBHO, KypcoM 3—5 BBeneHui. [1ponomkuTebHOCTh
Kypca onpeessijiach ITMHAMUKON KIMHUKO-1a00paTOPHBIX
rokasaresieil. Y JneTeii cTapiiero Bo3pacta UMMYHOTJIO0Y-
JIVH BBOIWJIM 6€3 TOTIOJTHUTELHOTO pa3BeIeHHs] BHYTPH-
BEHHO CO CKOPOCThIO 30 KarreIb B MAHYTY.

Kpurepusimu oueHkn 3(GEKTUBHOCTU TabpUTiIo-
OUHA SBISUTUCH TPOAOKUTETLHOCTh OCHOBHBIX KITH-
HUYECKHUX CUMITOMOB 3a0ojieBaHUSI (TeMIepaTypHOM
peakiy, MEeHWHTeaJIbHOTO CHHApOMa), OBICTpPOTA WC-
Ye3HOBEHUS HapYyIIEHHBIX MMOKa3aTejeil KpOBU, JIMKBO-
pa M OTCYTCTBUE HeXeJaTeJbHBIX peaKIINii, CBA3aHHBIX
¢ BBeIeHMEeM MMMYHorjooyanHa. ComepxkaHue (eppo-
npoTenHOB (JlakToeppuH, (GeppuTHH, TpaHChHEppUH)
B CBIBOPOTKE KPOBU OTPEAEIISIIA METOIOM UMMYHOMbep-
MEHTHOTO aHaJln3a, KAaTHOHHBIX OEJIKOB — IO METOIMNKE
[22], Mmuenornepokcuaasbl JeHKOIUTOB — OEH3UIUHOBBIM
crniocoboM. Hanbonee 3HauuMbIM utst 1uddepeHmanb-
HOM JWarHOCTUKU MEHWHTUTOB Pa3IMYHON 3THOJOTUU
1 KOHTPOJST 3(P(HEKTUBHOCTA Teparuu SIBIISIETCS OTpe-
JieJieHre B CBIBOPOTKE KPOBU U JIMKBOPE KOHIIEHTPALIMU
0enkoB ocTpoii ¢da3nl. [loBbIIeHNMEe WX KOHIEHTpALMU
B JIMKBOPE CBA3aHO C HapyllIeHWeM MTPOHUIIAEMOCTH Te-
MaTo3HIIeaTNIYecKoro dbapbepa U N30bITOYHBIM MTOCTYTI-
JIEHWEM M3 CBIBOPOTKU KPOBU B JIMKBOD [23].

CraHgapTHas Teparusl BKJIIOYajda OKCUTEHOTeparuio
KaK MeTO/I OOpBOBI C TUITOKCHEN. YUUTBIBasE PUCK Pa3BU-
THSI GaKTepUATBHBIX OCJOXHEHM, TTPUMEHSIITU aHTUOWO-
TUKW TPYIIHB 1edaJoCITIOPUHOB Y aMUHOTJIUKO3UIOB.
TJTIOKOKOPTUKOCTEPOUIBI KOPOTKMM KypcoM (3 mHS), Te-
MMapuHOTEPATTHIO TIOJ KOHTPOJIEM KOAryJIOTpaMMBl.

CraTuctrueckyro 00pabOTKYy JAaHHBIX TPOBOAWIN
¢ ucrojb3oBanueM mporpaMm MS Excel-2003 u Statis-
tica 7,0

Pesynbrathbl M 06CyXaeHne

YV GONbHBIX 00EUX TPYITT OTMEYEHO OCTPOE Havaslo 3a-
OoJieBaHUsI C TIOBBIIIEHUEM Temriepatypbl Teia o 39°C
W BBIIIE, HAJMUME BHIPAXXEHHOM OOIIEMO3rOBOM CUMIITO-
MaTUKW, MEHMHTEeaJTbHOTO CHHAPOMA, N3MEHEHMIA IMKBOPa
BOCTIAJIUTEIBHOTO XapaKTepa. AHAJIN3 TeMOTpaMMBbI CBUJIE-
TEJILCTBOBAJI, YTO MPUMEHEHNE BHYTPUBEHHOTO MMMYHO-
IJI00YJIMHA He OKa3aJio BJIWSHUS Ha TMoKa3aTesd KpacHOM
KPOBU, KOJIMIECTBO JIEHKOILIUTOB, JIEUKOLIMTAPHOI (hopMy-
71, COD. B ocHOBHOIT 11 KOHTPOJILHOI TPYIITAX J0 1 MOCTIe
JIeYeHUsT JaHHbIe 3HAUEHWST ObLTN COMTOCTaBUMBI. Tak, B 0c-
HOBHOI IpyTITIe CpeaHee KOJIMIECTBO IPUTPOITUTOB 10 Jieue-
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Kumupunosa O.I. u coagm. IMMyHOTIO0YTMHOTEPATTHSI SHTEPOBUPYCHBIX MEHUHTUTOB y IETEH

Hus coctaBistio 3,8+0,05-1012/m; remornoounn 120+1,6 r/m;
serikounThl 9,5%0,3-10°/1; Helitpoduisl 10 76% y 46,7%
GOJBHBIX CO CABUTOM HEWUTPOMUIIOB A0 MATOUKOSIEPHBIX
y 27% 6onphbX, COD 7,940,2 MmMm/4. B Tpyriie cpaBHe-
HUS TaHHBIC TIOKa3aTelqd MO JICYEHUS COCTAaBJISUTU: 3P.
3,920,08x10"%/m; ve 118%1,2 v/m; 9,2+0,3-10°/m; H. mo 74%
v 43,3% GONBHBIX CO CABUTOM JI0 MAJIOYKOSIIEPHBIX Y 22,3%
60mpHBIX, COD 6,84+ 0,5 MM/ 4.

YcraHOBIIEHA TIOOXKUTETbHAS KOPPEIISIIIMOHHAST CBSI3b
HelTpoduiesa ¢ BEIPAXKEHHOCTBIO W JUTUTEIbHOCTHIO TOK-
cuko3a (r=0,39; p<0,05), 00111eMO3roBOI1 CUMIITOMATUKOM
(r=0,6; p<0,001). B TeueHue TIepBBIX 5 THEH JEUSHUST JTU-
XopajKa KyrmpoBaiach y 96,7% neteii B OCHOBHOM TpyTITie
ny 80% — B Tpymre cpaBHEHUs, a Y OCTATbHBIX OOJTbHBIX
ee JTUTETHbHOCTh TIPeBhIIIaia 6 JHeil. AHATOTUYHO U3Me-
HSUICS M TAaKOW TIPM3HAK, KaK WHTOKCUKALIMSI, COXPAHSIB-
IIUIACS TOJBKO Y OMHOTO OOJTLHOTO B OCHOBHOW TPYIIIE U 'y
18 (30%) — B TpymITIe cpaBHEHMSI TTOCIE 6-T0 THS 3a00JIeBa-
Hust. [o10BHast 60JTb KaK CIIEICTBUE TMKBOPHOM TUTIEPTEH-
3WM COXPaHSITaCh B 00EUX IPYIITaxX OoJiee JTUTeTHHO U TT0-
cie 6-ro mHst 6ome3nn otMevanachk y 20 u 33,3% GobHBIX
cooTBeTcTBeHHO. HecMoTpst Ha 3T0, ahdeKT oT BBeNeHUS
MMMYHOTJIO0YTIHA JOCTOBEPHO MTPOCIIEKUBAJICS U TTO TaH-
HOMY TIpU3HaKy. PBoTa mcye3aia B 06eHx TPyIIax B Teue-
HUe 4—5 mHeil JedeHusT, ¢ HEKOTOPBIM MPEUMYIIIECTBOM
y 00JIbHBIX OCHOBHO# rpynmbl (1—3-if neHb). MeHuHre-
aJIbHbIE CUMIITOMBI KYITUPOBAINCH B OJMHAKOBBIE CPOKU
U TI0CTIe 6-TO THS Tepallii COXPaHSINCh Y 46,7 % GOTbHBIX
OCHOBHOI TPYMITBI M Y 56,7% — TPYIIBI CpaBHEHUST.

LluTo3 MmKkBOpa B riepBhIe 3 THS 3a001eBaHMS HE TIpe-
Boimas 300 kJeTok, c TmipeobiagaHueM HeuTpobu-
JIoB 'y 76,7% GONBHBIX OCHOBHOM W Y 73,3% — TpyIIIBI
CpaBHEHUS, UYTO XapaKTepHO I Hayaja 3a00JIeBaHUSI
MpU SHTEPOBUPYCHBIX MEHWHTUTAX. BKITIoYeHNEe B KOM-
TUIEKCHYIO Teparuio radbpuriodrHa crnocoOCTBOBAIO
YMEHBIIEHUIO KOJIMYECTBAa KJIETOK JIMKBOpa K 6—7-My
JTHIO JIEYeHHST B OCHOBHOM Tpytrie ¢ 238 10 96 (B 2,5 pasa)
1 TIOJIHOM ero caHauuu K 13—14-my aHio. B rpynne cpas-
HEHUS K 6—7-My THIO IIUTO3 JINKBOPA YMEHbIIacs ¢ 240
1o 124 (B 1,9 pasa), a moHOM caHalMy JUKBOpa K 14-my
JTHIO He OTMeYasioch; ¥ 55,3% GOJbHBIX COXpaHSIICS LI~
T03 10 20 KJIETOK JTUM(OIIUTApHOTO XapaKTepa.

ComepxaHne 0eKa B CITMHHOMO3TOBOWM SKUIKOCTHU
B 00eux Trpymnrmax B nepBble 3 JaHs 3a0o0JjieBaHUS B 2 pa3a
MpeBbIIano HopMmy. K 6-7-My ITHIO Ie4eHUS ero BeTuIu-
Ha CHWXaJach MO HOPMAaJBHBIX ITOKa3aTeseil, U JOCTO-
BEPHBIX pa3IMUMii JAHHOTO TIoKa3aTesis OT BUIa Teparuu
He TIPOCIIEKNBAIOCH.

YpoBeHb TJTIOKO3BI B JIMKBOPE B Havyaie 3a00JICBaHMSI
HEJI0CTOBEPHO OTJMYasICcsl OT HOpMbI (2,9 — 3,0 MMoIb/m).
Ha 6—7-it meHb neyeHUs ypOBEHb TJIIOKO3bI TOBBIIAI-
¢S B OCHOBHOM rpyrme B 1,3 pa3a, B rpyIie cpaBHEHUS —
B 1,1 paza. B mocienytoiieM B OCHOBHOI TpYIIIE 3TOT
ToKa3aTte/ib HaXOAWICS B TIpelesiaXx HOPMBI, a B TPYIIe
CpaBHEHMsI TIOJIHAasE HOPMaJIM3alvsl TIPOM30IIIa TOJIBKO
K 13—14-my nHio neyeHusi. [ToBblllieHrE YPOBHSI TJIIOKO-
36l B JIMKBOpE Ha (hOHE JIeYeHUs] MOXHO pacCMaTpyBaTh

KaK KpuTtepuit 3(M(HEKTUBHOCTA TIPOBOAMMON Teparmiu
W YAYYIIeHUs] MPOTHO3a, TaK KaK MEXIY TSKECThIO KITH-
HUYECKUX TIPOSIBIICHUI M JaHHBIM TTOKa3aTeleM MMEeETCs
KoppensatuBHas cBsa3b (r=0,9, p<0,004). K 6—7-My mHIO
JIEYCHUST TIPOMCXOIWIIO CHUKEHNE COMEPKaHUS XJIOPUIOB
B CITUHHOMO3TOBO# sKuIkocTH 10 106—113 MMoib/i1, ¢ mo-
caenytoleil HopManuzaimein K 10—12-my nHIO JieueHust
B OCHOBHOI Tpyrire 1 K 13—14-My THIO 1 1MO3e — B TPyIINe
CpaBHEHMS.

Takum  oOpa3oMm, mNpuMeHeHMe TrabpurIoOnHa
MPU SHTEPOBUPYCHBIX MEHUHTUTAX Y IETe CITOCOOCTBO-
BaJI0O HOpMaJIM3allMM KayeCTBEHHOTO M KOJWYECTBEH-
HOTO COCTaBa CIIMHHOMO3TOBOW XKWUAKOCTA B OCHOBHOW
rpymnre ObICTpee, YeM B TPYIIe CpaBHEHMS, YMEHbIIAJIO
JUTUTETEHOCTh KIIMHUYECKOM CUMIITOMATUKU U CTallMO-
HaApHOTO JieueHUs OOJTbHBIX.

JIs1 MOTIOTHUTEIbHOM OLIeHKU 3¢ (GEeKTUBHOCTH JIe-
YeHUST OOJTbHBIX BUPYCHBIMU MEHWHTUTAMU aHAJTU3UPO-
BaJICSl psia JIaOOpaTOPHBIX TOKa3aTtesieil OeIKOB OCTpOi
da3bl, MUKPOOUIIMIHOMN CUCTEMBI JIEMKOIIUTOB. JlaHHbIE,
MpUBEJIEHHBIE HA pUC. 1, IEMOHCTPUPYIOT, UTO 10 Jieye-
HUSI YPOBEHb CBHIBOPOTOYHOTO JIaKTOepprHa ObLT He-
3HAYUTENIBHO CHIKEH B 00X TpyIax Mo CpaBHEHUIO
¢ HopMoii. CoznepxxaHue TpaHcheppruHa ObUIO He3HAUM-
TeJbHO TIoBbIIeHO (p>0,05), a peppuTHaA — MpeBHILIA-
JIo mokaszareJib HopMbl B 1,7 u 1,8 paza (p<0,05).

Ha 5—6-i1 neHb JledeHUs] BHYTPUBEHHBIM MMMYHO-
mIOOYJIMHOM TIOKa3aTesib JakTodepprHa ChbIBOPOTKU
KpOBU yBeIUUMBAICS U K 13—14-My qHIO npubamxancs
K HOpMe, cocTaBisst 879,5+76,7 ur/mi. B rpymme cpas-
HEHUSI MPOUCXOIWIIO JalIbHElIIIee CHUXXKEeHUE ToKa3aTe-
Js qo 376,8+53,0 Hr/Mr, uTO B 2,5 pa3a HKe HOPMBI U B
2,2 pa3a HUXKe moKa3zareJisl 10 Hauajia Teparuu.

YpoBeHb (peppuTHHA B OCHOBHOM TpyrMiIie 10 1 Mocie
JIEYEHUST TOCTOBEPHO HE pasjiMyalicsi, B IpyIIie cpaBHe-
Hug Ha 13—14-if geHb Tepanuy 3TOT MMoKa3aTeab TTOBHI-
cwics B 1,3 paza (p<0,05). INokazarenu TpaHcheppuHa
IO W TIOCJIE JIEYeHUsI B OCHOBHOM TpyIINie He UMENU J10-
CTOBEpHBIX pasznuuuit (p>0,05), B rpyrnne cpaBHEHUST —
yBeJIMYnanch B 1,2 pasza.

JlakTobepprH ydacTBYeT B MEXKJIETOUYHOW Koorepa-
ur (arouTUpyoIKnX Kietok. [Ipu 3ToM ero yposeHb
SIBJISIETCSI TOYHBIM MHAMKATOPOM KWHETMKM HeUTpodu-
JIOB, MapKepoM cCrelurpHrIecKrux TpaHyl HEHTpoduIoB.
Cekpenms JakTopepprHa 13 CrieupUIecKnX rpaHyi co-
MPOBOXKIAETCSI aKTUBAILIMEN PELIENTOPHOTO TOJST KJIETOK
3a CYeT BCTpaMBaHUS OEJKOB-PELENTOPOB B HAPYXHYIO
MeMmOpaHy HelTpodwioB. HapyiieHne OGakTepulMaIHON
(GYHKIMM HEHTPOGDUIOB CBA3BIBAIOT CO YMEHbIIEHHEM
aKTUBHOCTM JIaKTO(eppuHa, UTO TOATBEPKIAETCS CHU-
JKEHUEM YPOBHST KATUOHHBIX OEJIKOB M MUEJIOTIEPOKCH/IA-
3bl (puc. 2). HemocTraTok kene3a v 3Keie30CBSI3bIBAIOIINX
0eJKOB BIUSIET Ha WMMYHHBIM OTBET W (PYHKIWU JTUM-
dormToB. CHIXKeHUE YpPOBHST JlaKToeppuHa B KPOBU
MpU BUPYCHBIX 3a00JIEBAHUSIX SIBJSIETCSI Tpeapacrofa-
raoinM (HaKTOPOM K Pa3BUTHIO GaKTEPHATbHBIX OCIOXK-
HeHui. B TO e BpeMsi MOXKHO OTMETUTD, YTO TPU 3aTSK-
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Puc. 1. Jlnnamuka yposus jakrodeppuna (a), peppurnna (6) u rpancgeppuna (B) B CHIBOPOTKE KPOBH MPH TSKEIbIX hopmMax IHTe-
POBUPYCHBIX MEHHMHIUTOB Y JIeTeil B 3aBUCUMOCTH OT MPOBOIMMOI TepaNuu.

HBIX M XPOHUUYECKUX TPOIIeccax MOBBIIICHUE MTOKa3aTeIsT
JlakTo(DepprHa CBUAETEILCTBYET 00 aleKBATHOM peaKInu
JTAHHOW CUCTEMBI 3allIUThI Ha BOCITaJIeHUE U CIIOCOOCTBYET
OoJiee O1arONPUSTHOMY TEUSHUIO 3a00JIeBaHMSI.
M3meHeHust ypoBHs1 TpaHcheppuHa U GeppuTHHA
B HalleM HWCCIeIOBAaHUN OTPaXXaloT pa3BUTHE OCTPOM
(as3pl BOCIaJieHUs W COIMPOBOXIAIOTCST M3MEHEHUSIMU
TIPOBOCTIAIMTENIBHBIX ~ IIUTOKWUHOB  (MHTepJeiiKiHa- 1
u akTopaHeKpo3a OMyXOJu-a), MO/ JASHCTBUEM KOTO-
PBIX TPOUCXOANUT YCHJIEHHAsT TPAHCKPUIIIUS U CUHTE3
MIPOTEMHOB M OCBOOOXIEeHNE HelTpodmiaMu 1akTodep-
pUHa, KOTOpHI, B CBOIO OuYepelb, 3aXBaTHIBAET Kelle-
30 U BeleT K rurnocuaepemuu [7, 8]. B koHeuHOM cuete
CHIDKEHUE YPOBHSI CBIBOPOTOYHOTO Kejie3a TPUBOAMT
K CHUKEHUIO YPOBHSI CBIBOPOTOYHOTO TpaHC(hepprHa.
Ipn wuccrenoBaHWM YpPOBHS KAaTHMOHHBIX OEIKOB
y OONBHBIX C TSTKENIBIMM (DOPMaMU BUPYCHBIX MEHWH-
TMTOB TIOCJIE Kypca BHYTPUBEHHOTO WMMYHOTJIOOYITH-
Ha OTMeuajoch yMepeHHoe aoctoBepHoe (p<0,05) ero
MOBBIIIIEHWE TI0 CPaBHEHWIO C TAaKOBBIM JIO JICUEHWSI,

%%
100

50

0

YTO yKa3blBaeT HAa MMMYHOMOAYJUpYIOIIee AeiCTBUE
npenapaTa, €ro HOpMaJM3UpYylolllee BIUSHUE Ha YpO-
BEHb KATUOHHBIX 0€JIKOB (CM. puc. 2). Y OOJIbHBIX TPYyI-
bl CpaBHEHMSI TTIOKa3aTesIb KATUOHHBIX OEJTKOB Ha (hoHe
Teparnuu He MEHSIICS 1 ocTaBalicsi Huxe HopMbl (p<0,5),
YTO MOXET CBUIETETHLCTBOBATh 00 MCTOILIEHUN KUCIOPO-
JIOHE3aBUCUMBIX OaKTEpUIIMIHBIX MEXaHW3MOB HEUTPO-
GWJIOB M Ccympeccuu NaHHOW CUCTEMBbl. AHAJIOTUYHbBIC
U3MEHEHUsI OTMEUYEHBI TPU OMNpeaeIeHUU ITUHAMUKU
YPOBHSI MMEJIOTIEPOKCUIa3bl, OTpaxalolleil K1uciopoio-
3aBUCHMYIO OaKTePUIIMIHYIO aKTUBHOCTb HEMTPODUIIOB.

BkitoueHue B KOMITJIEKCHYIO Teparnuio rabpurioou-
Ha cnocoOCTBOBAJIO IOCTOBEPHOMY MO CpaBHEHMIO C Oa-
3WCHOW Tepanveill MOBBIIIEHUIO TOKa3aTejleil MUKpPO-
OUIIMIHONM CHUCTEMBbI JIEWKOILIMTOB, UYTO TOATBEPKIAETCS
JIOCTOBEPHOI KOppessieil YypoBHSI KATUOHHBIX OEJIKOB
U MUEJIOTIEPOKCHUIA3bl ¢ BHIPAKEHHOCTHIO M TIPOIOJIKM -
TeJbHOCTBIO TokcuKo3a (r=0,59; p<0,05), oGiieMo3ro-
Boit cumnrTomatuku (r=0,45; p<0,001), cpokamu caHa-
1 aukBopa (r=0,72; p<0,002).

| Hopma

i OCHOBHAA rpynna 4o NeYeHHa

o OCcHOBHAA rpynna Nocne AEYeHHA
M Mpynna cpasHEHHA A0 NEYeHWA

M Mpynna cpaBHEHKA NOCAE NEYeHHA

Puc. 2. JlunaMuKa ypoBHS KATHOHHBIX 0€JIKOB (2) M MUEJIONePOKCHIA3bI JICHKONUTOB KPOBH (©0) MpH TsKeIbIX (hopMax IHTEPOBUPYC-

HBIX MCHUHTUTOB Y JieTeil B 3aBUCMMOCTH OT leOBOHPIMOﬁ Tepanuu.
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3akntovyeHue

Takum 00pa3oM, WUCIOJb30BaHUE TaOpUTIIOOUHA
B KOMIUIEKCHOM Tepamuu TSDKENbIX (OPM 3HTEPOBU-
PYCHBIX MEHMHTHMTOB y J€Tell CHMXAaIO JUIMTETbHOCTH
WHTOKCHUKALIMKU, OOIIEMO3rOBOM CUMUITOMATUKU, Me-
HUHTEAJIbHOTO CUHIPOMa, CPOKM CaHallUM JIMKBOpPA
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OPUINHAJIbHBIE CTATbU CIOPTUBHASI MEQULINHA

OcobennocTu CoaepKaAHUA OMO032JIEMEHTOB B CJIIOHE H BOJIOCAX IOHBIX CIIOPTCMEHOB

H.A. Tpoeeybosa, H.B. Poinosa, P.P. Turemymounos, A.Il. Cepeda

KasaHckuii rocyaapCTBEHHbIN MeanumHcknii yHueepeuteT; DIYTM «LeHTpasnbHblii Hay4HO-MUCCneaoBaTenbCknuin UHCTUTYT "Te-
onHepyn'"»; ®epepanbHblii HAYHHO-KIIMHUYECKUI LEHTP CMOPTUBHOM MeauuyHbl 1 peadbunutaumm @MBA Poccumn, Mockea

The levels of bioelements in the saliva and hair of young athletes

N.A. Troegubova, N.V. Rylova, R.R. Gilmutdinov, A.P. Sereda

Kazan State Medical University; Geolnerud Central Research Institute; Federal Research Center of Sports Medicine and
Rehabilitation, Federal Biomedical Agency of Russia, Moscow

HccaenoBano comepkanne 0MO31€MEHTOB KAJIbIMS, KAJIMsI, MATHHUS, JKeJie3a, IMHKA, XpOoMa M ceJieHa B ciiioHe u Bosiocax 130 nereit
¥ NOApPOCTKOB: 35 m1oBUOB, 47 XOKKEUCTOB, 20 (hexTOBAILIINKOB U 28 HIKOJIBHUKOB, JOMOJHUTEILHO He 3AHUMAIOIIMXCS CIOPTOM.
Hcnosnb30Baau MeToAbl ATOMHO-IMHCCHOHHOI CTIEKTPOMETPUH M MACC-CIIEKTPOMETPHH C MHAYKTHBHO-CBA3aHHO# ni1a3moii. Llenbio
HCCJIeI0BAHMS SIBUJIOCH H3y4eHHe 0COOEHHOCTEeil MAKPO- U MUKPOJJIEMEHTHOTO COCTABA CJIIOHBI M BOJIOC IOHBIX CIIOPTCMEHOB.
YcTanoB/ieHo, UTO ISl BCeX IOHBIX CIIOPTCMEHOB XapaKTePHO BHICOKOE COJep:KaHue KaJlus U ceJieHa B BOJIOCAX, CelieHa M Xpoma
B CJIIOHE W JIOCTOBEPHO HHM3KOe cojepKaHue Kauus B ciioHe (p<0,05), 4To 0TpaxkKaeT MHTEHCMBHOCTh MHUHEPAJIbHOTO OOMEHa
B YCJIOBUAX (DU3HYECKUX HATPY30K. BhisiB/IeHbI HHAMBUIYAIbHbIE 0CODEHHOCTH COJEPKAHUSA XUMHUYECKUX DJIEMEHTOB B HCCJIe/ye-
MbIX OHOJIOTHYECKUX CYOCTpPaTaxX B 3aBUCHMOCTH OT BHIA CHOPTA: YPOBEHb KAJIbIUS W MATHHS B CJIIOHE CHUIKEH, a COJlepIKaHUe
2KeJie3a B BOJIOCAX NMOBbILIEHO Y (hexToBaabuukoB (p<0,05); 115 3aHUMAIOIMXCSA XOKKeeM Ha TPaBe XapakTepHbI 0oJiee BbICOKHE
noka3arenu muHka (p<0,05). [Ipu conmocTaBiieHUH colepKaHUs 0MO3JIEMEHTOB B BOJIOCAX W CJIOHE JOKA3aHA CTATHCTHYECKH
3HAYMMAs B3aMMOCBsA3b i Kaaus (R=-0,72; p<0,001) u ceaena (R=0,44; p=0,004). C ueibio paHHeii TMATHOCTHKHU AUCOAIAH-
€a MaKpo- ¥ MMKPO3JIEMEHTOB Yy IOHBIX CIIOPTCMEHOB PEKOMEHI0BAHO NMPOBEIeHHe HEMHBA3UBHBIX CKPUHUHIOBbIX HCCJIe0BAHMIT
MHHEPAJIOB B CJIIOHE H BoJiocaX. O00CHOBaHA HEOOXOJUMOCTH BbIIeJIeHHS IOHBIX CIIOPTCMEHOB B TPYIITY PUCKA MO PA3BUTHIO JHC-
MaKpO- ¥ MHKPOJJIEMEHTO30B.

Karoueevte caosa: demu, IOHble CNOPMCMEHbL, MAKPO- U MUKDOINEMEHM®bL, CAIOHA, 6010Cbl, de@uuum oOuoanemenmos.

The salivary and hair levels of bioelements, such as calcium, potassium, magnesium, iron, zinc, chromium, and selenium, were in-
vestigated in 130 children and adolescents, including 35 swimmers, 47 hockey players, 20 fencers, and 28 schoolchildren who did not
additionally go in for sports. Atomic emission spectrometry and inductively coupled plasma mass spectrometry were applied. The aim
of our study was to investigate the characteristics of macro- and microelemental composition of the saliva and hair of young athletes.
The investigation established that that all young athletes showed the high levels of potassium and selenium in their hair, those of se-
lenium and chromium in the saliva, and a significantly low concentration of potassium in the saliva (p<0,05), reflecting the intensity
of mineral exchange during physical exercises. Individual characteristics were found in the content of chemical elements in the test
biological substrates in relation to the kind of sports: the salivary levels of calcium and magnesium were reduced and the hair level
of iron was increased in fencers (p<0,05); and the field-hockey players had higher zinc values (p<0,05). Comparison of the hair and
salivary concentrations of bioelements established that there was a statistically significant relationship for potassium (R=-0,72;
2<0,001) and selenium (R=0,44; p=0,004). Non-invasive screening studies of salivary and hair minerals are recommended for the
early diagnosis of an imbalance in macro- and microelements in young athletes. There is evidence that young athletes should be identi-
fied as a group of patients at risk for an imbalance of macro- and microelements.

Key words: children; young athletes; macro- and micronutrients; saliva; hair, bioelement deficiencies.

JIeBaHUSI, TeHETUYECKe 0COOeHHOCTHU U 11p.). [1poGiema

MCMaKpO- M MUKPO3JIEMEHTO3bI BCTPEYAIOTCS Y ITO-
pacmpocTpaHeHHOCTH aucbaniaHca MUHEPaoB y JIeTeit

NABJISIIONIETO OOJIBITMHCTBA HAaCEJIeHUS Pa3JIMYHBIX

pernoHoB Poccun [1]. OTKIIOHEHMS B comepKaHUM XM-
MUYECKUX 3JIEMEHTOB B OpPraHu3Me UeJIoBeKa MOTYT ObITh
BbI3BaHbI Pa3IMUHBIMU (DAKTOPaMU: BHEHTHUMM (3KOJI0-
rusi, TUTaHue, odpa3 XXKMU3HM) WK BHYTPEHHUMHU (3a00-
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Anpec 113 koppecnonaenuuu: Tpoeryoosa HaTanbst AjiekcaHipoBHa — acrl. Ka-
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CKOTO YHUBEPCHUTETA

PoutoBa Hartanbst BuktopoBHa — 1.M.H., ipodeccop Toi ke Kadeapbl

420138 Kaszanb, OpeHOyprckuii Tpak, a. 140

TunmemytauHoB Pycnan PasuneBuu — xumuk—aHaautuk @IYIT HHUUA «Te-
OJIHEPY/I»

420097 KazaHb, yJ1. 3uHuHa, 1. 4

Cepena Aunpeii [TerpoBuu — nupekrop denepayibHOr0 HayYHO-KIMHUYECKOTO
LIEHTPA CIIOPTUBHON MEIULIMHBI U peabuIUTALIUN

121059 Mockaa, yi. b. Jloporomuiiosekas, 1. 5

Ha CeTOHSIIHUN IeHb OCTaeTCs aKTyaIbHOM |2, 3].

JncaneMeHTO3hl Y I0HBIX CITOPTCMEHOB — HanMMeHee
W3yYeHHBbIE, XOTS W YpPe3BbIUAiHO pacIpOCTpaHEHHbIC
coctostHMsA. OpraHu3M peOeHKa, MCIBITHIBAIOIINIA TIpe-
IeJIbHBIEe (PU3NYECKUe W TICMXO3MOIIMOHAIBHEIE HAarpy3-
KM, BBICOKOUYBCTBUTENEH K Me(UIUTY OMO3JIEMEHTOB
[4, 5]. Hapyuienne oOMeHa MUHEpAIOB CIYKUT OJHUM
13 (HaKTOpPOB, CITIOCOOHBIX TTPUBECTU K IIIMPOKOMY CHEK-
TPy pacCTPOMCTB B COCTOSTHUM 3I0POBbSI JETEil W TIOM-
pocTKoB. JloHO3070THYeCKasl JAUArHOCTUMKA JTHMCMaKpoO-
1 MUKPO3JIEMEHTO30B IMPEJCTaBIIsIET COO0It OoTpeaesieHre
CTaanM alanTallMOHHOTO MpoIiecca Ha MyTH OT 30POBbSI
K 0one3nu. Mcxonst U3 3TOro 1e/blo HACTOSIIETO MC-
clleIOBaHUST SIBUJIOCh M3ydyeHUe OCOOEHHOCTEN MaKpo-
1 MMKPO3JIEMEHTHOTO COCTaBa BOJOC W CJIIOHBI FOHBIX
CTIOPTCMEHOB.
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Tpoeeybosa H.A. u coaem. OcoOGEHHOCTH cofiepXaHust OMO3JIEMEHTOB B CITIOHE M BOJIOCAX IOHBIX CIIOPTCMEHOB

XapaktepucTtuka peteu u MeToAbl UCCNeAoBaHNUSA

IMon nabmoaeHuem Haxomwnuch 130 mereit u mom-
POCTKOB B Bo3pacTe oT 12 mo 17 net; 661 chopMUpo-
BaHBI 4 TPYIIBI McciaenoBaHusi. KOHTPOJIBHYIO TPYITITY
coctaBuiun 28 mKogbHUKOB (20 neBoYeK, CpeaHUi BO3-
pact 14,4+0,37 roma, 8 MaabUMKOB, CpPeIHUI BO3pacT
14,75+£0,61 roma), He 3aHUMAIOIIMXCS CIIOPTOM IIPO-
deccroHanbHO (ypoku (DU3MYECKON KyJIbTYphI iBa pasa
B Helemo 0e3 TMOCEIIeHUsT TOTIOJHUTEIbHBIX CITOPTUB-
HBIX CeKIIUIA).

B 1-10 rpyriny uccienoBaHust BOULIU 35 IOHBIX CIIOPT-
CMeHOB (25 MajbyuKkoB, cpeaHMit Bospact 15,12+0,2
roga u 10 geBouek, cpenHuit Bodpact 14,55+0,5 rona)
MYHULIMTIAJIBHOTO ~ aBTOHOMHOTO  0Opa30BaTeIbHOTO
yapexnennss O «/leTcko-1oHoIIecKast CIIOPTUBHAS
mkosa miaaBanus "Kacatka"» Kazanu. Bo 2-10 rpymmy
ucciaenoBaHusl BKIOUYeHbl 47 cropTcMeHOB (29 Majb-
YMKOB, cpeaHuii Bo3pact 15,78+0,2 roma, 18 meBouexk,
cpenHuit Bo3pact 15,68+0,25 roma) PecnybmmukaHcKo
CHENUAIM3UPOBAHHON JETCKO-IOHOIIECKOW CITOPTUBHOM
IIKOJIBI OJTUMITMIACKOTO pe3epBa IO XOKKEI0 Ha TpaBe
«Ilunamo» Pecnyonuku Tarapcran. B 3-it rpynme 6bu10
20 oHBbIX crTOpTcMeHOB (10 MaJIbYMKOB, CpeaHMIT BO3pacT
14,5+0,58 roma, 10 neBouek, cpenHuit Bo3pact 14,8+0,5
roaa) PecnybnukaHckoi crieliuaiu3upoBaHHON AETCKO-
FOHOIIIECKOU CITOPTUBHOM IIKOJIBI OJTUMITUIACKOTO PE3EP-
Ba 1o pexToBaHuio Pecrryommku TatapcTaH.

JInst yyactvsi B MCClIeIOBAaHUM OTOMpaiu nerei 1-it
U 2-1i TPYIIIT 3M0POBbsSI C OTCYTCTBUEM KaJl00, OTCYTCTBU-
€M OCTPBbIX U XpOHUYECKUX 3a0oyieBaHUil. Y Bcex neTei
B TeYeHUe Mecsla He HaON0IaIoCh MOBBIIIEHUS TeM-
repaTypbl Tejla, HUKTO U3 HUX He TTPUHUMAJT MEAUIINH-
CKMe TIpemaparthl, OMOJOTUYECKM aKTUBHBIE A00ABKU,
BUTAMUHHO-MUHEpaJTbHBIE KOMITJIEKCHI. PacrpeneneHue
10 BO3pacTy U TIOJTy B TPYIIax UCCIeI0BaHKS OBLIO TIPU-
MepHO OIMHAKOBBIM. KOHBIE CIIOPTCMEHBI pa3Invaliich
10 BUAAM CIIOpTa; CTaX 3aHSITHI, CTOPTUBHAS KBATUDU-
Kalus ObUTH COTTOCTaBUMBI.

JIsT OLIEHKW 3JIEMEHTHOTO CcTaTyca JeTedd W TOJI-
POCTKOB B KadyecTBe OMOCYOCTpPaTOB WCITOJIb30BaIU
BOJIOCHI M CJIIOHY — 3a00p 3Toro matepuana 06e300/e3-
HEHHBIN, HETpaBMAaTUUYHBINA, He TpeOyeT COOII0meHUS
CTIeIIMAbHBIX YCIOBUI, UMEET XOPOIIMe TEePCIeKTUBBI
JIUIST OCYIIECTBIIEHUST HEMHBA3UBHBIX CITOCOOOB KOHTPO-
JISt 32 COCTOSTHMEM 3/10pOBbsl IETCKOTO HaceiaeHusl. KoH-
LIEHTpaLIMsT XUMHUUYECKUX JIEMEHTOB B BOJIOCaX Hanbosiee
MTOJTHO OTpakaeT MX TKaHEeBOE coiepKaHue, KOPPETUpyeT
C 2JIEMEHTHBIM TIpOoHIIeM BHYTPEHHEM cpeabl OpraHu3-
Ma, He 3aBUCUT OT CYTOYHON PUTMUKU (PU3MOJIOTHYE-
CKUX TMPOILIECCOB U BPEMEHHBIX 0COOCHHOCTEN pallioHa
[6]. CocTaB CIIOHBI, B OTJIMYME OT CHIBOPOTKM KPOBH,
CTaJI MPeMETOM U3YYEeHUS TOJIBKO B TTOCJIEAHNE TeCITU-
sietrst. CIIOHHBIE XeJie3bl TOHKO pearrpyroT Ha JTIo0ble
U3MEHEHUS B COCTOSTHMY BHYTPEHHMX OPTaHOB U CUCTEM
opraHu3Ma, OyIb 3TO MAaTOJOTMYECKUIA TIPOIIeCcC WU Du-
310JI0TUYECKOe cocTosiHue [7].

OT10O0p Mp0oO TTPOBOAVIIN IO OOIIEIPUHATON METOIM -
Ke. B Bojiocax u cirioHe ornpenessiii 7 XUMUYECKUX dJie-
MEHTOB, KOTOpbIE, TIO JAaHHBIM JIUTEPATYPhI, SIBISIOTCS
HauboJjiee BaKHBIMU IIJIST BOCCTAHOBIIEHUST (hU3MIECKOM
pabotocrnocooHocTn [8]. MccrmemoBanme comepKaHUS
MaKpO3JIEMEHTOB KaJIbIIUsI, MATHHS, KaJIWSI U MUKPODJie-
MEHTa XeJie3a TTPOBOAMIN METOJIOM aTOMHO-OMHUCCUOH-
HOI CITEKTPOMETPUY ¢ MHAYKTUBHO-CBSI3aHHOM TIJIa3MOIi
Ha anmapate Optima 2000 DV, PerkinElmer/CILIA. Me-
TOIIOM MacC-CIEKTPOMETPUN ¢ WHAYKTHBHO-CBSI3aHHOM
masmoii Ha mipu6ope Elan 9000, PerkinElmer Sciex/
CIIA ormpenensiivu ypoBeHb MUKPORJEMEHTOB Xpoma,
IIMHKA, CeJIeHa.

Cratuctnueckasi 00paboTKa TOJYIYeHHBIX pe3yiibTa-
TOB IIPOBOJIMIACH C MCITOJIb30BaHMEM IIporpaMm Micro-
soft Office Excel 2007 u IBM SPSS Statistics 20. Metona-
MM BapUallMOHHOW CTaTUCTUKM PACCUMTHIBAIU: CPEIHEe
3HaueHue (M), ommoOKy cpeaHeit BeIMYUHBI (1), CpeHee
KBaJipaThyeckoe OTKJIIoHeHUe (o). JlocToBEpHOCTh pas-
JIMYUIA CPEeTHUX CPaBHUBAEMBIX BEIMUUH (p) OTpenesi-
i 1o KoahduumeHty CroroneHTa (). Kpome Toro, ObL1
MPOBeIeH KOPPEIIIIMOHHbBIN aHaJIN3 ¢ PacuyeToM KOod(d-
¢dueHToB Koppessiuuu [TupcoHa (), IMCTIEpCUOHHBIN
aHam3 ¢ ornpeneieHueM kputepus Puiepa (F) 1 map-
HOEe CpaBHEHME COBOKYITHOCTEM TTPU TTOMOIIIM arlOCTePH-
opHOTO KpuTeprs ThIOKH.

PesynbraThbl M 06CyXaeHne

B pesynbrate TpoBeNEHHOTO WCCIENOBAaHUST YCTa-
HOBJICHBI 3HAUMUTEJIbHBIE pa3InuMsl B MaKpo- U MUKPO-
3JIEMEHTHOM COCTaBE BOJIOC M CJIIOHBI JeTeit, mpodec-
CUOHAJIbHO 3aHMMAIOIIMXCS CIIOPTOM, MO CpPaBHEHUIO
CO IIKOJIbHUKAMU C OOBIYHBIM YpPOBHEM (PU3NUYECKUX
Harpy3oK. AHajau3 TMOJIyUeHHBIX JaHHBIX TTOKas3aa 3a-
BUCHMOCTb COJIEp>KaHUSI Kajusl B CJIIOHE OO0CJemyeMbIX
OT CHOPTUBHOW akTWUBHOCTU (Tadi. 1). Tak, ypoBeHb
Kajiisi B KOHTPOJIBHOM TpyIine ObLI BHIIIE, YeM Y FOHBIX
cnoptemeHoB (p<0,001). OTMeTnM, 4TO TIpU CpaBHEHUU
COolIepXKaHUSl KaJlusl B CIIIOHE Y MaJIbuMKOB M JIEBOYEK
HaMM He ObLIO YCTAHOBJIEHO CTAaTUCTUYECKU 3HAYMMBbIX
pazmumauii (p>0,05).

ITpyurHBI MOHMKEHHOTO COJEPXKaHUSI TaHHOTO Ma-
KpOBJieMeHTa B CJIIOHE IOHBIX CTIOPTCMEHOB MOTYT OBITh
pazHooOpa3Hbl. OgHa U3 HUX OOYCJOBJIeHa MepeMele-
HUEM Kajvsl M3 BHEKJIETOYHOrO IMPOCTPAHCTBAa BHYTPb
kieToK. Kpome Toro, B yc10BUSIX MBIILIEYHOTO HaIpsIxkKe-
HUS BKJIIOYAETCS MEXaHM3M TEPMOPETYJISIIIUM — TI0TO-
otneneHue. IlokaszaTenu, moyiyueHHbIE HAMM, COTJIACY-
1o1cst ¢ pesyiabratamu A.B. IpssHeix n A.I1. Ky3HenoBa
[9], ycTaHOBMBIIMX, YTO MPU BBITTOTHEHUHU (HU3NIECKUX
Harpy30K TOTepsl 2JIEKTPOJUTOB C MOTOM CKa3bIBaETCsI
Ha 2JIEKTPOJIMTHOM OajlaHCe THUIIeBapUTEIbHBIX CEKpe-
TOB, B TOM YMCJI€ CJTIOHBI.

BoisiBieHO, UTO B BOJOCax y IOHBIX CITOPTCMEHOB
YPOBEHb Kajiusl ObLT BbIIlIE B CPABHEHUUM C KOHTPOJIEM.
HauGosiee BbicOKME 3HaueHMsI TTOKasaTejss OTMeua-
JIMCh B rpymnie ¢exroBaabinkoB — 115,7+30,3 mkr/r
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(B kouTpose — 30,4%6,6 Mxr/T; p<0,001). [To HaHHBIM
B.I. PeGpoBa, moBbIllIeHNWE YypOBHSI Kajusl B BoJOcax
MOXEeT O03HayaTb M30BITOYHOE HAKOTIJIEHNWE B OpPraHM3-
Me, TepepacnpeneieHe 3TOro dJeMeHTa MEXIy TKa-
HsiMuU, aucbanaHc snekrpoautoB [10]. Tlo MHeHMIO
A.B. CkanbHOTrO, MOBBIIIIEHHAsI KOHIIEHTPALIUS B BOJIO-
cax XXM3HEHHO HEOOXOAMMBIX XMMUUYECKUX JIEMEHTOB
OOBIYHO CBUIETEJBCTBYET O BBIBECHUM MX U3 OPraHU3-
Ma (crtagusi nmpennedunnTa). B cBOMX MccaenoBaHUSIX
aBTOp IOKa3aja, YTO MoMAaBJsiiollee OOJbIIMHCTBO CITY-
4yaeB JMCMUKPORJIEMEHTO30B Yy CIIOPTCMEHOB MOXKHO
OTHECTU K paspsity MpodeCcCUOHANbHbBIX, CBSI3aHHBIX
C TIOBBIIIIEHHBIMU (QU3NYECKUMU U TICUXO3MOIIMOHAJb-
HBIMU Harpy3kamu [11].

IIpu uzyyeHUM MUKPOBJIEMEHTHOIO COCTaBa BOJIOC
W CJIIOHBI TOJIy4eHbI JIIOOOMBITHBIE JaHHbBIE MO CEleHY
(Tabn. 2). YcTaHOBIEHO, YTO COAEPXKAaHUE NTAHHOTO dJie-
MEHTa OBbLIO MOBBIINIEHO B OMOCYOCTpaTax BceX HIeTei
U TOJIPOCTKOB C MHTEHCUBHBIM YPOBHEM (DU3MUYECKUX
Harpy3okK. YBeJMYEHUE CONEpXKaHUE cejieHa B CJIIOHE
Y CIIOPTCMEHOB OBIJIO CTATUCTUYECKN 3HAYUMBIM B IPYTI-
ne aesouek (F=10,21; p<0,001). ¥ manbuukoB, 3aHU-
MalOIIMUXCSI CIMOPTOM, TakKXe OTMeyYaJloch YBEJIMYeHHe
YPOBHSI ceJieHa B CJIIOHE, OJHAKO M3MEHEHMS ObLIN CTa-
TUCTUYECKU He3HaunMbIiMu (F=2,24; p=0,091).

ITo HameMy MHEHU10, BO3pacTaHue CONEpKaHUs ce-
JIeHa B CJIIOHE TOBOPUT He 00 M30BITKE ero B OpraHu3Me,

OPUINHAJIbHBIE CTATbU CIOPTUBHASI MEQULINHA

a 0 TIOBBIILIEHHOM UCTOJIb30BAHUU. Y CTIOPTCMEHOB, JIesI-
TEJbHOCTh KOTOPBIX CBSI3aHA C MPOSIBJICHUEM BBIHOCIIH-
BOCTH, MPOUCXOAUT yCUJIEHUE 00pa3oBaHUsl CBOOOIHBIX
paauKajaoB, aKTUBALIUS TIPOLIECCOB OKUCICHUS JTUTTUIOB
B TKaHSIX, 9TO UCTOIIaeT aHTMOKCUIAHTHBIE CUCTEMBI Op-
raHu3ma, IMpUBOJIUT K YCKOPEHHNI0 OOMeHa cejieHa B O1o-
JIOTUYECKUX KUAKOCTSX [12].

VYpoBeHb cesieHa B BoJocax ObUl TakXke MOBBIIIEH
B TpYINax IOHBIX CIIOPTCMEHOB. B KOHTPOILHON TpyT-
ne oH cocrapisin 0,41+0,02 MK/, y neBouek 2-ii rpymn-
nbel (xokkeit Ha TpaBe) — 0,48+0,01 mkr/r (p=0,009),
y I€BOYEK U MaJlbyUMKOB 3-1i rpymnmbl ((pexToBaHue) —
0,54%0,02 mxr/T (p=0,008) 1 0,52+0,03 mxr/r (p=0,005)
COOTBETCTBEHHO. [ToBbIIIIEHNE YPOBHS CeJieHa B BOJIOCAX
SIBJISIETCSl HEOIaronpusITHBIM (DaKTOPOM M O3Ha4aeT CO-
crostHUe TpeaaedunnTa. ITOT MUKPOJIEMEHT CITOCO0-
CTBYeT HOPMAJIbHOMY Pa3BUTHUIO KJIETKH, CTUMYJIUPYET
WMMYHMWTET, SIBJITETCS aHTMOKCUIAHTOM M OKa3bIBaeT 3a-
IIATHOE NEWCTBME Ha LIMTOIJIa3MaTHUeCKe MeMOpaHbI,
He Joryckast ux mospexneHus [13].

Hamu ObuT TIpoBefieH KOPPEISLIMOHHBIN aHaIN3 3a-
BUCUMOCTH YPOBHSI M3yYaeMbIX 3JIEMEHTOB B CJIIOHE
OT MX cofiepkaHus B Bojiocax. CTaTUCTUYECKU 3HAYMMasT
B3aMMOCBSI3b OTMEYaJlach MPU COMOCTABIEHUU CONEP-
JXKaHUS B Bojiocax M cioHe Kamus (R=-0,72; p<0,001)
u ceneHa (R=0,44; p=0,004). B nepBom ciyuae Koppe-
JISUMOHHAST CBSI3b ObIJIa OOPaTHOM, BBICOKOW CTEMeHU

Tabauya 1. CpenHee coaepkanue Kaius B CIIOHe (B MKT/T) 00C/IeyeMbIX pa3JIMYHOro 10Jia B 3aBUCHMOCTH OT 3aHATHII CIOPTOM.

IMon
Tpynna o6caen0BaHHBIX P
MaJIbYUKHN JEBOYKU
Kontposns (K) 1388,3+186,5 1484,3+81,9 0,647
1-4 rpynna (riaBaHue) 783,2+31,5 756,0£74,7 0,743
2-4 rpyImmna (XOKKeil Ha TpaBe) 770,8+37,1 807,7+42,2 0,516
3-s rpynmna (dhexToBaHue) 547,4+86.,9 493,6191,6 0,675
F ®uiiepa, p 17,89; <0,001 33,75; <0,001
aroCcTePUOPHBIE CPAaBHEHUSI 11O METOAY ThIOKM:
Py <0,001 <0,001
Py, <0,001 <0,001
Pis <0,001 <0,001

Tabauya 2. CpenHee coaepkanue cejieHAa B CTIOHE (B HI/T) 00CJieIyeMbIX PA3IMYHOrO M0J1a B 3aBUCMMOCTH OT 3aHATHIi CIOPTOM

[Ton
Tpynmna o6cae0BaHHBIX P
MaJIbYMKHN JEBOYKN

Kontpoins (K) 8,1£0,9 5,8%0,3 0,048
1-4 rpynma (riaBaHue) 11,3£1,0 11,8%1,8 0,804
2-4 TpyImma (XOKKeil Ha TpaBe) 12,7£1,5 12,2+1,9 0,847
3-s rpyma (exTroBaHue) 15,5+1,5 14,8+1,2 0,740
F ®uiepa; p 2,24; 0,091 10,21; <0,001
ATOCTEepUOpHbBIEC CPABHEHMSI IO MEeTOAY ThlOKU p>0,05 Py, =0,01

Py, =0,002

Py <0,001
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Tpoeeybosa H.A. u coaem. OcoOGEHHOCTH cofiepXaHust OMO3JIEMEHTOB B CITIOHE M BOJIOCAX IOHBIX CIIOPTCMEHOB
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Pucynok. Cpennee comepxanne XpoMa B cJiioHe (B Hr/T) o0cJie-
JIOBAHHBIX J€TeN.

no mkajge Yenaoka. Bo Bropom ciiyuyae orMeuanach yme-
PEHHOI CTeTeHU TIpsiIMast KOPPESILIMOHHAS CBSI3b MEXKIY
colepKaHWeM B BOJIOCAX W CIIIOHE. AHAJIU3UPYS TIONIYy-
YeHHBIE Pe3YJIBTaThl, MOXKHO OTMETHUTD, YTO SJIEMEHTHBII
COCTaB KaK CJIIOHBI, TaK M BOJIOC aJIeKBAaTHO OTpakaeT
(GU3MOIOTMYECKOe COCTOSTHUE OpraHM3Ma M HaXOAMTCS
B KOPPEKTHOM COOTBETCTBUM APYT C IPYTOM.

B namem wncciegoBaHuM OBIIO OOHApYKEHO TaK-
K€ TIOBBIIIEHHOE COIEpKaHWEe XpOMa B CITIOHE FOHBIX
CIIOPTCMEHOB BCEX TPYIII (CM. PUCYHOK). [To-Buanmomy;,
MOBBIIIICHWE COMEPKaHUsI XpoMa B CIIIOHE JIeTel, Mpo-
¢eccroHaTbHO 3aHUMAIOIIMXCS CTTOPTOM, TaKXKe O0BsSIC-
HSIETCS yCUJICHUEM MeTaboJIu3Ma B YCJIOBUSX MHTEHCHUB-
HBIX (DU3MYECKUX HATPY30K.

Ilpn usyyeHun apyrux OMOBJIEMEHTOB HaMu ObLIU
YCTaHOBJIEHbI UHIMBUIyaJIbHble OCOOEHHOCTU COCTaBa BO-
JIOC U CJTIOHBI Y JIeTeid B 3aBUCUMOCTH OT BujIa criopra. Tax,
JUTS. IOHBIX CIIOPTCMEHOB, 3aHUMAIOIIMXCST (heXTOBaHM-
€M, YPOBEHb KaJIbLIMSI M MarHusI B CJTIOHE OBLT TOCTOBEPHO
CHITKEH 10 CPaBHEHUIO ¢ KOHTPOJBHOM TPYTIION U APYTU-
MU TPYTIIIaMU CITIOPTCMEHOB, a B BOJIOCAX TTOBBIIIIEHA KOH-
neHrtpauus xenesa (p<0,05). g neteii, 3aHUMAIOITUXCST
XOKKEeM Ha TpaBe, ObLT XapaKTepHbI 00Jiee BBICOKME 3HA-
YeHUsT IIMHKA KaK B CJIIOHE, TaK M B BOJIOCAX B CPaBHEHUH
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BCTaTLC H.A. Tpoery6oBoii u coaBT. «OcobeHHOCTH
colepXaHus OMO3JIEMEHTOB B CIIIOHE M BOJOcax
IOHBIX CIOPTCMEHOB» OOCYXHaeTcsl akTyajbHasl Mpo-
GyieMa BIMSIHUS TIOBBIIIEHHBIX (DM3MUECKUX HATrpy30K
Ha COCTOSIHME OOMEeHa BeIleCTB M 3J0POBBSI Y TOMI-
pPOCTKOB. IeiCTBUTEIbHO (U3NUECKHME HArpy3KHM 3Ha-
YUTEJBHO YCKOPSTIOT OOMEHHBIE TMPOILECChl, OCOOEH-
HO OKHWCJUTETbHO-BOCCTAHOBUTEIBHBIN MeTabOM3M,
VIIy4IIaloT OMOZHEPreTUYECKUe TIPOLEeCCh B  TaKoit
«MaCCHUBHOI» YacTW Tejia, KaK CKeJeTHasl W TJjiajakasi
Myckynatypa. [Ipu 3ToM, B YaCTHOCTHU, TOBBIIIACTCS
«000POT» INEKTPOJUTOB — KaK MaKpo-, TAK U MUKPO-
ameMeHTOB |1, 2—5]. Hanbonee akTHBHO B OKMCIMTEIIb-
HO-BOCCTAHOBUTEJBHBIX TIPOIIECCaX y4YaCTBYIOT TaKHe
MUKPO3JIEMEHTBI, KaK XeJe30 U Meldb, M3MEHSIOINe
B Mpoliecce oOMeHa CBOI0 BAJIEHTHOCTb U CIIOCOOHBIE
camMu mo cebe yCHIMBATh TMPOLECCH TEePOKCUIALINU,
a TakKe LIWHK, SIBISIOMMUICS HecTieMOUIecKuM (KOH-
KYPEHTHBIM) aHTaTOHUCTOM YKa3aHHBIX MUKPO3JIeMEH-
TOB, CHUKAIOIIMM MPOOKCUAAHTHOE JEiCTBUE TpexXBa-
JIECHTHOTO 3KeJe3a.

CimoHa, Kak TIOJlydaeMblii HEWHBAa3WBHBIM CITO-
co0OM OOBEKT JIsI U3y4yeHUs] OOMEHHBIX HapylIeHU
B OpraHu3Me, Upe3BbIYailHO TMpUBJIeKaTeJbHA IS Tie-
JIATPOB, OCOOEHHO MPU MOMYJISIIMOHHBIX MCCIeI0Ba-
HUSAX, a TakKXe B CTOMATOJIOTUU, TAaCTPOIHTEPOJIOTUU
[1—4]. B cioHe, KaK U B ria3me, Mo4e, CITMHHOMO3TO-
BOM XKHUAKOCTH, BO3MOXHO OTIpele/ieHNe COMepKaHUs
JINTIUIOB, TIEPOKCUIA, JIaKTaTa, MMpyBaTa, aKTUBHOCTHU
me109Hoi pocdaTassl, IaKTaTaeTuaporeHassl, pocdo-
qmna3 A u C, aMWIa3bl, COepKaHUsST CPeTHUX MOJICKYIT,
* B mopsiike auMckyccuu K cratbe Tpoery6osoit H.A. M coaBT.
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OKCHJA a30Ta, JIM30IIMMa, aHTUOKCUIAAHTHON aKTHUB-
HoctH, KpeatuHuHa, pH [5—9]. Kpome Toro, okasascs
JIUaTHOCTUYECKM MH(POPMATUBHBIM T€CT Ha U3MEpEeHUE
CKOPOCTH CJIOHOOTAEICHUS 3a OIpeae/IeHHbIN Tepuos
C y4eTOM cOOpa «CTUMYIUPOBAHHON» U «<HECTUMYJIUPO-
BaHHOW» CJIIOHBI. DTU TIOKa3aTeJn 3aBUCEIN OT BO3pa-
cTa, HAIMYMST XPOHWYECKUX 3a00JIeBaHMIf (B YaCTHOCTH,
00YyCTOBIMBAIOIINX XPOHUUECKUI TUTTOKCUYECKUI CUH-
IPpOM MpU KapaAUOMMOINATUN, CMHApoMe Diepca—/laH-
JIO W JIp.), CHMXKEHUS OMOZHEPreTUYECKUX IMPOIIeCCOB
(MUTOXOHIpUAbHAS MMATOJOTHS) U JBUTATEIbHOM aK-
TUBHOCTHU, 3a00JIeBaHUI KeJITyTOTHO-KUIIIETYHOTO TpaK-
tawmap. [1-7,9, 10].

ABTOpPBI MPEICTABIEHHOW CTaThbW BBISIBUIN 3HAYM-
TeJbHbIe U3MEHEHUSI B COIEPXKaHUU MUKPOIJIEMEHTOB
Yy TIOAPOCTKOB-CITOPTCMEHOB C TIOBBIIIEHHOW JIBHTa-
TEeJbHOW AaKTUBHOCTBIO. DTU M3MEHEHUsS, B TIEPBYIO
ovepeab, KacaloTCsl MOBBIIIEHUST COAEpKAHUST ceJieHa
W XpoMma B CIIIOHEe. YKa3aHHble MUKPODJIEMEHTBI SIBJISI-
JOTCSl 3CCEHIMAIBHBIMU I OpTaHU3Ma: CeJIeH TOBbI-
IaeT aHTUOKCHIAHTHYIO 3alUTy, a XpPOM BBHITIOTHSET
BaXXHYI0O OMOJOTUYECKYIO pOJb B (hYHKIIMOHUPOBAHUM
WHCYJIWHA, OINpeIeIeHUN TOJEPAHTHOCTU K TJIIOKO-
3e, TIPeAYINpPexXaaeT aTepOCKICPOTUIECKUE U3MEHEHMS
B apTepusix u Muokape [1—10]. C apyroii CTOpOHbBI, Ha-
JINYKE TTOBBIIIEHHBIX KOJMYECTB ceJieHa U XpoMa B CJTIO-
He, BBISIBIEHHOE Y TMOAPOCTKOB-CIIOPTCMEHOB, MOXKET
MOBBICUTH PUCK Pa3BUTHS Kapueca 3y0OB, YTO, MO-BU-
IUMOMY, HaZ0 YUYUTHIBATh MPU IUCTIAHCEPU3ALUU ITOM
TPYIIIBI ToAPOCTKOB [11, 12].

Hpyrue Hanbosee aKTUBHbIE MUKPOIJIEMEHTBI — 3C-
CeHIMaJIbHbIE XeJe30 W IIMHK, K COXaJleHWIO, IMpaK-
TUYECKU He TPEACTaBICHBI M He OOCYXIAIOTCS, XOTS
OYEBUIHO JOJKHBI JEMOHCTPUPOBATH BO3MOXKHBIE afar-
TallMOHHBIE M3MEHEHUsI OOMEHHBIX MPOLIECCOB TP TT0-
BBIIIEHWM IBUTATEIBHON aKTUBHOCTU. To 3Ke Kacaercs
1 MaKpO3JIEMEHTOB (KaJblLIUi, MarHuit).

WccnenoBaHnre MUKPO3JIEMEHTHOTO COCTaBa Kak CJIIO-
HBI, TaK ¥ BOJIOC TpeOyeT OOJBIIOTO BHUMAaHMS K COOpY
00BEKTOB UCCIEAOBAHUS M K TIEPECUYETy IMOTYYEHHBIX
pesynbraToB. iMeeT 3HaueHNe XUMUYECKUIA COCTaB TO-
cynbl 11 cbopa U 00pabOTKM 00BbEKTa MCCAEIOBAHMUSI.
Kpowme Toro, coctaB CIOHBI 3aBUCUT OT criocoba ee c6o-

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUY, 2, 2016

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2, 2016




pa (ctumynupoBaHHasi — OoJjiee pa3OaBieHHas WU HE
CTUMYJIMpOBaHHasg — 0OoJiee KOHIEHTpUPOBAHHA).
K coxaneHuio, Bce IOKa3aTeJM MHUKPOIJIEMEHTHOTO
cOCTaBa CJTIOHBI aBTOPHI TIEPECUNTHIBAIM Ha | T TIPOOHI,
YTO BBI3BIBAET HEKOTOPbIE COMHEHMSI B MPaBUIBHOCTH
MOJATOTOBKM OMOJIOTUYECKUX TIPOO IS MCCIeA0BaHUS:
3HAYUTEJbHOE CHIDKEHUE COACPXKaHUsS MaKpOdJeMeH-
TOB B CJIIOHE CITIOPTCMEHOB MOXET OBITb Pe3yJBTaTOM
MTOBBIIIEHUSI CKOPOCTH CIIIOHOOTIEIEHUSI Y TPEHUPO-
BaHHBIX MTOAPOCTKOB C BEICOKMM YPOBHEM OMO3HEPTUU
[11—13]. TloBbIllIeHME CIIOHOOTIAEACHUS Ha EIUHUILY
BpeMeHU MOXET OBbITh MPUYMHON 3HAUYMTETBHOTO pas-
BeJEHUST COJAEPXKAIIMXCS B CIIOHE KOMITOHEHTOB, JaXe
€CJI BBIIEJEHNUE CIIOHBI CITeIIMaTbHO HEe CTUMYJIUPY-
ercs (Hanpumep, mapacduHom). [lo HamMM JaHHBIM,
y IeTell ¢ TSKETbIMU TeHETUYECKUMU 3a00JIeBaHUSIMU,
JIETCKUM IiepeOpaIbHBIM MapaudyoM CKOPOCTh CIIOHO-
otneneHus (3a 10 muH.) O6buta B 3—10 pa3 HuXe, yeM
y 310pOBBIX jAeTeil Toro ke Bo3pacra [11—13]. Orcyr-
CTBME KOHTPOJISI CKOPOCTHM CITIOHOOTAEJEHUS MOXET
OBITh 3aMEHEHO TepecueToM ToKasaTejeld Ha eIUHM-
1y KpeaTMHWHA B CJIIOHE, YTO MOTJIO Obl 00Jiee TOYHO
OTpeIeINTh BIUSIHUE (PU3NUECKUX HATPy30K Ha 3JIeK-
TPOJIMTHBIN OOMEH axke 6e3 COTOCTaBIeHMS MoKa3aTe-
JIeil CIIOHBI M BOJIOC C COIEepKaHUEM MMKPODJIEMEHTOB
B KpOBU 1 Mode. MiMeeT 3HaueHUe TaKKe YYBCTBUTETb-
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KomIiekcHoe JiedeHne BEeHTHISITOP-aCCOIMUPOBAHHOI ITHEBMOHMH Y HOBOPOZK/IEHHBIX JIeTel

M.B. Kywnapesa, A.1O. Iepacumos, I M. Jlemenmoesa, E.C. Kewuwsn, T.C. Oxynesa

OCI «Hay4yHo-1ccnenoBaTeNnbCKUn KIMHUYECKUIA MHCTUTYT neamaTtpum uM. akagemuka 0.E. Benstuwesa» F60Y BIMNO
PHAMY um. H.W. Muporosa Mun3aapasa PP, Mocksa; poansbHbii oom N215 Topoackoi knmHmudeckom 60bHmLLbI N2 13,
Mocksa

Combination treatment for ventilator-associated pneumonia in neonatal infants

M.V. Kushnareva, A.Yu. Gerasimov, G.M. Dementieva, E.S. Keshishian, T.S. Okuneva

Academician Yu.E. Veltishchev Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University,
Ministry of Health of the Russian Federation, Moscow; Maternal Hospital Fifteen, City Clinical Hospital Thirteen, Moscow

CraTbs NOCBSAIIEHA U3YYEHHIO KITNHUKO-MHKPOOHO0JI0rnyecKkoil 3()eKTUBHOCTH KOMILIEKCHOTO JiedeHHs 63 I0OHOIEeHHBIX U HEI0HO-
HIEHHBIX HOBOPOJKIIEHHBIX JIETeil ¢ BEHTHISATOP-ACCOUMMPOBAHHOI ITHEBMOHME, 00YCIOBIEHHOI TPAMIIOIOKUTETbHBIMA KOKKAMHI
WM UX aCCONMALMSAMY C IPAaMOTPHLATEIbHON MUKPO(Iopoii. Bee mTaMmMbl rpaMnosioKuTeIbHbIX BO30yauTeeii ObLIH YyBCTBU-
TeJIbHBI K JINHE30JULY (MUHMMAJIbHAS MHTHOUPYIOIAs KoHueHTpauus < 4 Mkr/mi). JIune30ima Ha3HAYAIM B COYETaHUH ¢ Oera-
JAKTAMHBIMH AaHTHOMOTHKAMH WJIH AMUHOLIMKO3UIAMH. Y BCeX JeTeil MOJy4eHa MOJ0KUTeIbHAS MUKPOOHOIOTHYecKas ANHAMMKA.
Knnanueckas apekTnBHOCTS 0T™MeueHa y 95% neteii. B 25 cayyasx umelnio Mecto BropuuHoe HH(MMIMPOBAHKHE TPAMOTPHIIATE b~
HbIMM MHKPOOPraHU3MAaMH, 4 Y 2 HEeJIOHOUIEHHBIX AeTeil — ayromrammamu Enterococcus faecalis.

Karoueenie crosa: HOGOpOJK,‘aeHHble, 20cnumanvHas MHd)eKL{llﬁ BECHMUNAMOP-ACCOUUUPOBAHHAA NHEBMOHUS DMUO0N02U, /lLlH€30/lua, JNIeYeHue.

The paper deals with an investigation of the clinical and microbiological efficiency of combination treatment in 63 term and preterm
neonates with ventilator-associated pneumonia caused by gram-positive cocci or their associations with gram-negative bacteria. All
strains of gram-positive pathogens were susceptible to linezolid (its minimal inhibitory concentration was < 4 pg/ml). The drug was
used in combination with p-lactam antibiotics or aminoglycosides. All the infants displayed positive microbiological changes. Clinical
effectiveness was noted in 95% of the newborn infants. There was secondary infection with gram-negative microorganisms in 25 cases
and that with Enterococcus faecalis autostrains in 2 preterm infants.

Keywords: newborn infants, nosocomial infection, ventilator-associated pneumonia, etiology, linezolid, treatment.

BHaCTOHH_[ee BpeMs TTpobsieMe JiedeHNsT MHPEKIIMOH-
HO-BOCTIAJIUTEJIbHBIX 3a00JIeBaHUIT Y HOBOPOXKICH-
HBIX JIeTell TPOIOJIKAIOT YACHSITh OOJIbIIIOe BHUMAHUE.
DTO CBI3aHO C TE€M, UYTO, HECMOTPS Ha TOJOXUTETb-
Hble CIBUTH B AeMorpacduu, MiaaeHYecKass CMEPTHOCTh
Mmo-TipexkHeMy ocTaeTrcsi Bbicokoi. Tak, B 2011 1
no oueHke BO3 onHa cocrasnsia B Poccun 7,6 Ha 1000
POIMBIIUXCST XWBLIMU JETei, a HeoHaTaJbHAas CMepT-
HocTb — 4,2. Ilpu 3TOM Ha DOm0 TSKeaol MHGEKINN
B CTPYKTYpe TIPUYNH HEOHATAIBHON CMEPTHOCTHU TIPUXO-
nuTcst okoJto 36% [1].

Cpenyn MHMEKIIMOHHO-BOCITAJIMTEILHBIX 3a00JeBa-
HUI y HOBOPOXIEHHBIX JeTeil 0c000e MEeCTO 3aHMMaeT
BEHTWJISITOP-aCCOLIMMPOBAHHAsT TTHEBMOHMUSI, KOTOpast
pa3BuBaeTcs Ha (OHe MPUMEHEHUS armapaTHON MCKYC-
crBeHHOU BeHTWIsiuMK jierkux (MU BJI). Dto 3aboneBanume
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MOXKET OCJIOXHSATLCS Pa3BUTHEM CeTicrca, MEHWHTHTA,
OGPOHXOJIETOYHON AUCITIa3WK, TIPUBOANTH K JIETATBHOMY
HUCXOMy, a TaKXe CITOCOOCTBOBAaTh (POPMUPOBAHUIO XPO-
HUYECKUX WHBAJTUIU3UPYIONINX 3a00IeBaHUI JIETKUX
y neteii [2—4].

B TeueHue mociiegHEero ECATUIETHSI OTMEYaeTCs
YBeIWYEHHWE CIy4aeB BEHTUJISTOP-aCCOLMUPOBAHHOMN
ITHEBMOHUM, OOYCITOBJICHHBIX TOCTTUTAIBbHBIMU IIITaM-
MaMU TPaMITOJOXHUTEIbHBIX KOKKOB C MHOXKECTBEH-
HO# yCTOMYMBOCTBIO K aHTHOMOTHKaM [2—5]. K Takum
BO30OYIMTENSIM OTHOCSITCS METULMITMHPE3UCTEHTHBIN
Staphylococcus aureus v Koaryjaa3oHeraTuBHbie Staphy-
lococcus spp., ycTOWYMBBIE K METUIIWJUIMHY, a TakKxXe
K JIpyruM OeTa-JaKTaMHBIM aHTHOMOTMKaMm [3, 6—S8].
CepbesHylo MpobieMy TPEACTaBISIOT TsDKeNble WH-
dekunu, obycloBleHHbIe FEnterococcus spp., KOTOpbIE
YCTOWYUBBI WJIM CJIA00IYBCTBUTENBHBI K BAHKOMUIIUHY
[4, 7, 9]. DTi 006CcTOSAITENBLCTBA IUKTYIOT HEOOXOIUMOCTD
pacIIMpeHusT apceHaja aHTUOAKTepUaTbHBIX CPEACTB,
MPUMEHSIEMBIX JUIST JICYEHUS] TSDKEIbIX TTHEBMOHUIA
Y HOBOPOKIEHHBIX ACTEH.

B Hacrosiee BpeMst IJIsT IeUeHUST TSKEIOM MHGpEK-
LI, 0OYCJIOBJIIEHHON TPaMITOJIOKUTEIBHBIMU KOKKAMU,
HCIIONIb3yeTcs nHe30au [7—10]. DToT cmHTeTUYeCKMiA
AHTMOMOTUK OTHOCUTCS K KJIACCy OKCa30JUIWHOHOB
1 o0JlagaeT HOBBIM MEXaHU3MOM JIEUCTBUSI, a UMEHHO
WHTUOMpPYET HavyalabHY1O (pa3y cCMHTe3a OelKOB B OakTe-
puanbHOI KieTKe. JJaHHOE OOCTOSITENIbCTBO TO3BOJISET
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Kymnapeea M.B. u coagm. KomriekcHoe JieueHne BeHTHJ’[S{TOp—aCCOHHHpOBaHHOﬁ TTHEBMOHUU Y HOBOPOKICHHBIX netei

CHU3UTh BEPOSTHOCTb Pa3BUTHUs TEPEKPECTHON pe3u-
CTEHTHOCTH y OaKTepuii K aHTUOMOTMKAM 3TOTO Kjlacca
[6]. CBemeHuii 0 IpUMEHEHUU JIMHE30JMIA Y HOBOPO-
KIEHHBIX C TSKEJIBIMU MHQEKIIMOHHO-BOCITAIUTEIbHBI -
MU 3a00JIeBaHUSIMU HeMHorouuciieHHsl [7, 10, 11]. B Ha-
CTOSIIIIE! CTaThbe MBI IIPUBOIMM HAIIl OITBIT IIPUMEHEHUS
JIMHE30JI1/Ia B KOMITJIEKCHOM JICYEHUN TSIXKEJIbIX BEHTH-
JISITOP-aCCOLIMUPOBAHHBIX TTHEBMOHUI Yy HOBOPOXICH-
HBIX JIeTel pa3IMYHOTrO0 recTallMOHHOTO BO3pacTa.

Ileap wuccnemoBaHus: ONpPEACIUTh KIMHUKO-MU-
KpoOuosiornyeckyto  3(pHeKTUBHOCTh, 0E30MacHOCTh
U MEePeHOCUMOCTh aHTUOMOTHUKA JIMHE30IMIa Y HOBOPO-
SKIEHHBIX JIeTell pa3JIMYHOro TecTallMOHHOIO BO3pacTa
C BEHTWISITOP-aCCOLIMMPOBAHHON TTHEBMOHUEN, 0OY-
CJIOBJIEHHOI TPaMIIOJIOKUTEIbHBIMU KOKKaMU.

XapakTepuctuka petein 1 MeTogbl UCcriefoBaHUs

OO6crenoBaHbl 63 HOBOPOXIEHHBIX peOeHKa ¢ TecTa-
LIMOHHBIM BO3pacToM Mpu poxaeHuu ot 27 no 41,5 Hen
u maccoit teia ot 1030 mo 4610 1. ¥V Bcex merteii, Haxo-
nuBIIuxcsl Ha anmapatHoit MBJI mo moBomy cuHapoma
JIbIXaTeJIbHBIX PAacCTPOMCTB, pa3BUIACh BEHTUISITOP-ac-
COLIMMPOBAHHAs TTHEBMOHUS. DT IeTU ObUIM pasiesie-
HBI Ha TPU TPYMIIBI ¢ YY€TOM MACChl Tejla U TeCTallMoH-
HOTO BO3pacta Tpu poxaeHuu. B 1-10 rpymnmy Boiuen
21 IOHOUIEHHBII HOBOPOXKIEHHBIM peOeHOK C Maccoi
Tena ot 2551 mo 4610 v (Mxm 3348,1£124,3 1) u re-
CTallMOHHBIM Bo3pactoM oT 38,5 mo 41,5 Hen (M*tm
39,4+0,23 Hen). Bo 2-10 rpymniy BKIIOUEHBI 28 HEOHO-
IIEHHBIX HOBOPOXKIEHHBIX C MACCOM TeJia MPH POKIACHUN
meHee 1750 r (ot 1030 no 1750 r, Mtm 1382,7+4,05 1)
U TeCTaMOHHBIM Bo3pacToM OT 27 no 33 Hen (M*tm
29,8+0,38 Hem). B 3-ii rpynre 06110 14 HETOHOIIEHHBIX
HOBOPOXAEHHBIX JIeTell ¢ Maccoil Teia MpU POXICHUU
6onee 1750 T (ot 1751 mo 2250 t; MEm 2105,4%+165,8 1)
U TeCTaMOHHBIM Bo3pacToM oT 33 mo 36 Henm (M*tm
33,961+0,59 wem). IMo TsokecTn 3aboyieBaHUs B Havale
BEHTWJISITOP-aCCOLIMMPOBAHHOM THEBMOHUM TPYTIITHI [~
Tell ObIIM penpe3eHTaTUBHBIMU. Y 47 neteil MHEBMOHMS
pa3BuIIach Ha 4-¢ CyTKM XW3HU, y 16 — Ha 5—8-e cyTku.
V Bcex MaleHToB TeYeHNe MTHEBMOHUM OBLIO TSKEJTBIM.

Bce HOBOpOXAEHHBIE NETH TOJyYaad aHTUOAKTE-
pUaIbHYIO, TOCUHAPOMHYIO, WH(PY3MOHHYIO Teparuio,
3aMECTUTEJIbHYI0O HMMMYHOTEpPArnuio BHYTPUBEHHBIMU
UMMYHOTJI00yJIMHAMU (TIEHTArIOOWH, OKTaram) W map-
eHTepalibHoe muTaHue. Kypc nuMHe30aMaa Ha3Havalu
Ha 4—8-¢ CYTKM XW3HU B Hauajle BEHTUJSITOP-acco-
LIMMPOBAHHOW TTHEBMOHWU. AHTUOMOTUK TPUMEHSITN
B no3e 10 Mr Ha 1 KT Macchl Tejla KaxIble 8 4 BHYTpH-
BeHHO. Kypc coctaBnsin B 1-it rpymme ot 6 no 14 mgHei
(8,7%0,95), Bo 2-it — ot 6 mo 24 nmueir (12,1%0,95),
B 3-11 — ot 6 mo 17 mneii (10,7£1,29). ¥ 5 HOBOpOXKIEeH-
HBIX JIMHE30JIUI Ha3HavYaJld B BUJE MOHOTEPAIIUM B Te-
yenue 12—15 nHeit, a 'y 58 — B coueraHuu ¢ GeTta-jak-
TaMHBIMU aHTUOMOTUKaMu (1edanocnopunsl [11-1V
MMOKOJICHMS, KapOarmeHeMbl) WIM aMUKallMHOM OT 6
1o 24 nHei. Y 2 HeIOHOIIEHHBIX AeTe TUHE30JIUI ITPU-

MEHSIIU ABYyMsI KypcaMu — ¢ 4-ro JHSI OT Hayaja 3a00-
JieBaHUs 110 9 THE 1 TpU BTOPUIHOM UH(OULIUPOBAHUY
ayromitamMmamu E. faecalis — ¢ 20-ro u 23-ro gHs B Te-
yeHue 10 qHeit.

MuxkpoOnonorndyeckuii moceB TPaxeoOPOHXNAIHLHOTO
acrmpara, KpoBU, CIIMHHOMO3TOBOM KUIKOCTH OCYIIIE-
CTBJISUICSI CTAaHIAPTHBIM METOJOM Ha HIMPOKUI Habop
MUTATEbHBIX CPEJI AJISI BBISIBICHUS a3pOOHBIX U (DaKyib-
TaTUBHBIX MUKPOOPraHU3MOB. BrbineneHHble OakTepu-
aJbHbIe W TPUOKOBBIE KYJIBTYpbl WIECHTH(UIIUPOBAIA
0 pola U Buaa obOmenpuHATeIMUA Metogamu [12]. Ko-
JINYECTBO MUKPOOPTAHU3MOB, BBIICJIEHHBIX M3 Tpaxeo-
OPOHXUAJIBHOTO acmypata, BbIpaXkaJii B BUAE N€CATUUHO-
ro jorapudma B 1 mu acnupara (Ig/mi). DTronoruyecku
3HAUUMBIM CUMTAIM KOJMYECTBO MMKPOOHBIX KJIETOK,
paBHOe Ig4/mn u Bbiie [12]. B uccienoBanue ObLIn
BKJIFOUEHBI TOJIKO JIETU C YCTAHOBJICHHOW TEepBUYHON
3TUOJIOTUE BEHTWJISITOP-aCCOLIMMPOBAHHOM TTHEBMO-
HUM, OOYCJIOBJIEHHOW TPaMITOJOXUTEIbHBIMU KOKKAMU.
TToceBbl TpaxeoOpPOHXMATBLHOTO aclupara TPOBOAWIN
N0 Ha3HA4YeHMSI JINHe30Mu1a, 3aTeM Ha 3, 5, 7—10-i qHu
JIeYEHUS Y BCeX JIeTel, a TakXKe Y HEKOTOPBIX MallMeHTOB
Ha 14—16-it n 18—23-if mHM 3a60JIeBaHUS TIPU €TI0 3aTSTK-
HoM TeyeHuu. OripeesneHre YyBCTBUTEIbHOCTU MUKPO-
OpraHW3MOB K aHTMOMOTHKAM OCYIIECTBJISUIM METOIOM
nuddy3uu B arape ¢ MOMOIIbIO CTaHIAPTHBIX HaOOPOB
nuckoB (HayuHo-uccrnenoBarenbckuit 1ieHTp (apma-
kotepanuu, CaHkTt-IlerepOypr) [13] U AOMONHUTETBHO
K JIMHE30JIULy METOJIOM CEPUIHBIX pa3BeACHUIN B KU/I-
KOl muTaTenbHOu cpene [7, 14].

PesynbraThbl M 06CyXaeHne

PesybraThl McClleOBaHUS 3TUOJOTUYECKOM CTPYK-
TYpPBl ~ BEHTUJISITOP-aCCOIIMUPOBAHHOW  ITHEBMOHUU
Y HOBOPOXJEHHBIX JeTeil TpeacTaBieHbl B Tabm. 1—3.
Kak BUIHO, crieKTp BO30yauTe el MpaKTUIeCKU He pa3-
JUJajCs B WCCIEMyeMBbIX Tpymnmax. Y TIIOfaBIIsIoNIe-
ro 6ompmuHCTBa Heteit (60%, 3Mech M majee TPOLIEHT
OT MaJIbIX YMCE JaH [Jisi CpPaBHEHUSI) U3 TPaxeoOpOH-
XMAJIbHOTO acTipaTa ObIIW BBIIEICHBI Pa3TUIHbIE BUIbLI
cranIokKoKKOB. Bee mrammbl Staphylococcus spp. obna-
JIAJT TEMOJTU3UPYIOIIUM CBOMCTBOM, KOTOPBI SIBIISIETCSI
OIHUM M3 (haKTOpOB MaToreHHOocTHu. Kpome Toro, Bce
25 mtamMmMoB S. haemolyticus v 9 u3 11 mrammoB S. epi-
dermidis (82%) OBLIM METULIVJLTMHPE3UCTEHTHRIMU. JIBa
mramMMma S. aureus COXpaHsTA 9yBCTBUTEIBHOCTD K METH -
LIVUTTAHY.

C MeHbllIelt YacToTOl BbIceBaNuCh Enterococcus
spp. — y 28 — 35% maumeHTOB M KpaliHe penko (B eau-
HUYHOM ciiy4ae) — Strepfococcus agalactiae Tpynimsl B.

VY 6oabmmmHeTBa (y 54—71%) neteit BEeHTHIISATOP-ac-
COLIMMPOBAaHHAsK ITHEBMOHMUSI TIPEICTaBIsIIa COOOM Tpam-
MOJIOXXUTETBHYI0O MOHOMHMEKIINIO 1 TOJBKO Yy 29 — 46%
nereit — MukctuHdekuuio. HyxXHO OTMETUTb, 4YTO C
HauOOJbIIe YacTOTON coueTaHue BO30yauTesel B Jibl-
XaTeTbHBIX MYTSIX UMEJI0O MECTO Y MAJIOBECHBIX JAeTel 2-ii
TPYNIbI: OJHOBPEMEHHO OBIIM BBIIEJICHBI TPaMITOJIO-
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KUTETbHBIE W TPaMOTPHULIATEIbHbIE MHWKPOOPTaHU3MBbI
v 8 (28,5%) nmeteit, o ABa rpaMIIOIOXHUTEIbHBIX KOKKA —
v 3 (11%) v TpaMITOIOKUTEIbHbIE KOKKW W TPUOBI poaa
Candida —y 2 (7%). Y 4 HelOHOIIEHHBIX AeTeit 3-if rpym-
Tl aCCOIMAIINY BO30YIUTENCi ObUTH IPEeNCTaBIeHBI CO-
YeTaHWEM TPaMITOJIOKHUTEIBHBIX KOKKOB M TPaMOTPHIIA-
TeTbHBIX MUKPOOPTAHU3MOB, B TOM YKCJIE Y IBYX HeTei
OIHOBPEMEHHO BBICEBAJUCH [IBA TPAMITOJIOKUTEIBHBIX
mrtamma — S. haemolyticus v E. faecalis.

VY OHOIIEHHBIX JAeTell MUKCTUHMEKIINST BCTpevanach
B 8 ciryuasx. [Ipu 3ToM y 6 MiTafieHIIeB OBLTM aCCOIMATIY
JIByX IITaAMMOB T'PaMIIOJOXHUTEIbHBIX KOKKOB C OIHUM
rpaMOTpHUIATEIbHBIM MUKPOOPTAHU3MOM. ¥ OZHOTO pe-
OeHKa BeIceBauCh S. haemolyticus v S. epidermidis, y on-
Horo pebeHka — S. haemolyticus B couetanuu ¢ Klebsiella
pneumoniae u Pseudomonas aeruginosa.

B accoumanusix rpaMoTpuiiaTeIbHbIe OAKTEpUH ObLTH
MpeCTaBIeHbl TOCTUTAILHBIMY INTaMMaMu P. aerugino-
sa v K. pneumoniae, a Takxe Bctpevanuch E.coliu Entero-
bacter cloacae.

IMomoXuTenbHBIN MUKPOOMOJIOTUUECKUIT DPPeKT
JINHE30JIMJIa B OTHOIIEHUU TPaAMITOJIOXUTETbHBIX BO3-
OynuTeNeii  BEHTWJISITOP-aCCOLMMPOBAHHON  ITHEB-
MOHHWHM HMEJ MECTO y BCeX OOCIeIMOBaHHBIX IeTei
(tabs. 3). [Ipu aTOM Ha 5-¢ CyTKUM JiedeHUs y OOJb-
muHCcTBa (71-75%) manueHTOB OTMeuajach IOTHast
SIIMMUHAIIAS U3 JbIXaTeJbHBIX TyTEW TpaMITOJIOXH-
TeJIbHBIX MUKPOOPTAaHU3MOB MJIM CHUXKEHUE WX TUTpa
B 10 — 10* pa3 (OT 3TUOJOTUYECKU 3HAYNMBIX BEJIU-
yuH 1g4—8 no 1gl—2) ¢ mociaenyoniuM MocTeneHHbIM
CHIXEHWEM WX KOJIMYECTBAa 10 OTCYTCTBMSI B odare

OBMEH OlbITOM

BocmaJieHusl. HasHayeHUe JMHe30JMIa B KOMILJIEKCe
C aHTMOMOTUKAMHU IIUPOKOTO CIEKTpa JEUCTBUST CO-
MPOBOXIAJIOCHh TAKXKE DJIMMHWHAIIMEN U3 IbIXaTeTbHBIX
MyTel TrpaMOTpUIaTEebHBIX BO30yauTeseii. Bwmecrte
C TeM CHIXEHHAas] UMMYHOJIOTMYeCKasl peakKTUBHOCTh
opraHu3Ma HOBOPOXIEHHBIX, OOyCOBIIEHHAsT KaK He-
3pEIOCThI0O OPTAHOB M TKaHel, TaK M MHOEKIMOHHO-
BOCTIAJIMTEJIBHBIM TTPOIIECCOM, CITOCOOCTBOBAJIa HOBOM
KOJOHM3allMU YCIIOBHO MATOT€HHBIMU MUKPOOPTaHU3-
MaMHM CIIM3UCTOM pecrTMpaTOPHOTrO TpaKTa U Pa3BUTHUIO
BTOPUYHOM MHGMEKITUMN.

BropuuHoe nHbuimposaHue (cMm. Tabs. 2) Hab0-
nanoch y 9 nereit B 1-it rpynne (P=0,43), y 14 — Bo 2-i1
(P=0,5) ny 3 — B 3-ii rpynnie (P=0,21). Kak npaBuo,
9TO OBUTM TPaMOTPULIATETbHbBIE BO3OYIUTEIN — TIPEICTa-
BUTENU cemelicTBa Enterobacteriaceae w Pseudomonas spp.
ny 1 pebeHka 2-ii rpynnbl — Acinetobacter baumannii.
Haubonee vyacto kKak B0O30yauTesb BCTpeuanach P. ae-
ruginosa. Tpubbl pona Candia spp. OblIM OOHApYKEHbI
TOJbKO y 2 aeteit 1-ii rpynmsl. [1pu BroppuuHOM MHODU-
LIMPOBAHUU TOCJIE JICYSHUS JIMHE30IUJIOM B COYCTAHUU
¢ OeTa-TaKTaMHBIMU aHTUOMOTMKAMM, KaK TIpaBUJIO,
pa3BWBajiach MOHOWH(EKIINS, OOYyCIOBICHHAs Tpam-
OTpUIATEIbHBIMA  OAKTEPUSAMM, TTOJTUPE3UCTEHTHBIMU
K paHee Ha3HAYeHHBIM aHTUOMOTHKAM.

Emie omHa, BTOpasi cMeHa BO30YIUTEST BEHTUJISITOP-
acCOLMMPOBAHHON IMHEBMOHMU OblIa Yy 6 JeTeil TOJbKO
BO 2-1i rpyrne, T.e. y MJaJleHLIeB C MacCoi Tejia Mpu po-
xaeanu MeHee 1750 . Bce aTi ety ObUTH ¢ TIPOIUIEHHOM
anmnapatHoil BeHTWsiuei jerkux (ot 11 mo 20 gHeit),
BbIpakeHHOI MOP(HOGYHKIIMOHATBHON HE3PeIOCThIO,

Tabauya 1. MUKpPOOPraHU3MBbI, BbIIE/ICHHBIE H3 TPAXEOOPOHXHATILHOTO ACHPATA B IIEPBOM IOCEBe Y 63 HOBOPOKIEHHBIX JeTel

C BEHTWIATOP-aCCOUUNPOBAHHON MTHEBMOHMEN

MUKpOOpraHHsMEL 1-s rpynna 2-5 Tpynna 3-4 rpynna

n P n P n P
S. aureus 0 0 1 0,04 1 0,07
S. epidermidis 2 0,1 5 0,18 4 0,29
S. haemolyticus 11 0,52 7 0,25 7 0,5
S. agalactiae epynnot B 0 0 1 0,04 0 0
E. faecalis 5 0,24 9 0,32 3 0,21
E. faecium 0 0 0 0 1 0,07
K. pneumoniae 4 0,19 1 0,04 0 0
E. coli 0 0 4 0,14 1 0,07
Enterobacter cloacae 1 0,05 1 0,04 0 0
Ps. aeruginosa 4 0,19 2 0,07 1 0,07
Candia spp. 0 0 2 0,07 0 0
MonouHdekus 13 0,62 15 0,54 10 0,71
Accolmanuu 6akTepuii (rpaM + 1 rpaM -/ujau rpam +) 8 0,38 11 0,39 4 0,14
Accolmanuu 6akTepuii ¥ rprudoB 0 0 2 0,07 0 0
KonuuectBo neteit B rpyrre 21 1,0 28 1,0 14 1,0

ﬂpwvzewaﬂue: N — YHUCJIO BbIICJICHHBIX IITAMMOB; P — yacTora BblIeJIeHUS] IITAMMOB B rpymrie.
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Kymnapeea M.B. u coagm. KomriekcHoe JieueHne BeHTI/IJ'IS{T()p—aCCOHHHpOBaHHOﬁ TTHEBMOHUU Y HOBOPOKICHHBIX netei

CHIDKEHUEM TPOTUBOMHGMEKIIMOHHON 3alllMThl Opra-
HU3Ma Ha (hoHe 3aTSKHOTO MH(EKIIMOHHOTO Tpoliecca
U TIpUMEHEHUs] WHBA3WBHBIX JIEUeOHBIX MEpOTPUSITHIA.
TpeTbst BoHa MHOUIIMPOBAHUS y 3 JeTell B 3TOM XKe
rpynne Obula O0O0yCJOBJI€HA TOCHUTAIbHBIM IIITAMMOM
P. aeruginosa, B ToM 4ucie B accoumauuu c E. faecalis
y 1 pebeHka, a TakXe rocnuTaabHbIM TaMMoM FE. cloa-
caey 2 neTeil.

Y 6 nereit ObLIM caeaHbl MOCEBBI JMKBOpa, KOTO-
pble OKa3aJuCh CTepUIbHBIMUA. KpoBb Ha CTEpUIBHOCTD
HCCIIeIOBaI Y BCeX HOBOPOXIEHHbIX 2—4 pa3a. Cpenu
JIOHOIIEHHBIX OTPUIIATENIbHBIE TOCEBBI KPOBU OBIIN y 15
nereit (P=0,71), y aByx (P=0,095) — BbIceBaJUCh I'pU-
0wl C. aldicans. Y 2 nereii B rTeMOKYJIbType OOHApYKEHbI
mTaMMbl S.haemolyticus, KOTOpble OTCYTCTBOBAJIM B TO-
cJenyoImux mocesax. Bo 2-1 rpynme oTpuiiateIbHbIE TTO-
ceBbl KpoBM ObLM y 23 nereit (P=0,82),ay 5 (P=0,18) —
BBICEBAJIMCH YCIIOBHO-TIATOTEHHBIE MWKPOOPTaHU3MBI:
y 3 nereit — FE. faecalis, y onHoro — S.haemolyticus, y of-
Horo — C. aldicans. Tlocne Kypca nWHe30JMIa TeMO-
KYJBTYPBI Y 3TUX JETei CTaau OTpUIaTeIbHBIMU. B 3-ii

TPYIITIE y BCEX HOBOPOXKIEHHBIX KPOBB ObIJIa CTePUITHHAS.
Hetn, y KOTOPBIX B T€MOKYJBTYpe ObUIM OOHapy>KEeHBI
rpuObI, MOJYYaIn JOTIOJHUTEIbHO KypC jJeueHus: ambo-
TepulIMHOM B.

IIpu BbICOKOI YacTOTe CMEHbI BO30yAuTENeil Ha-
3HAYaJMCh OT 2 10 5 KypCOB aHTMOMOTUKOB (B CpeHEM
3 Kypca) ¢ yuyeToM BHUIOBOTO COCTaBa MATOTEHOB M MX
YYBCTBUTEILHOCTU K aHTUOMOTIKAM.

HccnenoBanue 4yBCTBUTEIBHOCTM  BO30ynuTesEi
MHEBMOHMU K aHTUOMOTUKAM MOKA3aJI0 CIEAyIolIne pe-
3yJbTaThl. MUHUMAaJIbHAsT WHTHOMPYIOIIasi KOHIIEHTpPa-
uust (MUK) nuHe3zonuna B OTHOUIEHUM BCEX BbIIEIECH-
HBIX IITAaMMOB Staphylococcus spp., He3aBUCUMO OT BUJA,
ob1a ot 1 g0 2 mkr/ma. MUK storo aHTMOMOTHKA
B OTHONIEHMU IUTaMMma Streptococcus Tpynnbsl B cocra-
Buia 1,0 mxr/mi. Y 16 mrammoB E. faecalis MUK 6blna
ot 1 10 2 MKr/mi, a'y 3 mraMmmoB — 4 MKr/mit. JList Byx
wtaMMoB E. faecium MUK nune3onuaa 6buia 4 MKr/mi,
a JUIg OJTHOTO 1ITaMMa TOTo K€ Buja — 2 MKT/mil. Takum
00pa3oM, Bce TPaMITOJIOKUTEIbHBIE KOKKW OBUIM JyB-
CTBUTEIBHBI K JIMTHE30JIUTY.

Tab6auya 2. MMKpPOOPraHU3MBbI, BbIEJIEHHbIE U3 TPAXEOOPOHXHAJIBHOTO ACTMPATA B MOC/IEAYIOUIMX MOCEBAX Y HOBOPOXKIEHHbBIX
JieTeil ¢ BEeHTWIATOP-ACCOIMMPOBAHHOI THEBMOHUEl (BTOPHMYHOE HH(UIMPOBAHME)

MUKpPOOPraHn3Mbl 1-5 rpynna 2-4 Tpynmna 3-4 rpynna

n P n P n P
E.faecalis 0 0 2 0,14 0 0
E.coli 2 0,22 5 0,36 1 0,33
K.pneumoniae 3 0,33 1 0,07 0 0
E.cloacae 0 0 2 0,14 0
P.aeruginosa 3 0,33 10 0,71 2 0,67
Stenotrophomonas maltophilia 1 0,11 1 0,07 0 0
Candia spp. 2 0,22 0 0 0 0
A.baumannii 0 0 1 0,07 0
MoHouHdeKus 7 0,78 11 0,79 3 1,0
Accolyanuy rpam + 1 rpam- GakTepuit 0 0 2 0,14 0 0
Accoluanuu rpamMm — 0akTepuii 0 0 1 0,07 0 0
Accoluanuu 0akTepuil rpamM- U rpudooB 2 0,22 0 0 0 0
KonuuecTBo aeTeit, y KOTOpbIX ObLIa CMeHA BO30YIUTEIS 9 1,0 14 1,0 3 1,0

Hpumeltanue: N — YUCJIO BBIACJICHHBIX IITAMMOB, P — yacroTa BbIZIe/IEHUSI IITAMMOB B Tpymre.

Tabauya 3. Mukpoouoaormaeckas 3(pGeKTHBHOCTD JTUHE30MIA Y HOBOPOXKIEHHBIX JIeTeil C BEHTHISATOP-ACCOIMNPOBAHHO MTHEB-

MOHMeEN, 00YCIOBJIEHHOI IPAMIIOIOKUTETbHBIMHA BO30YIUTEISIMA

1-4 rpymnma 2-51 Tpymma 3-g rpynna
TTokazarenb 3(hheKTUBHOCTH
n /P n /2 n /P
CHMXeHUe TUTpa BO30YIUTEs 6 0,29 7 0,25 4 0,29
TlonHOE BbIBeIeHNE BO3OYAUTES 15 0,71 21 0,75 10 0,71
OrcyrcTBUe 3hdexTa 0 0 0 0 0 0
KonuuectBo neteit B rpymie 21 28 14

IIpumeuanue: n — 4UCJIO JAETEN C HATMYKEM TIPU3HAKA, P — 4acToTa BCTPEYaeMOCTH IIPU3HAKA.
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YyBCTBUTETLHOCTb  TPAMITOJIOXKUTEBHBIX ~ KOKKOB
K JpPYTUM aHTUOMOTHKAM pacTipeleTiach CIeAyIONIM
obpazoM. Bce mrammbl S.epidermidis (MeTULIMIITUHPE-
3UCTEHTHbBIE), S.aureus v S. Xylosis ObLTN YyBCTBUTEIbHbI
K BAaHKOMULIMHY, TEMKOIJIAaHWHY, KITMHIAMWIINHY U aMU-
KanuHy. BoceMb mtamMmMoB S.epidermidis (MeTUIIAITUH-
PE3UCTEHTHBIE) COXPAHSIA YYBCTBUTEILHOCTD K prdaM-
MUIHY, TeHTAMUITMHY, 8 IITAMMOB — K KOTPUMOKCA30TYy,
murpoduokcamHy u nedanocnopuHam Il moxkoneHwus.
[Ba mramma S.epidermidis OblI YyBCTBUTEIbHbBI K aM-
MUUWUIMHY U oKcaluWJIMHY. Bee mtammel S. haemolyti-
cus (METULIWJTMHPE3UCTEHTHBIE) COXPaHSIIA YyBCTBU-
TETBbHOCTh K BAaHKOMMIIMHY M TEWKOITJIAHWHY, W3 HHX
7 mTaMMOB OBUTM TakKKe YYBCTBUTEIBHBI K Iedaiocro-
puHam Il nmoxkoneHus, pudaMnuiHy U ANPodIoKca-
uuHy. Bece mrammel E. faecalis imMenu npoMexXyTOUHYIO
YYBCTBUTEJIBHOCTh K BaHKOMULIMHY (MWK-4 mkr/mi),
Kak u oguH wrtamm E. faecium (MUK-8 mxr/mm). JIBa
mrtamma E. faecium ObITA YCTOMUYMBBI K BAHKOMUIIMHY
(MUK> 16 mxr/mi). Ot 8 mo 11 mrammoB E. faecalis
COXpaHSITM TaKKe YYBCTBUTEIBHOCTh K KapOarmeHeMaMm,
aMOKCUKJIaBY, TEHKOTUTAHWUHY U pr(haMITULIHY.

Bce BblmeneHHBIE MMKPOOPTaHM3MBI — CEMeiCTBa
Enterobacteriaceae Obli 4yBCTBUTENBHBI K KapOarieHe-
MaM, aMUKaluHy, 75% mTaMMoB — K IiedalocriopuHaM
I11 u IV nokonenwust, Stenotrophomonas maltophilia — K Ko-
TPUMOKCA30Jly M THUKaplLWH/KIaByjaHary, Acinetobacter
Spp. — K THKapIlMH/KJIaByJIaHATy, TOOpPAMULIMHY, TTHTIe-
palwIIMH/Tazo0akramy, uedTasuauMy, TheHaMmy. Bce
22 mrtamma P. aeruginosa ObLTA YyBCTBUTEIBHBI K KO-
CTHHY, 13 HUX 10 mTaMMOB OBLIM TaKKe YyBCTBUTEJbHbI
K aMUKalWHYy, 1ehenuMy U KapbaneHemMaM W 16 1miram-
MOB — K TMKapUWIUIMHY W TATIEPalJLINH/Ta300aKTamy.
IMpuBeAeHHBI CIIEKTP YYBCTBUTEILHOCTA K aHTUOMOTH-
KaM TPaMOTPUIIATEIbHBIX MUKPOOPTAHU3MOB YUYUTHIBAIN
MIpU BEIOOpE aHTHOAKTepHaILHOTO IIperapara.

XapakTepruCcTKa TeUYeHHMs] TTHEBMOHMM Y HOBOPO-
SKIEHHBIX JIeTeil mpenctaBieHa B Tabm. 4. Kak BumHO,
CYIIECTBEHHBIX Pa3MYUil B XapaKTepe TeUueHMs 3aboiie-
BaHMS Y JTOHOIIEHHBIX JeTeil 1 HEMOHOIIEHHBIX C MaCCOM
Tesa npu poxaeHuu cosiee 1750 T He BBISIBJIEHO. YCTaHOB-
JIEHa TOJIbKO OOJIbINast TTPOAOJIKUTENBHOCTD (Ha 3,5 [HS,
p<0,05) oueHb TSIKEJIOrO COCTOSIHUS Y ieTeld B 3-1i TpyT1irie,
yeM B 1-i1. BMecTe ¢ TeM BEHTUJIATOP-acCOLMMPOBAHHAS
IMTHEBMOHUS Y JIETE ¢ MacCoM TeJia IpU POXKIAECHUU MEHEe
1750 r Oblna Gosiee ITUTENBHOM, YeM Yy JeTeit ¢ GoJbleit
Maccoil npu poxaeHuu. Takxke y 9TUX JAeTeil yBeauunBal-
¢ Kypc aHTUOAaKTepUaTbHOM M MH(MY3MOHHON Teparu,
BpeMsT TIpeOBbIBaHUST B KyBe3e U B cTallMOHApe. DTUX JeTei
MO3Ke HAYMHAJIM BCKAapMJIMBATh Yepe3 COCKY M TPUKJIa-
IIBIBATh K TPYAM, TTO3XKe HACTYIAJIO BHI3IOPOBICHUE, YeM
y GoJiee 3pesbIXx HOBOPOXKIEHHBIX. KpoMe Toro, y Majio-
BECHBIX JIETEH JOJbIIIe OTMEYAIOCH TSKEJI0e Y CPEeTHETSI-
JKEJIOe COCTOSTHUE M OBIJIO 60JIee TTPOIOKUTETBHBIM 30H-
JIOBOE MUTAaHWe, YeM y feTeit 1-ii u 3-i1 rpymr.

VY 6onpmmHCTBa (92—94%) nmeteit B ocTpoM Tepuoe
BEHTWJISITOP-aCCOLIMMPOBAHHON TTHEBMOHUM OTMEYasICst

OBMEH OlbITOM

neiikounTo3 ot 11,5 mo 45,9 - 10°/n. V 4 neteit B KpoBu
MOSIBJISUTUCH IOHBIE (DOPMBI JIEWKOILIMTOB, a y 14 —yBenn-
YMBAJOCh COMAEPXKaHUE MaJTOYKOSIIEPHBIX HEHTPODUIOB
1o 8—24%. JleiikorieHus pa3BuiIach TOJBKO Y OIHOTO pe-
OEHKa C CETCUCOM.

Knuauyeckass 3(p@pekTUBHOCTh JIMHE30JUIa, KO-
TOPBLI TIPUMEHSIJICST B COYETAHUM C aHTUOMOTUKAMM
IIMPOKOTO CIIeKTpa NeicTBuUs, Obl1a BbICOKOW. B 1-ii
rpyrme oHa otrmeuyeHa y 17 nmereir (P=0,81), Bo 2-it —
y 21 (P=0,75)u B 3-i1 —y 11 (P=0,79). OnHako jeyeHue
9TUM TIperapaToM He BCerna TMO3BOJSUIO TOCTUTHYTh
OBICTPOTO M CTOMKOTO KimHuYeckoro sdgdexra. Oc-
HOBHOM MPUYMHOW TOMY OBIJIO TTPUCOEANHEHNE K BOC-
MaJIUTEIbBHOMY TIpOLIeCCY TpaMOTPULATETbHBIX MU-
KpPOOPraHU3MOB, OCOOEHHO TOCIMUTAJbHBIX IITAMMOB,
YTO TIPUBOJUIIO K OoJiee TSIKEJTOMY M TPOAOJIKUTEb-
HOMY TeueHHUIo 3abosieBaHUs. BropuuHoe mHGULIMPO-
BaHUE COIPOBOXIAIOCH 3HAYMTEIbHBIM KIMHUYECKUM
YXYIIIEHWEeM COCTOSIHUSI JeTeil, pa3BUTHEM OCJIOXHE-
HUM, YTSDKeJTeHWeM TPU3HAKOB MH(MEKIIMOHHOTO TOK-
cuko3a. Kpome TOro, HemoCcTaTOYHBLIN KJIMHWYECKUIA
a(ddexT Ha (PoHEe ITOJIOXKUTEILHON MUKPOOMOJIOTHYE-
CKOl NTMHAMWKU MOT ObLIb CBSI3aH C HEIOCTaTOUHOM
KOHILIEHTpallMeil TuHe3011aa B ouare BocrajeHus. W3-
y4YeHUE KIMHUKO-MUKPOOMOJOrnyeckoini 3ddekTun-
HOCTM JIMHE30JIM/a T10Ka3ajio, YTO 3TOT aHTHUOMOTHUK
o611 BhicokoaddekTuBeH nmpu MUK < 2 mMxr/mi B oT-
HomeHuu Staphylococcus spp, S. agalactiae rpynnbl B,
Enterococcus spp. n ymepenHo apdexktuBeH npu MUK
oT >2 no <4 mxr/mu anst Enterococcus spp.

IMpn 3aTsoKHOM TeUEHUW TTHEBMOHWU, OTCYTCTBUU
JKeJTaeMOro MUKPOOHUOJIOTMYECKOTO Y KIMHUYECKOTO 3¢h-
dekTa moce JeYeHus JIMHE30JIUJI0OM B COYETAaHUU C 1e-
danocniopuramu 111 n IV nokonenuns nim aMHOTJIMKO-
3uaMM KypC JIMHE30JIMIa TIPOAOJKaIM B KOMOMHAIIMA
¢ KapbarieHeMamu. HazHaueHre aHTUOMOTHUKOB OCYIIIe-
CTBJISUTM TaKKe C y4€TOM aHTUOMOTUKOTpaMMbl BO30YIM -
TeJIsT BTOPUYHOW MHGMEKIINN.

Pa3zButne oOcCIOXHEHUIT BEHTUJISITOP-aCCOLMMPO-
BaHHOI TTHEBMOHWM OTMEYaJIoCh Y MOJIOBUHBI 00CIen0-
BaHHbIX jeTeit (Tadu. 5). Haunbosee yacThiMU SIBJISLUIUCH
W3MEHEHUsI CO CTOPOHBI KPOBHU, KOTOPbIE PETrUCTPUPO-
BaJINCh, KaK TMPaBuIo, B KOHIIE Kypca JIeUeHUs JIMHE30-
suaoM. OIHAKO 3TH OCJIOKHEHUS HEJTb3s1 CBSI3aTh TOJIBKO
¢ TIpMMEHEHUEeM YKa3aHHOTO IpernapaTa, Tak KakK OHU
MOTJIM OBITh CIIEACTBUEM TeUYeHUsST MHQPEKIIMOHHO-BOC-
MaJIMTEILHOTO TIpoliecca, KOTOPhI COMPOBOXIAICS UH-
(PEeKIMOHHBIM TOKCUKO30M Pa3IMYHON CTEIEeHU TSKe-
ctu. Kpome Toro, netu Hapsiay ¢ TMHE30JMI0M TOJIydaiu
KOMIUIEKCHOE MEIMKAMEHTO3HOE JIeUeHUe pa3IMuHbIMU
rpynmnamMu (hapMaKoJIOTHUECKUX JIEKAPCTBEHHBIX CPEICTB
U TIpenapaTamMy KpoBU (3pUTPOIIMTHHASI Macca, CBexke3a-
MOpOXEHHasl 1jia3Ma).

Ha 10—19-ii neHb BEHTWJISITOP-aCCOLMUPOBAH-
HOIl TIHEBMOHUM W JICYeHMS JMHE30auaoM y 18 ne-
Teil pa3BUJACh aHEMUS: YPOBEHb TeMOIJIOOMHA B KpO-
BU cHM3wiIcs no 82 — 108 1/, a uMeHHo, B 1-ii Tpyririe
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Tabauya 4. KnuHuyeckoe TeyeHne BEHTHISTOP-ACCOIMUPOBAHHOI MHEBMOHUHU Y HOBOPOXKIEHHbIX (M=Em)

IToxasarenb ahbekTuBHOCTU 1-4 rpynmna 2-s rpynma 3-s rpymma
[MponomxkurensHocTh MUBJI B XXecTKux pexumax, THU 1,98+0,37 3,98+0,52 2,62+0,51
O6mmas nmpoxoyrkuTeTbHOCTh MBI, mHI 7,412,111 10,4£1,29 6,0+0,98
JIMITETbHOCTh OUYEHbB TSKEJIOTO COCTOSTHUS, THU 6,4+0,98*V 12,6+1,32* 9,86+0,96 V¥
JITITEIBHOCTD TSKEJIOTO COCTOSTHUS, THU 16,0£1,61* 28,3+1,32* A 15,9+1,89 A
JITUTEeIbHOCTD CPEIHETSIKEIOrO COCTOSIHUS, THUA 8,7£0,80* 16,242,48* A 8,2+1,18 A
JIeHb OLIEHKH COCTOSTHMSI YIOBJICTBOPUTEILHBIM 31,2+1,61* 56,3+2,99* A 29,6£2,29 A
CrabnIbHOE YBEIMYEHNE MAcChl Tejla, IeHb XKU3HU 18,0+2,46 24,0+2,62 18,2+2,68
JInuTeIbHOCTD TIPeObIBAHUS B KyBe3e, THU 16,3£2,33* 42,9327 A 22,912,833 A
JInuTenbHOCTh UH(Y3MOHHOM Tepanuu, JTHU 21,4%£2,21%* 34,412,78* A 23,9+4,05 A
JuTeIbHOCTh 30HI0BOTO MUTAHUS, THU 17,3+2,76* 33,4+2,84* A 17,7+1,47 A
Hauasno BckapMavBaHUsI Yepe3 COCKY, IeHb XKU3HU 18,6+2,43* 39,0£3,23* A 19,0x1,44 A
IpynHoe BckapMJIMBaHUE, CO THS KU3HU 21,4+x1,44* 42,5+3,15* A 25,0+2,19A
ITpoaoskuTeIbHOCTh THEBMOHUM, THU 23,4+1,55* 33,0£2,94* A 23,4221 A
JIMATeIbHOCTh aHTUOMOTUKOTEPATIUU, THU 24,6+2,15* 33,612,18*A 26,5+£3,70 A
KonuyecTBo KypcoB aHTUOMOTUKOB 3,1£0,20 3,9+0,17 3,15%+0,22
JuTeIbHOCTb JICUEHMST IMHE30UA0M, THU 8,7£0,95* 12,1+0,95* 10,7+1,29
Koiiko/neHb B oTAEIeHUMU peaHuMaluu 8,3x1,11%* 13,2+1,49* A 8,0=1,89 A
Koliko/neHb B cTalimoHape 30,1+2,13* 53,1£3,59* A 32,0+3,51 A
Ywucio gereit B rpyrimne 13 14 32

Ipumeuanue. Paznuuust noctoBepHbl: * — p<0,05 mexmy 1-ii u 2-ii rpynmnoii; A — p<0,05 mexny 2-it u 3-it rpynmnoit, ¥ — p<0,05 mexmy 1-i

U 3-1 TPYIINON.

Tabauya 5. YacToTa 0CI0XKHEHUI BEHTUISTOP-ACCONMMPOBAHHOI THEBMOHNM Y HOBOPOXK/IEHHBIX JeTeil, MOMIy4aBIINX JUHE30H],

Moxasarens 1-4 rpynna 2- Tpynna 3-4 rpynna

P n P n P
ATeJreKTasbl 4 0,19 6 0,21 3 0,21
[THeBMOTOpaKC 1 0,05 1 0,04 0 0
OTexK JIETKOTO 4 0,19 6 0,21 3 0, 21
JlerouHoe KkpoBOTEUEHUE 0 0 0 0 1 0,07
AHeMUS 5 0,24 9 0,32 4 0,29
TpomOoLMTONIEHUST 2 0,095 5 0,18 1 0,07
Do3uHOUIUS 10 0,48 13 0,46 6 0,43
Bbponxonerounas aucruiasus 0 0 9 0,32 0 0
Cernicuic 0 0 0 0 1 0,07
KonuuectBo aeTeit B rpyrimne 21 1,0 28 1,0 14 1,0

lelMe‘t(lHMe: 1N — YUCJIO AETEN C HUIMYMEM TIprU3HaKa, P — yacrtota BCTPEYAaCMOCTHU IMPHU3HAKaA.

co 115,7+6,14 no 81,0+4,97 v/n, Bo 2-if — co 130,5+6,83
10 95,8+1,45 r/1; B 3-it — co 162,8+2,77 00 96,3+8,64 1/11.

ITociie okoHYaHMS Kypa JUHE30IUAa 203UMHODITUS
OblTa BBISIBJIEHa TMOYTH Yy TTOJOBUHBI OOCIEIOBaHHBIX
neteii B Kaxknoit rpyrme (y 43—48%). KoandyecTBo 2031~
HOGWIIOB Y 3TUX HOBOPOXKIEHHBIX COCTABIISJIO B Cpel-
Hem 13,5+1,8; 12,6+1,54, 12,8+3,0; cOOTBETCTBEHHO,
¢ konebaHuamu ot 7 1o 25%. HanGosnblliee yBenueHue
KOJIMYECTBO 203MHO(MWIOB OTMEYAIOCh Y MaJOBECHBIX

nereit 3-it rpynmnbl — 25%, npotuB 20% y TOHOIIEHHBIX
neteit u 14% y neteit 2-ii rpynibl. Jlo IedeHWST TUHE30-
JIUIOM KOJWYECTBO 303WHOMUIOB He TpeBbImano 5%.
VY Bcex aereit ¢ 303MHOGUINE OTMeUalach HOpMaJK-
3allMsl 3TOTO MoKasaTessl KPOBU TPU BHI3IOPOBICHUU.
CoBpeMeHHbIE HCCIeI0BaTe/IM paccMaTpUBalOT YBe-
JIMYEHUE KOJMYEeCTBAa D03MHO(DUIIOB B KPOBU Yy HeTeit
B BOCCTAaHOBUTEJIbHOM Meproe MHGEKIIMOHHO-BOCTIA-
JINTEJIbHBIX 3a00JIeBaHNI KaK MOJIOKUTETbHBIN (akTop,
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MPOSIBJICHWE perapaTUBHOM aKTUBHOCTU B OTHOIIEHUU
TKaHel OCPeICTBOM CEKPEIIMU IMPOKOTO CITEKTpa I -
TOKMHOB [15, 16].

B XoHIe JeyeHUs JMHE30JMIOM TOBOJBHO pel-
KO BBISIBJISTIACh TPOMOOIIUTOTICHUSI, KOTOpasi Xapak-
TEepU30BajlaCh CHIKEHUEM KOJIMYeCTBA TPOMOOIIMTOB
10 53 — 129 - 10°/n. HauGouplas 4acToTa 3TOr0 OCJI0XK-
HEHUs OTMeUeHa Y TITyOOKOHETOHOIIEHHBIX IETE.

Cpenu OCJIOXHEHUM BEHTWISTOP-aCCOIMMPOBAH-
HO¥ THEBMOHUWHU JOBOJBHO YacTO (Y KaXKIOTO TPEThETO
pebeHKa) BCTpedvasics OTeK JIETKOTO M C TaKOW ke 4Ja-
cToToit — arenekTasbl (0T 19 mo 21%). bponxoserou-
Hasl aucriiasus opMupoBaiach TOJIbKO y neTei 2-i
IPYIBI ¥ BcTpevaiach y 31%, 4TO CBSI3aHO KakK C He-
3PENIOCTBIO JIETOYHOM TKaHW, TaK U C TMPOJIOJIKUTETb-
HBIM PEUMINBUPYIOIIUM TeYeHUEM BEHTUISATOP-acCco-
LIMUPOBAaHHOM MMTHeBMOHUU. KpaliHe peko pa3BuBacs
IMTHEBMOTOpPAKC (1Mo oHOMY peOeHKY B 1-1 u 2-ii rpyri-
nax). HyXHO OTMETHUTb, YTO TaKOE TSIKEJIOE OCIIOX-
HeHMe, KaK CEeNcUc, ObUIO TMArHOCTUPOBAHO TOJBKO
Yy OJIHOTO peOeHKa 3-1 IpyIIIbI.

B nHamem uccienoBaHUM He OBIJIO BBISBICHO Hapy-
IIEHWI CO CTOPOHBI (PYHKIINM ITOYEK: Y BCeX AeTEi MoKa-
3aTeJIM KJIMHUYECKOTO aHaju3a MOYM, AUYpe3, YPOBEHb
MOYEBUHBI M KpeaTMHWHA B KPOBM OBIITN B MpeesiaX BO3-
pPacTHOU HOPMBI.

OO0cnenoBaHue CIyXoBOi (DyHKIIMU Y AETel METOI0M
OTOAKYCTMYECKON SMUCCUM HE BBISIBUJIO HapyIIEeHUS
CO CTOPOHBI CIyXa HU B OMHOM CJIy4ae, B TOM YHUCIIE U Y
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OnpIT npuMeHeHus NUTOGIABUHA Y ITyOOKOHEIOHOIIEHHBIX JIeTei

U.B. Bunoepaodosa, A.H. benosa, M.B. Kpacnos, H.H. Emenvsanosa, T.I. boedanosa, JI.A. Buroepados,
B.C. Bunoepadosa
BY «[MpeanaeHTCKni neprHaTanbHbIl LeHTp»; PIBOY BIO «YyBalluckuii rocyaapCTBEHHbI yHUBEPCUTET UM. V.H. YnbsiHoBa»;

MUVHUCTEPCTBO 3PAaBOOXPAHEHUS U COLMAbHOMO pasBuTus Yyealumm, Yebokcapsi

Experience with cytoflavin used in extremely premature infants

LV. Vinogradova, A.N. Belova, M.V. Krasnov, N.N. Emeliyanova, T.G. Bogdanova, D.A. Vinogradov,
V.S. Vinogradova

Presidential Perinatal Center; I.N. Ulyanov Chuvash State University, Ministry of Health and Social Development of Chuvashia,
Cheboksary

C 1e/1bI0 CHUZKEHHS TIOBPEKIAIOIIEr0 BO3/IEIiCTBUS TMIOKCHH, KOPPEKIMH TSKEIbIX META00IMIECKHX M KAPANAIbHBIX HAPYINEHHMi
NP Pa3BUTHH KPUTHYECKOTO COCTOSHUSA Y HEIOHOIEHHBIX HOBOPOXKIEHHBIX NMPOBEIEHO U3yUyeHHe MeTaA00IMYECKOil Tepanuy HUTO-
¢naBuHOM y NTyOOKOHEIOHOIIEHHBIX neTeii (33 peGeHKa 0CHOBHOI rpynmbl M 25 neTeii rpynnbl CpaBHEHHs).

BbisiBjIeHO, YTO HCHOJIb30BAHKE JAHHOTO MpPENapara y JeTeil ¢ 3KCTPeMabHO HU3KOi M 0YeHb HU3KOW MACCO# Tejia C MOCTIUIOo-
KCHYECKMMH TOBPEKIEHUAMA MHOKAPAA M TXKEJIbIMHA META00IMYECKAMH HAPYIIEHASAMH MPUBOIMT K HOPMAJIM3ANMHA MOKa3aTeseit
KHCJIOTHO-IIEJI0YHOr0 COCTOSIHISA B TeYEHHe CYTOK OT Havauia jedenns. Ha ¢oHe Tepanuu npenaparom oTMedeH BbIpaKeHHBII Kap-
JIMOIUTONPOTEKTHBHBII 3(D(eKT, HeT yBeIMIEHHs CTENEHN BHYTPHKETYI0YKOBBIX KPOBOU3IUSHHUIA.

Karouesvte caosa: 2ny60koHedoHOueHHbIe HOBOPOJCOCHHbIE, NOCMEUNOKCUYECKUE NOBPENCOCHUsSI MUOKAPOA, NOCM2UNOKCU1ecKue no-
spexcoerus IITHC, eHympuiiceay0oukossie KpogousausHusl, KUCAOMHO-UeA0UHOe COCMOsHUE, AAKMAMm, UUMOPAQAEUH.

To reduce the damaging action of hypoxia and to correct severe metabolic and cardiac disorders in critically ill premature newborn
infants, metabolic therapy with cytoflavin was studied in extremely premature infants (33 and 25 babies in a study group and a com-
parison one, respectively).

The use of this drug in extremely low and very low birthweight babies with posthypoxic myocardial damage and severe metabolic dis-
orders was found to lead to normalization of acid-base balance within 24 hours after treatment initiation. During the therapy, there
was a marked cardiocytoprotective effect and no increase in the degree of intragastric bleedings.

Key words: extremely premature newborn infants, posthypoxic myocardial damage, posthypoxic CNS damage, intragastric bleedings,

acid-base balance, lactate, cytoflavin.

Cpe;m 3TUOJOTUYECKUX (haKTOpPOB, Haubosiee 3HAUM-
MBIX B TaTOTeHe3e TMepUHATAIbHBIX IepeOpaTbHbIX
TMOBPEXIEHUN y HOBOPOXIEHHBIX, TJIaBHAsl pPOJib MPU-
HauiexXuT rurokcuu [1]. Tumokcus moma pa3BuBaeTCs
BCJIE/ICTBUE TIaTOJIOTMYECKOTO TEYEHMUS OepeMEeHHOCTH
U TIPUBOIUT K POXKIEHUIO HETOHOIIIEHHOTO peOeHKa C JIbI-
XaTeJbHBIMU  HapylieHUsIMU. [JTyOOKOHEIOHOIIEHHbIE
HOBOPOXIEHHbIC HWMEIOT psifi aHaTOMO-(U3MOJIOTHYE-
CKHX OCOOEHHOCTE!, TAKMX KaK TUIepKaTeXoJaMUHEMUSI,
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Anpec 151 Koppecnonaenuuu: Bunorpanosa Mpuna BasepbeBHa — J1.M.H., 3aB.
OT/IeJICHHEM PeaHUMAalluy ¥ UHTEHCUBHOM Tepamiy HOBOPOXaeHHbIX [1pe3u-
JIEHTCKOTO MePUHATAILHOTO LIEHTpa

benoBa AHacracust HukonaeBHa — Bpau aHeCTe31MOJIOT-PeaHMATOJIOT TOTO XKe
YUPEKICHUS

428018 Yebokcapsl, MOCKOBCKUit rpocit., 1.9, kop. 1.

KpacHoB Muxaun BacuibeBud — 1.M.H., ipod., 3aB. Kadeapoit aeTckux 6o-
nie3Heit YyBaiickoro rocynapctseHHoro ynusepcurera um. M. H. VibsHosa
EmenbsnoBa Huna HukonaeBHa — K.M.H., IOLIEHT TO#1 Xe Kadeapbl
BuHorpanos JIMUTpHii AHIpeeBUY — CTYJEHT 6 Kypca YKa3aHHOTO YHUBEPCHUTETa
Bunorpanosa Banentuna CepreeBHa — CTYAEHT 6 Kypca yKa3aHHOTO YHUBEP-
cuTeTa

428000 Yebokcapsl, yi. AdaHacbesa, 1. 9A

Bbornanosa TatbsiHa [eHHaIbeBHA — K.M.H., TOLICHT, 3aM. MMHUCTPA 3IPaBO-
OXpaHEHUSI U collManbHOro pa3BuTus Yysanickoit Pecryonku
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PacChIMTHOM TUI KOPOHAPHBIX apTepuii U (hU3NoJI0TuIe-
cKasi KapHUTUHOBAST HeJ0CTaTOYHOCTh. ClIeICTBUEM Yero
SIBJISIIOTCSI PE3KOE YMEHbIIIEHUE 00pa30BaHUSI MAaKpPO3PToB
B MUTOXOHAPUSIX KapAMOMUOIIMTOB, TIpeodIajaHue yIjie-
BOJHOTO KOMITOHEHTa OOMeHa M 3aITycK KacKaja Hapylle-
Huii. B pesynbsrate runokcuu opMupyercst pecrnpaTrop-
HBII alMI03, B TKAHSIX BTOPUYHO Pa3BUBAIOTCSI TKaHeBasI
TUTIOKCHSI U METa0OJIMUECKUIA alin103.

TunepkarexojaMruHeMusl TepBOHAYaIbHO OKa3bIBaeT
CTUMYJIMpYIOIlee BO3IEMCTBUE HA COCYIOABUTATEIbHbIN
LIEHTP, OTMEUAIOTCSl YCUJICHUE CePIeUHO NesITeIbHOCTH,
MOBBIIIIEHUE TOHYCAa apTepuoJl W TEHACHIUS K TUIEp-
TeH3uu. [locTeneHHO BO3HMKAET apUTMUSI, CHUXKAETCs
YyBCTBUTEJbHOCTb aIpeHAJIOBBIX PELIENITOPOB K KaTeX0JI-
aMuHaM, HapacTaeT cepjedHasl HeIOCTaTOUYHOCTh. [ity-
OOKOHEIOHOIIEHHbII ~ HOBOPOXIEHHBIN  CTAaHOBUTCS
HE CITOCOOHBIM aJIeKBaTHO TMEPEXUTh MaCCUBHYIO TIepe-
CTPOIKY KpOBOOOpAIIEHUS, YTO TTPUBOANT K BBICOKOMY
(YHKIIMOHATBLHOMY HAaMpPSDKEHUIO  CepAeYHO-COCYIM-
CTO CUCTEMBI, OTKPBITHUIO (PeTaTbHBIX KOMMYHUKAIIWIA,
B pe3yJibTaTe MPUCOEINHEHUS] MeTabOIMIECKOTO alliI0-
3a ycyryosisieTcsl HapylleHre KpoBOOOpallleH!sI BO BCEX
TKaHSIX, BO3HUKAIOT PacCTPOCTBa MO3TOBOTO KPOBOOO-
palieHusl 1, KaK CJIeICTBUE, HeOJIaronpusiTHbIM HeBPO-
JIOTUUYECKUIA UCXOI.
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DTO 00YCTOBWJIO TIOMCK METO/Aa CHUXXEHMSI TIOBpe-
SKIAIOIIETO BO3ACMCTBUST TUITOKCUU WM TSKECTU KPUTH-
YECKOTO COCTOSTHUS Y HEIOHOIIEHHBIX HOBOPOXKIECHHBIX,
HYXIAIOIIUXCS B TIPOBEICHUH peaHUMAalli U MHTEHCHUB-
HOI Tepanuu.

Hcnonb3oBaHue psiza MeTabOJIMUYECKUX TPErnaparos,
MPUBHECEHHBIX B HEOHATOJOTUIO W3 B3POCJION TpaK-
TUKU (MEKCHUIO0JI, MHCTEHOH U JIp.) U XW3HEHHO HeoO-
XOOUMBIX B CUTYalIMSIX WHTEHCUBHOW Teparvu, UMeeT
OrpaHMYEHMST TIpU TIPUMEHEHUU Y HOBOPOXKIECHHBIX
BCJIE/ICTBME Ha3HAUEHMS TIperapara He B IMOJTHOM COOT-
BeTCTBUHU ¢ MHCTpyKIneit. B 2004—2009 rr. mox pykoBoj-
crBoMm akaza. PAMH npod. H.H. Bonoauna npoBonuioch
MHOTOIIEHTPOBOE JBOMHOE CJIENoe PaHAOMU3UPOBAHHOE
HCcclieIoBaHUe TTapeHTepabHOM (POpMBI TIperapara -
todnaBuH (OO0 «<HT®D "TTIOJIMCAH"», Cankr-Ile-
TepOypr, Poccusi) y HemoHOIIEHHBIX HOBOPOXKACHHBIX
C TUITOKCHUYECKM-MIIeMuueckuMm TmopaxeHuem [HHC
pasMuHOI creneHu TskecTu [2]. B cBsI3u ¢ aTuM mipen-
CTaBJISIETCST BasKHBIM JIOTTOJTHUTD JaHHBIE WCCIICIOBAHUS
U3YyYeHUEM COCTOSTHUSI CepAEYHO-COCYAUCTON CUCTEMBI
Ha poHe MeTaboIMIeCKOU Teparmuy HUTO(MIABUHOM.

Ilenp wWccnenoBaHusA: TPOAHATM3UPOBATH HOBBIE
MOIXOAbl K METabOIMYECKON Tepanuu y TryOOKOHEeIO0-
HOILIEHHBIX JETe B YCIOBUSIX OTIACICHUS peaHUMaluu
1 UHTEHCUBHOM Teparmy HOBOPOXKIECHHBIX.

XapakTepucTuka petein 1 MeTogbl UCcrefoBaHUs

HccnenoBanue nposoawiock B [Ipe3uneHTCKOM me-
pUHaTaJIbHOM LIeHTpe MUHUCTEPCTBA 3APaBOOXPAHEHMS
u counanbHoro pasputust Yysammu. C 1e1bl0 KOppeK-
LMW TSDKEJTBIX METa0OIMYEeCKUX M KapAuaJdbHBIX Hapy-
IIEHWI UCTIOJIb30BaIM TUTOMIIABUH BHYTPUBEHHO B 103€
2 Mr/KT B CYTKU Tiocyie pa3BeieHnst B 10%-M pacTtBope
IJIIOKO3bI B cooTHolIeHnHM 1:5. Tlpemapar BBoguau B Te-
YEHUE 5 CYT, COMJIACHO PEKOMEHAAIMSIM ISl JIEUEHUST He-
noHoteHHbIX C.O. Poratkuna (2012). CkopocTh BBene-
HUs TIOJYYEHHOTO pacTBopa KoJjebanach oT 1 10 4 Mi/4.
B coctaB mpenapara BXOISIT CYKLIMHAT HATPWsI, WHO-
3UH, pubodiaBuH U HUKoTuHamua [3]. [as usydeHwust
KJIMHUYECKON 3 GhEeKTUBHOCTU UUTO(GIAaBUHA C 1ETbIO
MPOMWIAKTUKN U JIEUEHHUST TMTTOKCHUYECKUX TTOBPEXIE-
HUI TOJOBHOTO MO3ra, WIIEMMU MUOKapaa U KOppeK-
MU MeTabOINYEeCKUX HapyIIeHW y HeTOHOIIEHHBIX
MBI BBIICJIMIIA TPYIITBI HETOHOIIEHHBIX C JUTMTETbHBIMU
(6osee 48 1) MeTabOJMUYECKUMI HAPYIICHUSIMU TI0 JaH-
HBIM KUCIOTHO-1Ies0uHoro coctosinus (KL C). V nereii

Tabauya 1. XapakTepucTHKa cpaBHMBaeMbIX rpynn (M=*m)

1-i1 rpynmibl (ocHOBHas Tpyrina, 33 pebeHka) Ha ¢hoHe Oa-
3UCHOI WHTEHCUBHOM Teparuy BBOAWICS HUTO(MIaBUH
(pa3petreHune stmveckoro komutera npu GI'bOY BITO
«YyBalickuit rocymapcTBEHHBIN YHUBEPCUTET WMEHU
W.H. VnbsinoBa» No 8 ot 01 mapta 2013 1), Bo 2-1i rpymnie
(rpynmna cpaBHeHUsI, 25 neTeit) mpoBOIMIaCh TOJBKO Oa-
3UCHas WHTEHCUBHas Teparnus. XapaKTepHUCTUKa CpaB-
HUBaeMBIX TPYIII IPeCTaBIeHa B TabJIuIIe.

AHanusupoBanu auHaMuKy mnokaszareneir KIIC,
anektpokapauorpacdhuu  (OKI),  sxokapauorpaduu
(Ox0-KT'), HeBpoiornyeckoro craryca. OyHKIIMOHATb-
HbIe METOIBI MCCIICTOBAHUS BHITIOJHSINCH B OTIEICHUN
(YHKIMOHABHOM  JIMAarHOCTUKU. DXoKapauorpadust
npoBoauiiach netsim B 1, 2—4, 5—7-e CyTKu XU3HU arl-
napatom ALOKA1700, LOGIQ book XP ¢ MUKpoKoH-
BEKCHBIMU JaTYMKAMU C YAaCTOTOM cKaHUpoBaHus 5 MIi1.
CrannaptHoe DKTI-uccnenosanue — B 1-2, 10-e cytku
JKW3HU, Aajiee 1o oKa3aHusaM arnnapatom HeartMirror3-
1KO ¢pupmbl INNOMED (Snonust). Heitpoconorpadust
ocylecTBisiaach B 1, 2—4, 5—7-e CyTKU XXKU3HU.

B paboTe mpuMeHeHBI OOIIENPUHSTHIE B MEIULIMH-
CKMX MCCJIEIOBAHUSIX METO/bl CTATUCTUUECKOTO aHaJIM-
3a, rMapamMeTpuyeckvue M HerapamMeTpuyecKue MEeTOJIbI.
JlocTOBEpHOCTh pa3IMUMii OIIEHUBAIACh 10 KPUTEPUSIM
CTbIOIEHTa, Z-OllCHKA C TOTPaBKoil MeiiTca, TecHOTa
CBsI3el MeXAy MpU3HAKaMH OIpeessgach ¢ MOMOIIBIO
KOppeJsiiMoHHOTO aHanu3a 1o Crimpmeny. [TonyyeHHbIe
pe3yJibTaThl 3aHOCWJIMCH B 0a3y JaHHBIX TTEPCOHAIBHOTO
koMmnbiorepa IBM n 06pabaTtsiBaICh C MTOMOIIBIO JIM-
LIEH3MOHHOTO CTaTUCTUYECKOro TMPOrpaMMHOIO IaKeTa
Statistica 6.0 B cpeae Windows.

PesynbraThbl M 06CyXaeHne

BhIsIBIIEHO, 4YTO y TAIMEHTOB OCHOBHOWM TPYMITHI
Ha (hOHe TeparuM C TIePBbIX YaCOB JICYEHUST TTPOUCXOIM -
J1a ObIcTpast HopMmanu3anus nmokasateneir KILIC 3a cuer
yCTpaHEHMs MeTabOJMYECKOrOo KOMITOHEHTa CMellaH-
Horo amupo3a (—6,0£0,3 mo —3,1%£0,1 mmonb/n B 1-it
rpynre u —5,7+0,2 no —5,0%£0,2 MMoJb/1 Bo 2-ii Tpymn-
me). Yepes 6—12 4 mocie Havaja JiedeHUs BeJTUYMHA
nedunura ocHoBaHuit (BE) B rpynme nereit, mosnydyas-
X MeTabOoMMYECKYIO Teparuio, Oblla JTOCTOBEPHO
MEHbIIIE TT0 CPAaBHEHWIO C TAaKOBOW B TPYIIIe CpaBHeE-
Hus (—4,7+0,2 mMonb/n mpotuB —5,510,2 mMmob/i;
p=0,001); B manpHeiiieM, K KOHILy 2-X CYTOK >XWM3HHU,
MoKa3aTeJ COXpaHsIUCh B TIpeneiaX HOPMabHBIX
3HAYEHW 0 OKOHYaHUS S5-ITHEBHOTO Kypca Teparnuu

ITokazarenb 1-s rpynmna (n=33) 2-s rpynma (n=25) p
Macca nipu poKIeHUH, T 1133,344+356,9 1225,1£262,7 0,365
Cpok recralivu, Hej 28,4x2,1 29,3+2,2 0,015
bepemMeHHOCTH 1O cueTy 3,7t1,4 4,0x+1,4 0,361
CaMOoIpou3BOJIbHbIE POIbI 10 (29,4%) 2 (12,5%) 0,335
Hauaio neyeHus, 1eHb XU3HU 5,3%1,3 6,4+1,8
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(—1,4%0,2 mmonw/n ipotuB —3,3+0,1 MMOJIb/JT B TpyIINe
cpaBHeHus; p=0,001).

IMomumo mokazatenss BE aHanmsmpoBaiu auHaMU-
Ky COJepXXaHMsI CBIBOPOTOUYHOTO JlaKTaTa y JeTell cpaB-
HUBaeMbIx rpyni (puc. 1). McxoaHblil ypoBeHb JlakTaTa
coctaisin 3,9+0,2 MMonib/a B 1-ii rpyrnne nmanueHToOB
u 3,7+0,2 Mmmousib/a Bo 2-ii rpymirie. Yepes 24 4 ypoBeHb
JlaKTaTa y AeTeii 1-ii rpymibl He MpeBbIIal HOpMaJbHbBIX
3HaueHui (1,5+0,2 MMonb/JT), B TpyINe CpaBHEHUS CO-
crapnsin 2,310,1 mmonb/n (p=0,001). AHaTOTMYHBIM 00-
pa3oM Tipe/cTaBjieHa TMHaMuKa nokasaresyieit pH kpoBu
(puc. 2). Ecnu B rpynre nereii, moyydyaBIIdX Teparuio
uToJIaBUHOM, YK€ B Hauajie 2-X CyTOK OT Hauaja Te-
parnuu ObUTH TIOJTydeHbI TapaMeTphl pH, 6M3kue K Hop-
MaJibHbIM 3HaueHusM (pH 7,28), To B rpyrnme cpaBHEHMSI
9TOTO TapaMeTpa ymajaoch AOCTUYL B KOHIE 2-X CYTOK
ot Hauana tepanuu (p=0,043). JInHamuka noxkasaresei
OCMOJISIDHOCTH Y JIeTell CpaBHUBAEMBbIX TPYIIIT TIPEACTaB-
JIeHa Ha puc. 3.

B TedeHuMe TepBBIX YacOB JieYeHUs] KOHIIEHTPAIUIO
O, B IbIXaTeNbHONM CMECH Y HOBOPOXIEHHBIX OCHOBHOM
TPYIITBI yAaJoch CHU3UTH 10 32%, a 3ateM u mo 25%.
Takum 00pa3oM, yxe K KOHILy 1-X CyTOK OT Hayaja Te-
parnvu IeTH OCHOBHOM TPYMITBI MOJTYYaiu JbIXaTeJTbHYIO
CMeCh, CofepKaIIyl0 HETOKCUYHbIE KOHLIEHTPALIMU KUC-
Jopona. ¥ sieteid 2-id rpynibl KoHLeHTpaus O, B JbiXa-
TeJbHOU cMecH Oblia Oojiee BHICOKOI B Havalsie Teparnuu
(45%), uro mukroBanoch mokaszareiasmu KIIC w maH-
HBIMM TPaHCKyTaHHOTO MoHmTopuHra SpO,. Hecmotps
Ha TO, 4TO KoHUEeHTpaumio O, B IbIXaTeJbHOW CMecH
y IeTel TPYIITBI CpaBHEHUS MBITATUCH CHUXKATh, JOCTUYD
0e30MacHbIX ero KOHILIEHTPAlUi B 9TON TpyIIe yaaioch
TOJIBKO K KOHILY 2-X CYTOK.

ITo nannbiM DKI BbISIBAEHO, YTO B 1-€ CyTKU KU3-
HU Yy BCEeX MAllMEHTOB OTMEUaJCsl CUHYCOBBI PUTM CO
cpeaHeit yactoroii 145 B MUHYTY, ITpaBOrpamMma co cpeji-
Hel BeIMUMHOM yria anbda ot +95° no +158°, uHrepBain
P—Q cocrasnsn 0,08—0,10 ¢, 1IUTETBHOCTh KOMILIEKCA
ORS — 0,04—0,06 c. ITatonornyeckre M3MeHEHMUsI KOM-
wiekca QRST B Bune HuskoBossTaxkHoit DKI, oTpazkaro-
el CHUKEHWE COKPaTUMOCTH MMOKapla B 30HeE UIIe-
MU, HaOJOAaIUCh OoJiee YeM y TIOJOBUHBI neTeid 1-i
u 2-it tpynm (y 53 u'y 51% cootBercTBeHHO). [ITyOOKMit
natojornyeckuii 3yoen Q TpoOAOJIKUTETbHOCThIO 00-
see 0,03 Mc u ammuTynoi 6osiee 1/4 3y6ua R He MeHee
YeM B JBYX TPYIHBIX OTBEIECHUSIX Y HETOHOIIEHHBIX Jie-
Teli 6611 BeIsIBIIeH Y 11,1% neteit 1-it rpynmei u'y 10% —
B TPYIIIEe CPaBHEHMSI.

C 3-ro nHs Tepanuu, no gaHHbIM DKI, ymeHbI1anmnce
MPU3HAKU DJIEKTPUYECKON HeCTaOMIBHOCTH MMOKapja,
SHEPreTHUECKOTo AeUIUTa, U3MEHEHMST PEToJsIpr3a-
1y B obeux rpymnmax. OmHaKoO K 5-M cyTKam Teparuu
TeMIIbI TTOJOXUTENbHBIX DKI-u3MeHeHnit B OCHOBHOI
rpymnre OblTA 60Jiee OBICTPBIMM U BBIPaKEHHBIMU, YeM
B rpynne cpaBHeHus. [1pu cxonHbix maHHBIX OKI K 5-M
CyTKaM Tepanuy KOJWYECTBO TAIlMEHTOB C COXpaHSIO-
mumucst ST-menpeccrueit 1 MogbeMOM B TIPaBbIX U JIEBBIX

TPYIHBIX OTBEACHUSIX MPEBBICUJIO TaKOBOE B OCHOBHOI
Tpyrnre He MeHee yeM B 2 pa3a (COOTBETCTBEHHO 39,6
u 13,9%; p=0,033 u 19,6 u 4,6%, p=0,1). Y 15 (45,5%)
nereit 1-it rpynmst u 4 (16%) nereit 2-it rpynmsl B mpa-
BBIX TPYIHBIX OTBeIEHUSIX 3y0Oell 7 ObUT TTOIOKUTETBHBIM
U U3037eKTPUYHBIM. Y 33,3% manmneHToB 1-if rpyrimst
YMEHBIIWJIACh MIIeMUYecKass MHBepcHs 3youa 7, Torma
Kak BO 2-1i TpyIIe oHa coxpaHsiiach B 80% HabmoaeHUIT
(p=0,0001). 3y6er1r 7 B JIeBbIX TPYAHBIX OTBEIEHUSIX B OC-
HOBHOM Ipymiie U3HaYaIbHO ObLT TTOJOKUTETBHBIM JINIITh
B 30% ciyuaeB; Ha (hoHe JiedeHUsI TUTOMIaBUHOM K 5-My
JIHIO Teparuy CTajl TOJOXWUTEIbHBIM Yy ¥ TAllMeHTOB,
a KOJIMYECTBO JIeTel ¢ MHBepcueli 3yoia T yMeHbIINIOCh
B 4 pasa (¢ 26,6 1o 6,66%; p=0,053).

MBI TIpoaHaIM3UPOBATN COCTOSTHUE HEBPOJIOTH-
YECKOTO CTaTyca HOBOPOXICHHBIX B IWHaMuKe. M3-
BECTHO, UYTO HamboJiee pACIPOCTPAHEHHBIMUA CpeIu
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1epeOpaIbHbIX MOpaXXeHW y TIyOOKOHETOHOIIEHHBIX
HOBOPOXAEHHBIX SIBJITIOTCS BHYTPUXKETYIOYKOBBIE KPO-
BOMBJIMSTHUSI W TIEPUBEHTPUKYJISIpHAS JIEAKOMAJISIINS.
BHyTpuxkenynoukoBbie KPOBOUBIMSIHMS Yallle HabJtona-
I0TCS Y HETOHOIIEHHBIX HOBOPOXKIEHHBIX KaK CJIEICTBHE
HE3PeJIOCTH COCYIOB TePMUHATUBHOTO MaTpUKca U TIPeI-
CTaBJISIIOT CEPbE3HYIO OMACHOCTD, TaK KaK SIBIISIIOTCST OJ-
HOIf U3 MIABHBIX MPUYWH JIETATbHBIX MCXOIOB 1 TKETBIX
TICUXOHEBPOJOTUYECKUX HapyIIeHUH B JajbHEMIIeM.
IIpu HelipocoHorpaduu y HaOIOAABIIMXCS HOBOPO-
SKIEHHBIX JABYX T'PyNN Oblla BBISBIEHA HEIOCTOBEpHAst
pa3HUIIa B YaCTOTE U CTEIEHU HEBPOJOTMUECKUX M3Me-
HeHuii. YacToTa BHYTPYKETYIOYKOBBIX KPOBOM3TUSTHUIA
1-ii cTerieHn OblIa oaMHAKOBOW B obeux rpymmax (39
" 36% COOTBETCTBEHHO); BHYTPXKETYIOYKOBBIE KPOBO-
WU3JIUSTHUS 2-1 cTerieHU ObUTH BIsIBJICHBI B 21,2 1 27,5%
ciyyaeB cooTBeTcTBeHHO (2=0,08, p=0,93); KpoBOU3IUSI-
Hus 3-i1 cTeneHn HAOIIOIAIUCh B 2 pa3a yallie y TalueH-
TOB TPYIIIBI CPaBHEHUsI, HO pa3HMIIA He Obla TOCTOBEP-
Hoii (5,8 1 10,1% maumneHTOB cOOTBeTCTBeHHO, 7=0,097,
»=0,92). OTmMeueHa HeTOCTOBEpHas pa3HHWIA CUHApPOMA
yraeteHust LIHC y nereii cpaBHMBaeMBbIX TPYII Ha 5-¢
CYTKM Tepartiu, XOTs 3TOT CUHAPOM BCTpevascs B 2 pasza
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OBMEH OlbITOM

pexe B 1-ii Tpyrme, 4yem Bo 2-1 (4,3 1 9,5% nmaimeHTOB
cootBercTBeHHO; z=0,08, p=0,90). Ha done Ttepanuu
UTO(MJIABUHOM HE OTMEYajoCh HapacTaHUsl CTEreHU
BHYTPIKETYIOYKOBOTO KPOBOUBIUSHYS, a y TTAllUEHTOB
2-11 rpymmst (35,4%) HaOMIOMATOCH COYeTaHNe TIePUBEH-
TPUKYJISIPHON JIEWKOMAISIIMA W BHYTPUKEITYIOUYKOBOTO
KpPOBOU3IUSIHUSI Ha (DOHE TJIYyOOKOI HE3pEeIOCTU TOJIOB-
HOTO MO3ra. MbI TIPOBEJIM KOPPEISIIMOHHBIN aHAIN3 Me-
Ky CTETMEeHbIO BHYTPUIKETYIOYKOBOTO KPOBOWBIUSHUS
U TIPOBEJICHHOM Tepanueil B CpaBHUBAEMBIX TPYIIIax 1 He
BBISIBUIM JOCTOBEPHOM pa3HuUllsl (B 1-ii rpymme r=+0,12,
p=0,12, Bo 2-ii rpynmie r=+0,19, p=0,15).

BbiBOAbI

Takum 06pa3oM, UcTob30BaHUE TUTO(IaBUHA Y [e-
Tell ¢ DKCTPEMAJIbHO HU3KOW M OYE€Hb HU3KOU Maccou
TeJa C TOCTTUMOKCUYECKUMU TIOBPEXIACHUSIMU MUO-
Kapaa M TSOKEeJIbIMU METa0OJIMYeCKUMM HapylIeHUsSMU
npuBOAUT K Hopmanu3auuu mnokaszateneit KILC B Te-
YyeHue CyToK oT Havasa jedeHust (p=0,043), mapameTpa
BE no —3,0+0,1 mmonb/a (p=0,001), ypoBHs JilakTara
1o 1,5£0,2 mmonb/a (p=0,001) u BeipaxkeHHOMY Kapauo-
LIUTOTIPOTEKTUBHOMY 3(hPeKTY.

3. Poeamkun C.O. JlnarHoctuka, mpo(uaakTUKa 1 JeUeHUE T1e-
pPUHATATBHBIX MMOCTITUITOKCUYECKUX MOPAXKEHUI IIEHTpab-
HOW HEPBHOM CUCTEMbI Y HOBO POKIEHHBIX U JIETei paH HETO
BO3pacT a. ABtoped. aucc. ... TOKT. Med. Hayk. M 2012; 44.
(Rogatkin S.O. Diagnosis, prevention and treatment of peri-
natal posthypoxic lesions of the central nervous system in chil-
dren and new born his age and injuries. Avtoref. diss. ... dokt.
med. nauk. M 2012; 44.)
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B NMOMOLLIb TPAKTUYECKOMY BPAYY

Bo3MoxkHOCTH U OrpaHM4Y€HHA BbICOKOIIPOU3BOAUTEIbHOIO CECKBCHUPOBAHUA
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High-performance sequencing in the diagnosis of monogenic diseases: Possibilities and

limitations
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CraTbsl NOCBAIIEHA AKTYaJIbHBIM BOIPOCAM NPUMEHEHHUS BHICOKONPOH3BOAUTEILHOTO CEKBEHUPOBAHUS B JUATHOCTHKE MOHOTEHHBIX
3a0oneBanuii. De facto naHHbIA METO/ yiKe CeroAHS HIMPOKO MCHOJIb3yeTcs B KIMHHYECKOil mpakTuke. BypHoe pa3BuTie BbICO-
KONPOH3BOIUTEIHHOTO CEKBEHHPOBAHMS TPedyeT OT BPayeii-reHeTHKOB M MeANATPOB, CNeNHATU3UPYIOIMXCS HA HACJEICTBEHHBIX
001e3HSX, TOHMMAHKS €ro BO3MOXKHOCTE U OrpaHUYEeHHii, BLIOOPA CTPATErMy TMATHOCTHKH VIS KAXKIOTO KOHKPETHOTO MAMEHTa

¥ TPAMOTHOIi HHTEPIPETAIMH TOJTyYEHHOTO Pe3y/bTaTa.

Karouegwte croea: demu, monozentvie 3a601e8aHUS, 8bICOKONPOU3B00UMenbHoe ceksenuposarue, NGS, eenemuyeckas duazHocmuka.

The paper deals with the topical issues of using high-performance sequencing to diagnose monogenic diseases. The de facto method is
widely used in clinical practice. The rapid development of high-performance sequencing requires that medical geneticists and pedia-
tricians specializing in hereditary diseases should understand its possibilities and limitations, choose a strategy for diagnosis in each

specific patient, and competently interpret the obtained results.

Key words: children, monogenic diseases, high-performance sequencing, NGS, genetic diagnosis.

BbICOKOHDOI/ISBOI[I/ITeI[BHOC CeKBEHUpOBaHUE (aHea.
next generation sequencing, NGS — cekBeHuUpoBa-
HUE CJIeAYIOIero/HOBOTO MOKOJEHUSI) — COBOKYITHOCTh
METOJIOB BBICOKOITPOU3BOIUTEIBHOTO CYUTHIBAHUSI HYK-
neotunHoit nocnenosareabHocty JJTHK u PHK, mmpo-
KO MCIIOJIb3YeMbIX B HAyYHBIX MCCJIETOBAHUSIX HauMHasl
¢ cepenuHbl HyneBbiXx rogoB XXI cronerus [1]. Meton
AKTUBHO TTPUMEHSIETCST B DYHIaMEeHTAIbHBIX U TTPUKIIAI-
HBIX MCCJIEIOBAHUSX, a TAKXe B JMarHOCTUKE MOHOTEH-
HBIX 3a00JIeBAaHUI — OOIIMPHON T'PYNIIbl HACJIEACTBEH-
HBIX OOJIe3HEN, BEI3BIBAEMBIX MYTALIUSIMU B OJTHOM TeHeE.
Ha nanublif MOMeHT omucaHo 4645 MOHOT€HHBIX Ha-
CJIEICTBEHHBIX OOJIe3HEel M TPU3HAKOB, MOJIEKYJIsIpHAsI
OCHOBa KOTOpPBIX yKe orpezaesieHa [2]. MHorue u3 atux
3a00J1€BaHUII TEHETUYECKY TETEPOTEHHBI, T.€. MOTYT BO3-
HUKaTb BCJIEACTBME MYTallMii OMHOTO M3 MHOTHUX T'€HOB
(10 HecKoJIbKMX necsaTKoB). Tak, cunapom bapne—bun-
JIsl, XapaKTepu3YIOIIUics crieliupuiecknuM JIeTKO pac-
MO3HABa€MBIM CUMITOMOKOMITIEKCOM  (TTUTMEHTHBIMN
PETUHUT, OXXKUPEHUE, MOJIUIAKTUINS, AHOMAIUU TIOYEK,
TUTIOTOHAIN3M U TICUXWUYECKWe HapyIIeHMsT), B HACTOSI-
11ee BpeMst CBSI3bIBAIOT ¢ 19 paznuunbiMu reHaMu (BBS,

© LLlaram J1.U., Bounnosa B.10., 2016

Ros Vestn Perinatol Pediat 2016; 2:105-109

Anpec 15 koppecnonnenun: [laram Jles Mocudosuu — H.c. HWJI obuieii na-
Tosnorun HUKUW neaunarpum um. akagemuka 0. E. Benbruiesa

Bounosa Bukropusi FOpbeBHa — [I.M.H., BEI.H.COTp. OTE/A IICUXOHEBPOJIOTUU
1 HACJICACTBEHHBIX 3a00JIEBAHUIA ¢ HAPYILICHUEM TICHXHKHU TOTO XK€ YIPEKICHHS
125412 Mockaga, yi1. Tanaomckast, . 2

BBS2, ... BBS19), noKaJlM30BaHHBIMU B pa3HbIX XpOMO-
coMax.

TexHuyeckue  BO3MOXHOCTM  BBICOKOIIPOM3BOIM-
TEJIbHOTO CEKBEHUPOBAHMSI TMO3BOJISIIOT CYUTHIBATH T10-
CJIeIOBATEJIbBHOCTh OJTHOBPEMEHHO OOJIBIIOTO YMciia Tre-
HOB M BBISIBJISITh MATOTEHHBIE MYyTallMW, OTBETCTBEHHbBIC
3a BO3HUKHOBEHUE TEHETUUYECKU TeTepPOTeHHBIX 3a00Je-
BaHwuii [3]. Kpome Toro, naHHast TeXHOJIOTUST CITOCOOCTBY-
€T OTKPBITUIO TEHETUUECKOI 3THONoruu HearubdepeHIm-
poBaHHBIX (hOpM TaTooruu. Tak, MOJIEKYJIsIpHasi OCHOBA
MHOTMX MOHOT€HHBIX CUHAPOMOB Oblla OTKpBITA Oaro-
Japsi CEKBEHUPOBAHUIO 9K30MOB Y TTAalIUEHTOB C UJEHTUY -
HBIMU KJIMHUYECKWMU TpU3HakaMu. B kauecTBe rpume-
pa MOXHO TIPUBECTU OTKpbITHE MyTauuit reHa SMARCA2
Kak npuunHbl cuHapoMa Hukonmanneca—bapaiitepa [4].
Hakonel, y TpakTU4YeCKU 3I0pPOBBIX WHIWBUIYYMOB
Oslaroapsi  BbICOKOITPOM3BOIUTEBHOMY CEKBEHMPOBa-
HUIO CTAHOBUTCSI BOBMOXHBIM BBISICHEHUE TeHETUUECKOM
MpeapacIioNoKeHHOCTH K psiiy 3a0osieBaHuii [5].

TeHetnueckoe oOcienoBaHMe MAIMEHTOB C MOI03pPe-
HUEM Ha MOHOTEHHbIE 0O0JIE3HU MPUMEHSIETCS ISl yTOU-
HEHWUSI IMarHo3a, MPOTrHO3MPOBAHUS TSIXKECTU COCTOSTHUST
nauueHTa u IMHAMUKY TeYeHUsI eTo 3a00JIeBaHMSI, a TaK-
XK€ MEIMKO-TeHETUYEeCKOTO KOHCYJIBTUPOBAHMSI CeMei,
“MerouMx 00JIbHOTO pedeHKa, C 1eJbl0 OLIEHKU PUCKa
IUIST CJIeMyOIIMX OepeMEeHHOCTe M BhIPaOOTKU peKo-
MEHJAlUMi 110 TIpeHaTaJbHOW JuarHocTuke. [eHeTnye-
CcKOe TeCTUpOBaHME ISl psila 3a00JieBaHU U UX TPYIII
(HammpuMep, TaKUX KaK HEHWPOHAJTbHbBIN 1IEPOUTHBIN JTH-
nodyCclMHO3 WM X-CleTJIeHHble (hOPMbl YMCTBEHHOM
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OTCTAJIOCTH) YXKe SIBJISIETCS OCHOBHBIM METOIOM JIMarHoO-
ctuku [6]. B To ke BpeMsl TpuMeHeHUe TTOAABIISIONIETO
OOJIBIIIMHCTBA BHICOKOTIPOU3BOIUTENIbHBIX CEKBEHATOPOB
B ILIEJSIX AUArHOCTUKM HE pa3pelleHO Ha TeppUTOpUH
Poccumiickoit Denepaliiii, 4TO CBSI3AHO C OTCYTCTBUEM
perucTpallMOHHBIX YIOCTOBEPEHU JIJIsI OCYIIECTBIECHUS
NIMAaTHOCTUYECKON nesitenibHOCTU. MckimoueHueM sBsi-
ercst auib nupocekBeHatop GS Junior komnmanuu Roche
diagnostics (LLIBeitapust), ogHaKO €ro BO3MOXHOCTHU
orpaHuYeHbl (CM. HUXe). B cBSI3U ¢ 9TUM nonasJsiioliiee
OOJIBIIIMHCTBO MOAOOHBIX UCCEA0BaHUIT HA TEPPUTOPUN
Halllell CTpaHbl B HACTOSIIIEE BPEMSI IIPOBOAMUTCS B CTATy-
ce Hay4YHO pabOoThI.

CrtpaTterus nnaHMpoBaHug o0cnefoBaHUS NauueHTa
c nomoLubio NGS

Jns 3pdeKTMBHON TMAarHOCTUKW T€HETUYECKU Je-
TEPMUHUPOBAHHOTO COCTOSTHUS BasKHO TIPUAECPKUBATHCS
MPUHSTON B MpodeCcCMOHATbHOM COOOIIECTBE TMOCe-
JIOBATEJIBHOCTU 1IIarOB TIO BBISIBIEHUIO OTPEIeIeHHOTO
3a00JIeBaHUST — AMArHOCTUYECKOTO aJITOPUTMa, BaXKHEH-
111ee MeCTO B KOTOPOM 3aHUMAIOT KaK KIIMHUKO-TeHeao-
rMYECKOoe, TaK U TeHETUYECKOe UCCTIeIOBaHUS. AJITOPUTM
TeHEeTUYECKOro o0cieJoBaHusl 3aBUCUT OT MYTalluid, Xa-
paKTEepHBIX TSI KOHKPETHOTO 3a00JIeBaHUSI.

Hanpumep, m1st MyKOBUCIIMIO3a XapaKTepHBI TOPSI-
Yye TOYKU MyTaluii, U3MEHEHUST B KOTOPBIX BBISIBISTIOTCS
y 6osee yeM 75% TMallMEHTOB B POCCUMCKOM TIOTYJISIIAKA
[7]. B cBs3M ¢ 9TUM y OOJIbHBIX C TAKUM HaIPaBJISIIOIIIUM
IIMarTHO30M 1IeJecoo0pa3Ho, B TEPBYIO OuYepeb, IMpo-
BECTU NETEKIIUI0 MYTallMii B TOPSYMX TOYKAX U TOJBKO
B CJlydyae OTCYTCTBMSI MOCJIETHUX OCYIIECTBUTDH TTOJTHOE
CeKBEeHMpPOBaHME TreHa. [pyruM mpumMepoM MOXeT CIy-
XKUTh 3HUIEedatomuonatus JIn (MCKITIOYNTETbHO TeHEeTH -
YeCKM reTeporeHHOe MUTOXOHApUAIbHOE 3a00IeBaHue),
MOJIEKYJISIPHO-TEHETUUECKYI0 JIMarHOCTUKY KOTOPOTO
HAUMHAIOT C aHaiu3a 4YacTbiXx myrauuii reHa SURFI.
IMpn uX OTCYTCTBMU MPOBOAAT CEKBEHUPOBaHWE TaHHO-
ro reHa, cekKBeHUpoBaHMe MuUTOXoHIpuaibHOl JIHK,
CEeKBEHMPOBaHME siiepHOTO 3K30Ma [8]. BosmoxHocTu
BBICOKOITPOU3BOJNTEILHOTO CEKBEHUPOBAHMUSI, KaK Mpa-
BWJIO, OTPAaHWUYEHBI TIPU BBISIBJICHUM JEJCINN U BCTAaBOK
TeHEeTUYECKOro MaTepuasa, MpeBbIIIAIIUX M0 pa3Mepy
10—50 map HykJaeoTUAOB (I1.H.), B YaCTHOCTH JeJeluii
HECKOJIbKMX 3K30HOB. B cBs13u ¢ 3TM 151 3a00J1€BaHUiA,
KOTOPBIM CBOMCTBEHHBI MOAOOHBIE MyTallMU, PEKOMEH-
JyeTcsl IPOBOJIUTH UX BbIsiBieHUE MeTonoM MLPA (awea.
MYJIBTUTUIEKCHAsI  JIMra3a-3aBUCUMasl  aMIUTU(UKALIMS
3oHga) wiau [P (monumepasHast 1iernHas peakiusi)
B peajbHOM BpeMeHu. 151 apyrux 3a0ojeBaHUiA, TaKUX
KakK TyOepO3HBI CKJIEPO3 WJIM CMHAPOM AJIbIIOPTA, HE-
00X0onmMMO cpasy TIPOBOAUTH TMOJIHOE CEKBEHHWPOBaHHUE
TeHOB, TOCKOJIBKY TOpsiYMe TOYKM MYTalMil I HUX
WIX HEe XapaKTepHbl, WM OYEHb PEIKW, a Jeeluun
M BCTaBKM pa3mepom Oojiee 10 IM.H. BCTpevyaroTcs JUIlllb
B HEOOJIBIIIOM TIPOLIEHTE CJTy4YaesB.

Ecnu yucio reHoB, CBSI3aHHBIX C HACJEICTBEHHBIM

B MOMOLLIb TPAKTUYECKOMY BPA4YY

3a001eBaHMEM, TIPEBBIIIAET OIWH, BBICOKOTIPOU3BO-
IUTEIbHOEe CEKBEHUPOBAaHUE, KaK TPABUIIO, SIBIISIETCS
Haubojee BSKOHOMUYECKM OOOCHOBAaHHBIM METOIOM
WCCIIeIOBaHUS C pa3pelleHneM J0 OJHOTO HYKJIeOTHaa
(B cpaBHeHUHU c cekBeHupoBaHueM 1o Caurepy). [lpu-
MEHSIIOTCS  CIIeAYIOIINe aJlbTepHaTUBHBIE CTpaTeTUH
NGS: cekBeHUpOBaHME Te€HOMa, CEKBEHHWpPOBaHUE IK-
30Ma M TeHHBIE TAHEW, CIelUalbHO pa3paboTaHHBIE
o 3abo0sieBaHME WIU TPyMIy 00Je3HE.

IToHOreHOMHOE CeKBEHHpPOBAaHME SIBJISIETCS HamboJee
MOAPOOHBIM M3 BO3MOXHBIX BapUAHTOB MCCIIEAOBAHUS
JAHK, omHako BBUIY BBICOKOW CTOMMOCTH W TPYIOEM-
KOCTU MHTepNpeTaluy UCIOJIb3yeTCsl B OCHOBHOM B Ha-
VUYHBIX HccaenoBaHusX. B To ke BpeMst minb 1% reHoma
COCTAaBIISTIOT KOAUPYIOIINE YUYACTKH, B KOTOPBIX, COTJIAC-
HO COBPEMEHHBIM OLIEHKaM, JIOKAJIM3YeTCs TMOAaBIISIIO-
1ee OOJTBIMMHCTBO TATOTEHHBIX MyTaIluii — oKoso 85%
[9]. YTo ke KacaeTcs yKe ONMUCAHHBIX Ha CeTOMHSIIITHUI
JIeHb B HayJYHOM JIUTepaType TOYEUHBIX MYTallWii, CBS-
3aHHBIX ¢ MOHOTEHHBIMM 3abosieBaHUsIMU, 97% U3 HUX
pacrojiaraloTcsi MUMEHHO B KOIUPYIOIINUX 3K30HAX TeHOB
WM CMEXHBIX yJacTKaX HMHTPOHOB MPOTSDKEHHOCTHIO
5—10 n.H. [1pu 2TOM MaToreHHble MyTaluu B 5’-u 3’-He-
TpaHCIUPYEMBIX 00J1aCTSIX, IPOMOTOPAX TeHOB, MHTPOHAX
(MckJoYas 9K30H-UHTPOHHYIO TPaHUILY) M MEXTeHHBIX
obsacTsix BcTpevatorcst Becbma peako [10, 11]. B cBsasu
C OTUM CEKBEHMPOBAaHHWE 5K30Ma WJIM OTAEJIbHBIX TPYIIT
Te€HOB B KJIMHNYECKOI TIpaKTHKe 0oJiee 1ejecooopa3Ho.

CekBeHnpoBaHue 3K30Ma (TTOJTHOOK30MHOE CEKBEHU-
poBaHUe) — CTaHIAPTU3UPOBAHHOE MCCIIeIOBaHNE, B pe-
3yJITaTe KOTOPOTO TPOUCXOAUT CUUTHIBAHUE KOAUPYIO-
el OCIeI0BaTeIbBHOCTH BCeX TeHOB YeloBeKa (MHOTIa
TMTOMMMO KOJIUPYIOIINX 3K30HOB M CMEXHBIX y4aCTKOB
WHTPOHOB CYUTHIBAIOTCA 5°-M  3’-HeTpaHCIUpyeMbie
00y1acTH, TIPOMOTOPHI T€HOB). 3aTeM, B 3aBHCUMOCTHU
OT HaNpaBJISIONIEro AUarHo3a, MPoBOAUTCS OMOMHGOP-
MaTUYECKUId aHaJIu3 TOro WJIM WHOTO Habopa TeHOB.
OTMETUM, YTO BOIPOC O BbIJadye B 3aKJIIOUYEHUU UHDOP-
Maluy 10 MYTAIUsIM TeHOB, He CBSI3aHHBIX C TPEIIo-
JlaraeMbIM 3a00JIeBaHUEM, SIBJISIETCS AUCKYCCHOHHBIM.
CornacHO TOMyJISIpHBIM pekoMeHaaiusM [12] ciemyer
COOOIIAThH TTALMEHTY TOJBKO 3aBEJIOMO MATOTeHHBIE MY-
TallM¥ C BBICOKOM MMEHETPAHTHOCTHIO B 56 TeHax, CBsI3aH-
HBIX C 3a00JIeBAaHUSIMH, KOTOPBIE MOXKHO MPEIOTBPATUTh.
OpHako ¢ JaHHBIM MHEHUEM MOXHO He COTJiallaThCs,
MMOCKOJIBKY MHMOpMAaIUs O TeHeTUYECKOM Tpeapacro-
JIOXKEHHOCTU K 3a00JIeBaHUSM, KOTOpbIE He aKTyaJbHbI
Ha JaHHBIA MOMEHT JJIsI TIallMeHTa, MOXeT B JaJlbHeil-
IeM TTOBJIUATH Ha TPOILecC UX MPOPUIaAKTUKH, BEIOOpa
METOJIOB TepaItiy U JIp.

l'ennas maHenb pa3pabaThIBacTCs IO HAClIEACTBEH-
Hoe 3aboJyieBaHMe WM TpyIary Oose3Heil. OHa MO3BO-
JIIET CEeKBEHUPOBATh OMpeIeIeHHbIE TE€HbI, TIPU 3TOM
He TIPOMCXOAUT UYTEHWE OCTAJbHBIX YYaCTKOB 3K30Ma.
IInfocaMu TaHHOTO TIOAXO/Aa, KaK IPAaBWIIO, SIBIISIETCS
JIydliee MOKPBITHE UCCIeMyeMbIX TeHOB W GoJiee HU3Kast
LIeHa aHaJu3a B CPaBHEHWU ¢ CEKBEHMPOBAHUEM 3K30Ma
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NP TOM ke KadyecTBe. MUHYChl — HEOOXOAMMOCTh pas-
pabOTKHU 1 arpoOaIiy TeHHOM TTaHe ! TToJ] KaxXioe 3a00-
JieBaHUWE Wy rpyrmy. YacTHBIM ciiyyaeM reHHOM MmaHe
SIBJISIETCSl «KJIMHUYECKWI BK30M» — JIaHHOE MCCJIeoBa-
HUE TIopa3yMeBaeT CEKBEHMPOBaHWE BCEX TE€HOB, CBSI-
3aHHBIX C UI3BECTHBIMI MOHOT€HHBIMU OOJIE3HSIMU.

HekoTopblie TexHonornyeckme 0co0GeHHOCTHU
BbICOKOMPON3BOAUTEJIbBHOIO CeKBEHNpOoBaHUSA

IMpuHUIUIT BBICOKOTTPOU3BOAUTEILHOTO CEKBEHHUPO-
BaHUSI TIpeIoIaraeT MHOTOKpPaTHOE TIPOUYTEHUE (HOKpbL-
mue) KaxIoro cekKBeHMpyeMoro HykjeoTuna. Cpeduum
noKpbimuem HA3BIBAIOT CPeIHEe YMCIIO TMPOUTEHUI KaxkK-
JIOTO HYKJIEOTHIAa M3 CeKBEHMpyeMoil objsactu. MuHuU-
MaJIbHBIM TTOKPBITHEM, JEIAIONIMM BO3MOXKHBIM ITOTyYe-
HUE TOCTOBEPHON WH(MOPMAIMU O MOCIeI0BATETbHOCTH
JHK, cuuraercst He meHee 10—20-kpatHoro (10—20X).
DTO OOBSICHSETCS 3aKOHAMM TEOPUU BEPOSITHOCTU. Tak,
MPEIoNoXNUM, 4To TToKpbITUe yyacTtka JIHK, Hecyiero
MYTal1IO B TeTepO3UTOTHOM cocTosiHuM (ayutenu AB), co-
crapisger 10X. B mpenmnoioxeHnn paBHOW BEPOSITHOCTH
YTeHUS KaXkKIOTO U3 ajulejieil BepOATHOCTb TOTO, YTO HU
pa3sy He OyieT cuuTaH ayutenb A, coctasiset 0,51 = 0,001.
AHAJIOTMYHO, BEPOSATHOCTb TOTO, YTO HU pasy He OymeT
npouutaH aienb B, cocrasnsier 0,001. Mtoro, cymmap-
Hasl BepOSITHOCTb JIOKHOTO pe3yibraTta coctassiet 0,002,
YTO SIBJISIETCS TIprueMyieMbIM. [Tpu Gojlee HU3KOM MOKPBI-
THUM TaKasi BEpOSITHOCTh 3HAYUTEIIBHO YBETMUMBAETCSI.

OnHako 3amaya 10 10—20-KpaTHOMY TOKPBITUIO
BCEX HYKJIEOTHUIOB W3 IIEJEBBIX O00JIacTel SIBISETCS
BeCbMa CJIOKHOHW KaK ¢ TeXHUUYECKOW, TaK U ¢ (pUHaH-
COBOI TOUKM 3peHus. Tak, Bceraa y9acTKU U3 CEKBEHU-
pYeMBIX 0OJacTeil XapaKTepHU3ylIoTCsl HepaBHOMEPHBIM
MOKpbITHEM, W Tipu cpeaHeM TmokpbeiTun 100X, 200X
M T.J. HAXOAATCS 001acTh, ITOKphIBaeMbie MeHee 10 pas.
JInsT MaKCUMM3allMM TIPOLIEHTa M3yYaeMbIX YYaCTKOB
reHoMa, nokpbiBaembix He MmeHee 10X, 15X umm 20X,
cpelHee MOKPBITHE YBEJWYMBAIOT JO COTEH pa3 B Iepe-
cyeTe Ha HYyKJIeOoTHA. TaKoi TPOILIEHT Ha3bIBAIOT 10.-
Homotl noxpoimus. TIpy 3TOM yBeIWYEHHME TTOJTHOTBI
MTOKPBITUS JUTSI 9K30Ma SIBJISIETCs 3amadyeil BecbMa JI0-
porocrosiieii. Tak, McclenoBaHUe 3K30Ma C TTOJHOTOM
mokpeIThs 98% MoxeT ctouTh 10 5 000 momtapos CIIIA,
MPUA TOM YTO aHAJIM3 BK30Ma CO CTAHAAPTHOW MOJTHOTOMN
mokpeiThst 90—95% crout ot 400 momurapos CIIA. Hc-
cJeIoBaHNe KIMHUYECKOTO 9K30Ma TO3BOJISIET CHU3UTh
CTOMMOCTh aHajJiM3a B CPaBHEHWHU C TTOJTHOIK30MHBIM
HUCccleoBaHeM, a Takxke Oosiee 0e300JIe3HEHHO YBe-
JINYKBATh CpeaHee MOKPBITUE W, KaK CJEICTBUE, TOJ-
HOTY TIOKPBITUS TeHOB. OIHAKO €ClIU TeH, CBSI3aHHBIN
¢ 3abosieBaHMEM MpobaHaa, elle He MASHTU(MULINPOBAH
WY WIEHTU(UIIMPOBAH HEIABHO U HE BXOAUT B BEPCUIO
KJIMHUYECKOTO 3K30Ma, TPUMEHsIeMYIo JabopaTopueid,
TO C TIOMOIIIBIO TTAHEN «KITMHUIECKUIT 9K30M» MYTaIIusI,
Jiexaliasi B OCHOBE MaTOJOTU4YecKoro (heHOTHITa, He Oy-
et oOHapyXeHa.

CekBeHUPOBaHUE TIOJHOTO, KIMHUYECKOTO 3K30Ma

WJIX TeHHOW TaHeMd MOXeT ObIThb TMPOBEACHO TpU TIO-
MOILIM pa3JIMYHBIX TeXHOJOTUil. Ha cerogHsmHuil neHb
HauOoJiee TIOMyJIIPHBIMUA METOAMKAMU BbICOKOIIPOU3BO-
JMATEJILHOTO CeKBeHMpoBaHMs siBisitorest [llumina/Solexa
(Illumina, CIIA) u Ion Torrent (Thermo Fisher Scien-
tific, CILIA). Kpome Toro, aHaimn3bl MHOTIA TTPOBOJISIT
Ha ruiatgopme 454 (mupocekBeHaTOpbl KoMnaHuu Roche
Diagnostics, IlIBeiitiapusi), pa3paborka KoOTopoii ohu-
nuanabHo npekpainieHa B 2013 1., a moaiepkka OyneT ocy-
LIECTBISThCS UL 10 KoHIa 2016 . OTMeTHM, YTO Ha
nocjieAHeln miaTopMe MOXKET ObITh BBITIOJIHEHO TOJIBKO
uccenoBaHre TeHHOM MaHesu, HO He BCEro 9K30Ma.

C touku 3peHust 3¢hGEeKTUBHOCTUA JETEKIIMU MyTa-
uii, TexHonoruu Illumina, Ion Torrent u 454 obnana-
IOT CXOXHWMU XapaKTepUCTUKAMU, TO3BOJISISI BBISIBISITh
OJHOHYKJICOTUIHbIE 3aMEHbl W HeOOoJblINe aeiaeluu,/
BCTaBKHU, TIPU 3TOM BBISIBJICHUE JEJIelNii/BCTABOK pas-
mepom oT 10—50 m.H. 3aTpynHeHo. TexHonorus Illumina
SIBJISIETCSI HECKOJIBKO 00Jiee TOYHOM B AETEKIIUU HEOOb-
IIMX BCTABOK M JIeJICLINI TeHEeTUYeCcKoro Matepuana. Psig
OMonH(OPMATUIECKUX METOJOB ITO3BOJISIET BBISBIISITH
Takke Bapualluu KOTTMITHOCTA pa3MepoOM OT HECKOJIbKUX
BK30HOB, OJIHAKO 3TU METOAMKHU 3a4acTylo XapaKTepu-
3YIOTCSl OOJIBIITUM KOJMYECTBOM JIOKHOTIOJIOKUTETbHBIX
pE3yJIBTaTOB U B HACTOSIIIIEE BpeMsI IPUMEHSIIOTCST B IUa-
THOCTUYECKMX 3a7a4axX BeCbMa PeKo.

AHan3 pe3yabTaToB BEICOKOIPOU3BOIUTEIBHOTO Ce-
KBEHMPOBAHMSI TTOKA aBTOMATU3UPOBAaH HE TTOJTHOCTHIO
u TpebyeT paboThl BHICOKOKBAIU(PUIIMPOBAHHOTO OMO-
nHdopMmaTuka. BaxkHeiieir B TaHHOM Tpoliecce SIBJisi-
eTcsl 3a7ada 1o MapKUpOBKe apTedaKToB, BBISBISIEMbIX
B TpoOliecCe BBICOKOMPOU3BOAUTEBHOTO CEKBEHUPOBA-
Hus. JIIst TIOJTHOro MCKIII0YeHUsT apTe(hakTOB peKOMEH-
JyeTCSI aJIbTePHATUBHBIM CITOCOOOM BepUMUIIMPOBATH
BCE TMaTOreHHbIe MyTalluy, HalJIeHHbIE METOIOM BBICO-
KOIIPOU3BOJINTEILHOTO CEKBEHUPOBAHUSI. AJIBTEPHATHB-
HBIMU cTIocO0aMu Bepu(pUKaIIUK CIIYyKaT TaKUe METOIIbI,
Kak: cekBeHupoBaHue 1o Coanrepy, IILIP B peanbHOM
Bpemenu, MLPA u 1.1

KnuHuyeckasa nutepnpetauus pe3ynbraTta
CeKBeHMnpoBaHus

BBuny Oosbioro yucia ucciaeayeMbix npu NGS
T€HOB HEYIUBUTEIbHO, YTO MOXET ObITh MAEHTU(DUIIM -
pOBaHO MHOXECTBO BapHUaHTOB I10CJIEIOBATEIbHOCTHU
JAHK. TTonHOreHOMHOE CEeKBEHMPOBAaHHWE OOBIYHO Te-
HepupyeT 3—4 MJIH FeHeTUYeCKUX BapUaHTOB, KOTOPbIE
OTJIMYAIOTCS OT YeJIOBEYECKOM 3TAJIOHHOM TOoc/ieoBa-
TEJbHOCTU, B TO BPeMs KaK MOJHO?K30MHOE CEKBEHM-
poBaHue reHepupyeT 15—20 ThiC. BApMAHTOB B TIpejeax
Konupytomux ydyactkos [13] IMonasnsioiiee 60JbIIMH-
CTBO M3 3THUX BApUaHTOB SIBJISIIOTCS HENMaTOTeHHBIMU
nosuMopdu3dMaMu, paclpoCTPaHEHHBIMU B TIOMYJIsI-
1IMM 4ejioBeKa, W TOJIbKO 1—2 BapuaHTa (paKTHUYECKHU
CBsI3aHBI ¢ (PEHOTUTIOM, M3-3a KOTOPOTO M OBbLIO Tpe-
MPUHSITO TECTUPOBAaHUE.

g knuHu4ecKoit uHreprperanuu pesysisrata NGS
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HeoOXoaMMa ero KOppeKTHas aHHoTalus (ornmucaHue
CBOWCTB TEHETMYECKMX BapMaHTOB), KOTOpasi OOBIYHO
BKJItouUaeT st kaxaoro uameHeHus JJHK:

* TeH, B KOTOpOM 3a()UKCHUPOBaH JaHHbBII BAPUAHT;

* 3a0o0JieBaHUsI, aCCOLIMMPOBAHHbBIC C JAHHBIM T€HOM
¢ HoMepamu 110 Katajsory OMIM;

*  XapaKTEePUCTHUKY BBISIBJIEHHBIX U3MEHEHWII Ha YPOBHE
TeHOMa M COOTBETCTBYIOIIMX UM TIPEIionaraeMbIX 13-
MeHeHuit Ha ypoBHe PHK u Genka (Mosuaias 3ameHa,
MMCCEHC-, HOHCEHC-3aMeHa, MyTallldsl CIBUTa paMKU
CUYUTBHIBAHMS, MyTallMsl caiiTa CIIalicHTa U T.I1.);

*  TIOMYJSILIMOHHYIO YacTOTy JaHHOTO TeHETUYECKOTO
BapuaHTa;

* OILIEHKY MaTOT€HHOCTH MYTallMU COTJIaCHO 0a3aM JaH-
Heix HGMD [14] u ClinVar [15], a Takke crienuain-
3MPOBaHHBIM 0a3aM JaHHBIX PA3TUYHBIX 3a00JIeBAHU
(narmpumep, LOVD [16] u MHOTHE Opyrue, crielnudu-
yeckue s Kaxkaoil rpynmbl Hozosoruii)[17]. Takue
0a3bl JaHHBIX MOCTPOEHBI HA MH(pOPMALIMY U3 Hayd-
HBIX paboOT, a TAaKXKe HEOIMyOIMKOBaHHBIX JaHHBIX Ha-
YUHBIX M KJIMHUYECKHUX JJTa00paTOpuii 1o BCeMy MUpY;

*  nH(OpPMaALINIO O KOHCEPBATUBHOCTU PETMOHA, CONEeP-
Kalllero MyTallyio, Y pa3HbIX BUIOB;

* olEeHKY addeKkTa MyTallu, MOJyYeHHYIO MyTeM HC-
MOJIb30BAaHUS MOJEJIeH IpencKa3aHus in silico.

Ha ocHOBaHUM BBIIEYITOMSIHYTON WHGMOpPMAIUN
MPUHUMAETCSI pellieHre O KIMHWYECKOW 3HAUMMOCTH
reHeTnyeckoro BapuaHra. CieayeT OTMETUTh, UTO Ha Ce-
TOIHSIIIHUI IeHb OCHOBHASI LIEHHOCTh OOJIBIIIMHCTBA 0a3
NIAHHBIX TEHETUUYECKUX BapMAHTOB 3aKJIIOYAETCS B BO3-
MOXHOCTH OTOOpa MOTEHIIMAIBHO MAaTOTeHHBIX U3MEHEe-
Huii JIHK 1 cchltok Ha HayuyHYIO JTMUTEepaTypy, B KOTOPOi
ObIJT ONMMCAaH KaXXAbI M3 BBISIBJICHHBIX BapUaHTOB. Ipy-
0oit omMOKON SIBIISIETCSl KilaccuduKkalms reHeTH4ecKo-
ro BapuaHTa Kak IMaTOreHHOTO Ha OCHOBaHWM, HaIlpu-
Mep, TOJIbKO COOTBETCTBYIOIIEH 3amucu B 0a3e MaHHBIX
HGMD wmu LOVD, 6e3 neTajqbHOTO O3HAKOMJICHUS
¢ mepBorMcTouyHuKaMu. KpomMe Toro, BaxkHy0 poJib B TIPO-
1ecce KJIMHWYECKOW WHTEepIipeTaliuyd WrpaeT Hajaudue
MOJIHOM MH(OopMaluu 0 (eHOTUIIe OOJBHOTO.

M Bce Xe B 3HAUUTENILHON JI0JIE CIydaeB UMeEoIIe-
csl, B TOM YMCJIe KIMHUYECKUE, TaHHbIe HE TO3BOJISIIOT
OTHECTH BBISIBICHHBIM TEeHETWYeCKUI BapuWaHT K Ka-
TEropuu OJHO3HAYHO TaTOT€HHBIX WM HENaTOTeHbIX.
Tem He MeHee OOBIYHO yIaeTcsi OTOOpaTh MOTEHIIMATbHO
MaTOreHHbIE BapuWaHThI, KOTOpblE MOTYT MOTpedOBaTh
OoJsiee BHUMATEIbHOTO paccMoTpeHus. [Ipu atoM 0osb-
110e 3HaYeHWe UMEET aHau3 Cerperaiyu mnpesarosarae-
MOTO ITIaTOTEHHOTO BapuWaHTa B ceMbe IpobaHpa. Tak,
MPU ayTOCOMHO-TOMUHAHTHBIX 3a00JIeBaHUSIX OIpeie-
JISITOT, TIepefaeTcsl JIM TaHHbI BapuaHT B POJIOCIOBHOM
BMECTE C MAaTOJIOTMYECKUM (PEHOTUTIOM, a TIPU ayTOCOM-
HO-PELIECCUBHOM TATOJIOTUW — TIOJAYYWJI JIU MpoOaHI
10 OTHOMY PELIECCUBHOMY aJIJIETIO OT KaXXI0TO U3 POIIU-
Tejel (TpaHC-TMOJIOXKEHUE MyTallMii, KOTOPOe TMOATBEp-
KIAeT KIMHUYECKYI0 3HAYMMOCTB) JIMOO yHacjaemoBas
00e MyTaluu B aJijieie, MOJy4eHHOM OT OJHOTO POAUTES

B MOMOLLIb TPAKTUYECKOMY BPA4YY

(uMc-noJjioXkeHWe, OTBeprarollee KIMHUYECKYI 3Hauyu-
MocTh). Kocerperauusi reHeTMUeCKOro BapuaHTa ¢ 3a00-
JIeBaHUEM CBUAETEILCTBYET B IMOJIb3y TATOTEHHOCTH TaH-
HOTO BapuaHTa, XOTSI M He IOKa3bIBaeT €€; B TO K& BpeMms
OTCYTCTBME Cerperaluu siBJISIETCSI 0Ka3aTeJIbCTBOM He-
MaTOreHHOCTH BapuaHTa. [ToMHMO 3TOTO, BechbMa 3Ha-
YUMBIM JIOKA3aTeTbCTBOM MaTOreHHOCTH T€HETUUECKOTO
BapuaHTa y MpoOaHja SBJSIETCS €ro MOJHOE OTCYTCTBHE
y 000MX poAMTEJIei, YTO yKa3biBaeT Ha BOZHUKHOBEHUE
JTaHHOW MyTaluu de novo (IMIpU 3TOM HYKHO MCKITIOYATh
JIOKHOE OTIOBCTBO) [18].

ITocKOMbKY BBHIIEYTOMSHYTBIE TTOAXOMBI 3a9aCTYIO
SIBJISIIOTCS PELIAIOIIMMU B KJMHUYECKOW MHTEPIIpE-
TalMu, Bpady, HamnpapisdiolleMy MaiMeHTa Ha BbICO-
KOTIPOU3BOJAUTEIbHOE CEKBEHMPOBAHUE, XeIaTeJIbHO
3apaHee Mo3a00TUTHCS O JOCTYITHOCTH JJIsI MCClIe0Ba-
HHA 00pa3uoB KpoBu ponuteneit. Kpome toro, B ciy-
yae TOJIHO9K30MHBIX aHajJM30B MO PsiAy HO30J0THUIA
MoKa3aHo, YTO MU3y4YeHUe CEMEHOTO TPUO TOBBIIIAET
JNIMaTHOCTUYECKUIT BBIXOI B cpeaHeM ¢ 22 1o 31%, T.e.
B 1,4 paza[19].

B HacTos111€€ BpeMst UCTIOJIb3YeTCsl Ceaytolast Kjiac-
cuUKaLMs TeHETUYECKMX BapUaHTOB IO MPU3HAKY MX
naTtoreHHocTH [18]:

* I[IaTOr€HHBIE;

*  BEPOSITHO MaTOTEHHbBIE;

*  BapUWaHTHI C HESICHOM KITMHUUYECKON 3HAYMMOCTBIO;
*  BEPOSATHO HEMaTOTeHHBIE,

* HemNaTOTeHHBbIE.

OO61IeNTPUHATON CTpaTeruy KiraccudUKaIuyl reHeTh-
YeCKMX BApUAHTOB I10 BBILIEIEPEUUCIIEHHBIM IPYyIIaM
Mpe/rojaraeMoi MaToreHHOCTH MoKa HET, Kaxaast 1abo-
paTtopusi, KaK MpaBWJIO, UCTIOJb3YeT CBOU COOCTBEHHBIE
kputepun. OIUH U3 BApUAHTOB KPUTEPUEB COMEPKUTCS
B peKOMEHIalMsIX AMepuKaHCKoil Accouyanuu Menu-
nuHckux [enetnkos ot 2015 T [18].

BhIsiBIeHre B TeHETMYECKOM MaTtepuajie TalneH-
Ta TIATOTEHHBIX WJIM BEPOSATHO TATOTEHHBIX MYTalIMii
B TeHaX, CBSI3aHHBIX C M3y4aeMbIM 3a00JIeBaHUEM, B CO-
OTBETCTBYIOIIEM aJUIETbHOM COCTOSTHUM W KOJUYECTBE
CBUETEJILCTBYET B I0OJIb3Y HAMpaBISIONIETO ITMAarHo3a.
ITpu 3TOM BaXHO MOHMMATh, YTO HAJUYKME Y MallMeHTa
TeHETUYECKOT0 BapraHTa ¢ HESICHOM KIIMHUYECKOM 3Ha-
YUMOCTBIO B T€HE, COOTBETCTBYIOIIEM MpeArojiaraeMo-
My IHMarHo3y, BOBCE He O3HAYaeT, YTO OOHapy>KeHHBI
BapuaHT KaK-JM0O CBsSI3aH ¢ MMEIIIMMCS y mpobaHaa
3a0osieBaHreM. Kpome Toro, oTpuiiatebHbIi pe3yabTaT
He O3HayaeT, YTO HAMpaBJISIONIUN TUarHO3 TTOJHOCTHIO
HUCKJTIOYEH: HY)KHO MMETh B BHUIY OTpaHMUYEHUST METOIa
W 9yBCTBUTEIBHOCTD BBITIOJTHSIEMOTO TECTA.

OrpaHunyenus npumeHeHus NGS B guarHoctuke
HacneacTBEHHOW NaTonornum

npaKTI/IKa ITOKa3bIBA€T, YTO CEIroAHA OaXE OYCHDb
OIIBITHBIEC BpaYU-TCHETUKHN, ITOHHUMAA JOCTOMHCTBa
1N HE3aAMCHUMOCTDH BbBICOKOITPOU3BOAUTEIBbHOIO CEKBE-
HUpOBaHUA, CBA3aAHHBIE C BO3MOXKHOCTBHIO JNCTCKIIMU
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Illaeam JI. H., Bourosa B.1O. Bo3MoxHOCTH 1 OrpaHUYCHUS BBICOKOIIPOM3BOAUTEIbHOTO CEKBEHUPOBAHMA B IMarHOCTUKE MOHOTCHHBIX 3a00J1eBaHUIT

MyTalUMii C pa3pelieHueM 0 OJHOTO HYKJIeOTHIa
Ha OOIIMPHBIX 00JIACTSAX TeHOMa, He BCeraa Tpe3BO
OLICHUBAIOT CJIETIbIE 30HBI METOJA M 3HAIOT, HA KaKue
reHeTU4YeCcKre 00CIeIOBaHUs ClIeayeT HAIIPaBJIATh Ma-
IIMEHTa C OTPUIATEIbHBIM PE3YyIbTaTOM CEKBEHUPO-
BaHUS 5K30Ma WIM reHHO# maHenu. OrpaHuYeHUsT Ke
3aKJIF0YAIOTCI B TOM, YTO B XOJI€ BBICOKOIIPOM3BOIU-
TEeJIbHOTO CEKBEHUPOBAHUSI HE MOTYT OBITb MCKITIOYE-
HBI CJIEIYIONINEe BUIbI MYTAIIWIA:
*  HaxoJsILIMecs B 00JacTsX, MOKpbIBacMbIX MeHee 10 pa3;
e JleJIelIMM M BCTAaBKM TeHETMYECKOro Marepuaja pas-
mepoM 6osee 10—50 1.H. B TeTepPO3UTOTHOM COCTOSI-
HUU, HAIpUMeED, JAeJIelIis 9K30Ha Ha ayTOCOME;
* cOajaHCHpPOBAHHBIE TPAHCIOKALIMN, THBEPCUU,
* MyTaIlUU B y9acTKax, He MOKPbIBAEMbIX TeHHOM TTaHe-
JIBIO WJTM 9K30MOM, HalpuMep, B PETYISITOPHBIX 00-
JIACTSIX;
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

Onpez[e.nmomaﬂ POJIb IIMTAHUA B HOPMAJIU3ALMHA NMUIIECBAPCHUA peﬁeﬂxa

B.H. Ilangunosa

KpacHosipckuii rocyaapCTBEHHbI MeAULMHCKUIA yHUBepcUTeT M. npod. B.®d. BoitHo-AceHeukoro MuHaapasa PO
The decisive role of nutrition in normalizing a child’s digestion

V.N. Panfilova

Prof. V.F. Voino-Yasenetsky Krasnoyarsk State Medical University, Ministry of Health of the Russian Federation, Krasnoyarsk

PaccmoTpeHbl 0cHOBHBIE (DYHKIMOHAJIbHbIE HAPYIIEHUsI MMIIEBAPEHNs], YACTO BCTPEYAIOIMECS Y HOBOPOXKIAEHHbIX U JeTeil M-
1Iero BO3pacTa, — AMATHOCTHYECKHE KPUTEPUH U Coco0bl edeHus. OOCyknaeTcs 3HaueHne MUTAHUs B KOPPEKIMH BbISIBJEHHBIX
HapYUIeHUil MUIIEeBAPEHNS], BO3MOKHOCTH C MOMOIIBIO MPABUJIHHOTO COCTABA MALIM 0€30MacHO U 3()()eKTHBHO HOPMAJIN30BATH MH-
nieBapuTesbHbie (PYHKIMH pefeHKa, a TaKxKe MUHUMM3HPOBATH MeMKAMeHTO3Hoe Bo3eiicTBue. C 3Toil TOUKH 3peHust paBUIbHOE
NMUTaHUE PeOeHKA MOKHO PACCMATPUBATH BO MHOTHX CHTYAIUSAX KAK NMEPBYIO JUHUIO TEPANUH.

Karouesvte caosa: demu, (hyHKyuoHanbHble HAPYUWIEHUS NUWEBAPEHUS, KOAUKU, pecypeumayiis, 3anop, yHKYUOHaNbHas duapes, ni-
manue, NUWeeas Koppekyus.

The article discusses major functional digestive disorders that are common in neonates and infants, diagnostic criteria and correction
methods. It discusses the significance of nutrition in correcting the found digestive disorders and the possibility of safely and effec-
tively normalizing a child’s digestive functions with the correct composition of food and minimizing drug exposure. From this point
of view, good nutrition for a child can be considered as first-line therapy in many situations.

Key words: children, functional digestive disorders, colic, regurgitation, constipation, functional diarrhoea, nutrition, nutritional cor-

rection.

Bone3HI/I OpraHoB MUIIEBApEHUS Y IeTei Ha TTPOTSIKe-
HUUW MHOTHX JIET 3aHUMAIOT «ITOYETHOE» TPEThe MECTO
MO pacrnpoOCTPaHEHHOCTH, 03 TeHIEHIIMY K CHIKEHUIO.
JI1000i1 TIpaKTUKYIOIINI TIeauaTp CTaJIKUBaeTCsl ¢ 0O0Jb-
UM KOJIMYECTBOM MAaIMeHTOB, MMEIOIINX HapyIIeHUs
nuiieBapeHrst. OcoOEHHO 3TO KacaeTcsl IeTeil MIIajIiero
Bo3pacTa, 10 3—4 net. B «HayuHo-npakTrueckoii mporpam-
Me TI0 ONTHMM3AIUU TTUTaHWs JeTell B Bo3pacTe 1—3 JieT
B Poccuiickoit Penepaunn» ykasbiBaercs, 4to 92,5—96%
MeAUaTPOB BCTPEUAIOTCS ¢ aTMMEHTAPHO-3aBUCUMBIMU 3a-
OoJieBaHUSIMU Y JIeTeil paHHero Bo3pacta [1].

Bonee 80—90% oTux HapylleHWA UMEIOT (PYHKIIIO-
HaJIbHBIN TeHe3, UTO HUKaK He yMaJsisieT BCIO Cepbe3HOCTh
curyaluu. Benb peOEHOK MCMBITHIBAET OOJb U JApyTHe
HETMPUATHBIE CUMIITOMBI, Y HETO HapyllaeTcs TiepeBapu-
BaHMe MUIIK W afiecKBaTHOE e¢ YCBOSHHE, YTO B KOHEYHOM
cyeTe MOXKeT HeraTMBHO CKa3aThCsl Ha Pa3BUTUM MaJlblllIa.
Kpome Toro, MHOTOUYMCIEHHBIE JIEKAPCTBEHHbIE TIpernapa-
ThI, Ha3HaUYaeMble peOEHKY B CBSI3U C MTUILEBAPUTETHHBIMHI
pooJjieMaMu, He BCeTia OHO3HAYHO TOJIE3HBbI.

Kpome (DyHKIIMOHAIBHBIX pPAacCTPOWCTB, y HAeTeid
MJIQJIIETO BO3pacTa OTMEYaeTcsl M psii OpTaHUYECKUX
MPUYWH JJI PacCTPOICTB muieBapeHus. B 3ToM KoH-
TEKCTe HEOOXOAUMO BBIICIUTH ApaMaTUYECKYIO pOJib
MUIIEBOI aJlJIepTuu, 3HAYeHUE KOTOPOM CYIIECTBEHHO
YBEJUYUIIOCH B TIOCJICTHUE TOJIBI.

© MaHdwunosa B.H., 2016
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Anpec nst koppecnionienumn: ITandunosa Bukropuss HukonaeBna — n.M.H.,
noueHT Kadeapsl nearatpur KpacHOSIPCKOTO rocyaapCTBEHHOTO MEIUIIMH-
cKoro yHuBepcurera um. rpod. B.®. BoitHo-SceHernkoro

660022 KpacHosipck, yii. [Tapruzana XKenesnsika, 1.1.

Bbicokasi  pacnpoCTpaHEHHOCTb  KEJIYJOYHO-KU-
IIEYHBIX PACCTPOMCTB y NeTeil 0OycioBieHa aHATOMU-
YECKUMU U (HU3UOJOTUYECKUMU OCOOEHHOCTSIMU ITOTO
BO3PACTHOIO MEpUoia — WHTEHCUBHBIMU IpOLECCaMU
pocta U Pa3BUTUS, «I103peBaHMEM» (DYHKIUI OpraHoB
nuiieBapeHusi. [lpolieccbl co3peBaHUs MPOUCXOMST
Ha (oHE AKTUBHOW, €XEeIHEBHON NESATEbHOCTU XEeJy-
JIOYHO-KUIIEYHOTO TpaKTa pebeHKa, U Ipu HebIaronpu-
SITHBIX BHEITHUX W BHYTPEHHUX BO3IEUCTBUSX BO3MOX-
Hbl PacCTPOMCTBA 3TUX BaxHbIX TpoiieccoB. Hepenko
yKa3aHHbIe PacCTPOICTBA HAMPSMYIO 3aBUCST OT MUTa-
HUSI peOeHKa — ero KaueCTBEHHOI0 U KOJIUYECTBEHHOTO
cocTaBa, pexxuMa nprema Muliliv 1 mpoiiecca KOpMaeHus.

3HaYMMOCTb MPAaBWJIBHOTO MUTAHUS AETEN B LIEJIOM
MOHUMAETCs aJIeKBaTHO KaK NeauaTpaMu, Tak U poJuTe-
JISIMU, OCOOEHHO Ha MepBOM roy ku3Hu pedeHka. [locie
BBEJIEHMSI BCEX MPUKOPMOB U MOCTENEHHOIO pacilupe-
HUSI CIIEKTPa MPOJYKTOB MUTAHUSI BHUMaHUE K 9TO CTO-
pOHe XXU3HU pedeHKa HauMHAeT OciadeBaTh U YXOIUTb
Ha 3aJHUIi TUIaH, OOJibllle BPEMEHU YIeNsIeTCsl ero BOC-
MUTAHUIO U Pa3BUTUIO. TeM He MeHee MUTAHUE OCTAETCsI
TaKMM XK€ BaXKHbIM acleKTOM B XXU3HU pebeHKa, KaK U
B MEPBbIi IO XNU3HU, U OcJabjieHe BHUMAaHUS K JaH-
HOI1 Mpo0JieMe MOXET UTpaTh CYLIECTBEHHYIO POJIb B pa3-
BUTUU 3200JI€BAHU I MUIIIEBAPUTEBHOTO TPAKTa.

Bosbilioe 3HaueHMe UMEET U cama Mpoleaypa KopM-
Jienust Masblina. Eciu B TedyeHue mepBoro roja (0co-
OEHHO TIepBOTrO TOJIYTOAMSI) KU3HU pedeHKa Kopmie-
HUE CBOAMTCS TOJIbKO K (hakTy cocanus (Oyab 9TO rpyib
Marepu Wau OYyTbLIKA CMECH), TO C MOSIBIEHUEM HOBBIX
BKYCOBBIX ONIYIIEHWIA W HOBOW KOHCUCTCHIIUW TTUIITN
MPOLECC KOPMJIEHUSI TPUHUMAET CJIOXKHYIO 3MOIMO-
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[langhunosa B.H. Onpenensiomasi posib MUTAHUS B HOPMATM3AIINH TTUIIEBAPEHNUST peOeHKA

HaJIbHYIO OKPacKy W HENpHUITHE KaKOTO-TU00 TIPOIYKTa
WY IUCKOMMOPT BO BpeMsI KOPMJIEHHST MOKET IMTPUBECTH
K OTKa3y OT e/Ibl M CTOMKOMY HapyIIeHUIO TMTUIIEBOTO MO~
BeJCHUS.

B nekab6pe 2015 r. 6buta nipuHsiTa «HayuyHO-TIpakTH-
yeckas MporpaMMa Io ONTUMU3ALWUKM TUTAHUS JeTeit
B Bo3pacte 1—3 yet B Poccuiickoit ®eneparum», omHOM
U3 1eJeil KOTOpoil SBJISIeTCST MPOoMUIaKTUKA U KOPPEK-
11T ATMMEHTAPHO-00YCIOBIEHHBIX 3a00JeBaHUI Y Je-
Tell ¢ TIOMOIIBIO KOPPEKTHOTO BCKAPMJIMBAHUS B DTOM
HETPOCTOM BO3pacTHOM Tiepuone. JIOKyMeHT akTyaiu-
3UpyeT 3HAYMMOCTh MTPAaBUJILHOTO MUTAHUS JeTel MTaj-
IIIETO BO3pacTa U MOBBIIIAeT BHUMaHWEe BpaueOHOM ayau-
TOPUU K 3TOMY BOITPOCY, UTO SIBJISIETCSI KpaiiHe BaskKHBIM,
IMOCKOJIBKY CETOAHSI BO MHOTOM POJIb IMPAaBWJIBHOTO -
IIEBOTO pallMOHa pebeHKa MPaKTUIECKUMU TieAnaTpaMu
HepooleHeHa [1].

IMuTaHue MMeeT CyIIeCTBEHHOE 3HAYeHUE B KOPPEK-
MU psiia GYHKIIMOHAJIBHBIX 1 OpTaHUYEeCKUX 3a00JieBa-
Huit. TTopoit ToJbKo Grarogapsi MPaBUIBHOMY IMUTAHUIO
MOXHO JOOUTBLCSI TOJHOTO YCTpaHEHWS WU MWHUMU-
3alMM KIMHUYECKUX CUMITTOMOB. [TniieBast KOppeKIust
COBEpIIEHHO HeoOXoAMMa TIpU TaKuX (HYHKIIMOHATb-
HBIX PACCTPOMCTBAX KEIYIOUYHO-KUIIEUHOTO TpaKTa,
Kak (byHKIIMOHATbHAsA Auapess WM (YHKIMOHATbHBINA
3amop, a y JIeTell MepBhIX MeCSLEeB XXU3HU MPaBUIbHOE
MUTaHUE CIOCOOHO TOJHOCTBIO KYMUPOBaTh KOJUKHU
" cpbituBaHust. Ocoboe 3HaAYeHNE TUeTHYecKast KOppeK-
1S TIPUOOPETAET y IETEU C MUIIIEBOU aJIepTUEH.

IMepeuncieHHble HapyIIEHUsT BCTPEYAIOTCS YaCTO
B MpaKTUKe Teararpa. Tak, 1Mo JaHHBIM KOHCYJIBTaTUB-
HOM TOJMKIMHUKU KpacHOSpCKOTro KpaeBOro IeHTpa
oxpaHbl MaTepuHCTBa 1 nercTBa 3a 2014—2015 rr., netn
no 1 roma ¢ alMMeHTapHO-3aBUCUMBIMKA (DYHKIIMOHATb-
HBIMM HapyIIEHUSIMM 3KEeJTyIOYHO-KHMIIIEYHOTO TpaKTa
coctaBum 16,4—26,1% Ha oblieM mpueMe TMeauaTpa
¥ TIAlMeHTHI cTapiie roga — 23,9—19,1% Ha nipueMe ra-
CTPO3HTEPOJIOTA.

Mnanenyeckass peryprutauus (CpbIrMBaHMsl) — pac-
npocTpaHeHHoe (1o 60—70%) (GyHKIIMOHATLHOE Hapy-
IeHKe Y JeTeil TlepBoro rona kusHu. [Ipeapacmnonararo-
mue (akTopbl: HE3peaoCTh CHUHKTEPHO-KIATAaHHOTO
arnmapara TWIIEBOAa U KeJyaKa, MOTOPUKHU, WHHEpBa-
LIMU, HEJIOCTATOYHOCTh KapaWaJbHOTO XOMa, 3aMel-
JICHHOE OTIOpOXHEHME Xeynka. JIMarHOoCTHKa 3TOro
paccTpoiicTBa IIPOBOIMTCSI Ha OCHOBaHUM Pumckmx
kputepueB I1I: peryprutaumst 2 paza uiau 6osiee B AeHb
B TeueHue 3 Hea uiau OoJiee y 3[0POBBIX B OCTAJIbHOM
MJIaZICHIIEB B Bo3pacTe OT 3 Hen 10 12 Mec Mpu OTCyT-
CTBUM PBOTHI, TeMaTeMe3uca, acliipaliy, altHod, Hapy-
IIEHWI pa3BUTHSI ¥ TUTaHUsI, TPYAHOCTEM MPU IJTOTAHUU
WJIM aHOMAaJIbHOM o3kl [2].

B 2013 . EBpormeiickoe 00111eCTBO MeauaTpUIeCcKOi
racTPOIHTEPOJIOTUM, TETMATOJOTUM W HYTPULIMOJOTUU
(ESPGHAN) mnpenioXxunao aaropuTtMmbl ACHCTBUI Tie-
nuarpa npu GyHKIMOHAIbHbBIX HapyLIEeHUsIX Y aeteit [3].
CorylacHO 3TOMY TOKYMEHTY Y pebeHKa ¢ peryprutamnueit

B MEPBYIO O4Yepeab PEKOMEHAYETCS UCKITIOYUTL OpraHu-
YeCKYIO TTaToJIOTHUIO (Ha YTO YKa3bIBAIOT TOITHOTA,/PBOTA,
MOBBIIIIEHHAsT BO30OYIMMOCTh/T1ad, cuHapoM CaHaude-
pa, IPUCTYMBI Kalllisi, OTCTaBaHWe B (PU3NYECKOM pa3-
BuTHM). [1pn HAIMYMM yKa3aHHBIX CUMIITOMOB peOeHOK
MIOJKEeH ObITh 00cyenoBaH crienanaucroM. Ecnu ke me-
peYnceHHbIE CUMITTOMBI OTCYTCTBYIOT, pEKOMEHIOBAHO,
MpeXIe BCEro, CKOPPEKTUPOBATH TEXHUKY KOPMIICHUS
W TI0A00paTh TMPaBUJIBLHYIO CMeCh IJIST IeTei, Haxomas-
IIAXCS Ha MCKYCCTBEHHOM BCKapMJIMBAHUU. DKCIIEPTHI
ESPGHAN nmpemyiaralor Ha TepBOM 3Tarie MpUMEHUTD
aHTHpeIIOKCHBIE (hOPMYITBI, a TIPU UX HEAOCTATOUHOM
3 PEeKTUBHOCTH — (HOPMYJIBI 0e3 MajabMOBOIO Macja
WA Ha OCHOBE YaCTMYHO THIPOJU30BAHHOTO CHIBOPO-
TOYHOTO OesTka. MenuKaMeHTO3HasT Teparnust He Tpeia-
raeTcst BOBCE, MTOCKOJIbKY MpH (DU3UOTOTUIECKOM peryp-
TUTAlA aHTUCEKPETOPHBIE TperapaThl U MPOKUHETUKHA
Hea(pHEKTUBHBI.

MuajgeHyecKne KOJMKH — eIlle OJHO IITMPOKO pacipo-
cTpaHeHHOe (YHKIIMOHAIBHOE pACCTPOUMCTBO, BCTpeE-
yatomeecss y 10—30% wmnanmeHueB. JlmarHocTUdecKue
KPUTEPUU KOJUK BKIIOYAIOT TaKWe TMPU3HAKU y MJia-
JIEHIIEB 10 4 MeC XW3HM, KaK MapOKCU3MBbI pa3apaskii-
TETBbHOCTH, OECIOKOWCTBA WM IIJlaya, KOTOpbIe Ha-
YUHAIOTCS W TIpeKpalialoTcs 0e3 OYeBUAHBIX TPUYNH,
BMU30/bI TIPOAOJIKAIOTCS 3 4 UM OoJsiee B JeHDb U TOSIB-
JITIOTCSI MUHUMYM 3 THSI B HEJIETI0O MUHUMYM OHY HeJle-
JIIO, TIPY 3TOM peOeHOK He MMeeT HapyIIeHU pa3BUTHSI.
KiuHnueckast KapTiHa KOJMK OYeHb sipKasl, TPEBOXHAs
IUTS. pOAWTENIel, oOpallleHusI K MeauaTpy Mo moBOJay KO-
JIUK MHOTOYMCJICHHBI, 1 OCHOBHAS Xajoba poauTesei —
«y pebeHKa 060JUT XUBOT». HO Tpu 3TOM YeTKUX J0oKa-
3aTeJIbCTB, YTO KOJMKKM OOYCIOBIIEHBI OOJIbIO B JKUBOTE
WY B KaKOW-JIMOO JAPYrOif YaCTH TeJla M YTO OHU UMEIOT
KaKue-JIM00 TOITOCPOYHBIE TTOCIEACTBUS ISl 3I0POBbBS,
B HacTosilliee BpeMsl He mojydeHo. HecMmoTpst Ha MHO-
TOYMCJICHHBIE WCCIAEIOBAHUSI Ha 3Ty TeMy, MPUUUHBI
KOJIMK 10 cuX Top He sicHbI [4]. [1pu Bceit TpeBOXHOCTH
CUMIITOMOB KOJIUK WX OpraHWYeCKHe TMPUIUHBI PEIKU
(He Gostee ueM y 5% nereit).

ESPGHAN pekomeHayeT manveHTaM ¢ CUMIITOMa-
MM KOJIMK TIpOBecTH IuddGepeHINaTbHyI0 TUarHOCTU-
Ky C ajjieprueil Ha OeJl0K KOpOBBETO MOJIOKA, TacTpo-
a30¢areaqbHON peIIOKCHON 0O0JIe3HBIO M CHUKEHUEM
aKTUBHOCTU JakTadbl. [Ipy 3TOM B COBpEMEHHBIX CO-
TJIACUTETbHBIX JOKYMEHTAaX OTCYTCTBYIOT TaKue TIpu-
BBIYHBIC JUTS TIEIWATPOB PEKOMEHMAIMU, KaK TI0CeB
Kajia Ha yCJIOBHO-TIATOTEHHYIO (hJlopy, Ha IUCOAKTepro3
MO TIpUYMHE WX HeMH(bOpMaTUBHOCTU. BeneHue mamm-
eHTa C KOJIMKAMM TIPeArojiaraeT KOPPEKIUIO TEXHUKHA
BCKapMJIMBaHUSI, yCITOKaWBalolIne Oeceabl s POIu-
TeJei, TTOCKONIbKY KOJUKW — TPAaH3UTOPHAs CUTYalIMS,
KOTOpasi OyJaeT TpOIOJIKAThCsI Y pebeHKa B CpeaHeM
n0 4 Mec XW3HM M KOTOpash He TpeACTaBlisgeT pUcKa
IIJII 300pPOBbsl pedbeHKa. [Ipu ecTecTBEHHOM BCKapMIIM-
BaHWUM PEKOMEH/IYETCST MPOIOJIKATH KOPMJICHUE TPYIbIO,
B HEKOTOPBIX CIy4asXx HeOOXOIUMO WMCKITIOUWUTH U3 pa-
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LIMOHA MaTepu OEJIOK KOPOBLETO MOJIOKA HE MeHee ueM
Ha 2 Hell, JaXe B OTCYTCTBUE SIBHBIX NTPU3HAKOB ajuIep-
MU Ha 3TOT TPOAYKT. DTO OYEHb BakKHas pPeKOMeHIa-
LIMS, TaK KaK aJIepTUYecKuii TeHe3 KOJIMK BCTPEeUaeTcst
BCe Yallle, B TOM YHUCJIe y IeTell Ha TPYIHOM BCKapMITU-
BaHUU. [l meTeid, HaXONSIIMXCST Ha WCKYCCTBEHHOM
BCKapMJIMBaHUM, 3(GHEKTUBHBIM METOIOM JIEUEHUS SIB-
JIIeTCSl  UCITOJIb30BaHME BBICOKOTUIPOJIU3HBIX CMeCei.
IToMuMO KOppEKILMM MUTAHUSI, PEKOMEHIOBAHBI pa3-
JINYHBIE YCITOKAWBAIOIIKe MaHEBPHI I pebeHKa U TICH-
XOJIOTUYecKasi TTIOMOIIb pOIuTeNsIM. M3 MemnKaMeHTOB,
MTPUMEHSTIOIINXCS TIPU KOJIMKaX, OTpaHMIEHHYIO 3 (heK-
TUBHOCTh UMEIOT JIMIIb IpernapaThl CHMETUKOHA U TPO-
ouortuku (L. Reuteri 103 KOE) [4].

DyHKINOHANBHASA JUapes BCTpevaeTcs pexe, 4YeM
CPBITMBAaHUS M KOJIMKU, HO HE BCErja MpaBUILHO TpaK-
TyeTcsl TieAnaTpaMu, 1 TTI0O3TOMY, C TOUYKHU 3pEHMS aBTOpa,
HYXIaeTCsl B HEKOTOPBIX YTOUYHEHUSIX. [{lnarHocTuaeckue
KpUTepu (PYHKIIMOHAIBHON OUapen BKIIOUYAIOT: eXe-
ITHEBHO TOBTOPSIONINIICS 0e300J1e3HEHHBIN, HE opopM-
JIEHHBIN CTya 3 pa3a B JeHb WJIM Yallle, MPOIOJIKUTETb-
HOCTBIO O0Jiee 4 Hell, Ha4ajlo CUMIITOMOB B BO3pacTe OT 6
1o 36 Mec, ¢ snu3ogaMu AedeKalnu TOJIbLKO BO BpeMs
0GOIPCTBOBaHUS, B OTCYTCTBUE HAPYIICHUSI Pa3BUTUSI
MpU  afeKBaTHOW KaJJOPMIHOCTU TIMUTAHUSI pebeHKa.
CrenyetT oOpaTUTh BHMUMaHKE, YTO JMATHO3 (hYHKIINO-
HaJILHOM IMapen BO3MOXHO YCTAHOBUTh PEOEHKY TOJBKO
rocje 6 MecIYHOTO BO3pacTa, MOCKOJBbKY UMEHHO C 3TO-
ro BO3pacTa y MJajeHIa o(pOpMIICHHBINA CTYJl CUMTAET-
¢ HOpMaJIbHBIM, TOTJa KaK B TEPBOE TMOJIYTOAUE KU3-
HY HOPMAaJIbHBIN CTYJI JOJIKEH OBITh KallUIeOOpa3HbIM
WY Jaxe pas3kMKeHHBIM TIPU YCJIOBUU, YTO peOEHOK
XOPOIIIO TPUOABIISIET B MAcCe U POCTE.

DyHKIMOHATBHAS IUapest He JOJKHA UMETh B3aUMO-
CBSI3M C TIepEeHECEHHON KWIIeYHOW WH(MEKINel, mpue-
MOM CJIAOUTETBHBIX TIPENapaToB, aAHTUOMOTUKOB WITA W3-
MEHEHUsSIMU TMTaHUs. B KaJoBBIX Maccax IOMYCTUMO

Tabauuya 1. HopmasbHas yacTora cryia y aerei [5]

B MOMOLLIb TPAKTUYECKOMY BPA4YY

MPUCYTCTBUE CIIU3M W/WJIU HeTepeBapeHHBIX YaCTHUIL
. He MOKHO OBITH TIepeKapMIMBAHUS W TTAIIEBOMA
aJuTepruu y Maibiiia. st TpaBUIbHOTO TIOHUMAaHUsI CU-
TyallMy Ba’kHO YTOYHWTB: OBIBAIOT JIU AeheKallu y pe-
OeHKa B TTepUOJ CHa, TTOCKOJBKY HOYHAsT CUMIITOMAaTHKa
6oJiee XapaKTepHa JJIs OpraHUIeCKUX 3a00JIeBaHMIA.

JleyeHue (PyHKUIMOHANBHOM THaped COBpEeMEHHBIMU
COTJIAaCUTEIBHBIMU JIOKYMEHTAMM He PEKOMEHIOBaHO,
TaK KakK CTyJl OOBIYHO BOCCTAHABJIMBAETCS CITOHTAHHO.
HeobxonnMmo nmomHoOIIeHHOE TMTaHMe pebeHKa 0e3 orpa-
HUYEHUSI €ro B MMUILEBBIX MHTPEAUEHTAX.

DyHKIMOHAIIBHBIN 3amop — HauboJiee pacrpocTpa-
HeHHoe (DYHKIIMOHAJIbHOE PacCTPOMCTBO Y JeTel mocie
roja xu3Hu. bonee 15—20% nauneHTOB racTpO3HTEPO-
JIOTMYECKOTO TIpreMa MMEIOT 3TO paccTpoliicTBo. Yarme
3amop HauMHAeTCs Yy JeTell ¢ Tepuoja BBeACHUS TIPU-
KOPMOB, KOTIa MEHSIETCSI KOHCUCTEHLIMS TTUIIN Ha 6oJiee
mioTHyI0. IIpu ToM, YTO KIMHWYECKUE TIPOSIBJICHUS 3a-
Topa MOHATHBI U B 1ISJIOM TUITMYHBI, 00paIleHus K Bpady
He BCerjga CBOEBPEMEHHBI, YTO CYIIECTBEHHO YXYIIIaeT
KavyeCTBO XXW3HU JCTE.

JIarHocTUYecKre KpuTepuu (GyHKIIMOHATBLHOTO 3a-
mopa (IOJKHBI TTPUCYTCTBOBATh MMHUMYM 2 TIpU3HaKa
B TeueHHe MUHUMYM | Mec y aeTeil 10 4 JIETHETO BO3-
pacta): 2 wiM pexe nedekauuu B HeaesN0, MUHUMYM
1 amu3o0n HelepKaHUsST B HEIENTIO TTOC/Ie TTPUOOpEeTeHUS
HaBBIKOB TIOJIb30BAHUS TyaJeTOM, BIHM30Ibl 4Ype3Mep-
HOTO yAepXaHMWsl Kajla, OOJIe3HEHHOTO OIOPOKHEHUS
WA TBEPIOTO CTyJla, HAJIWYKWE OOJBIIOTO KOJUYeCTBa
(ekalTbHBIX Macc B TPSIMOI KUIIKe, STMU30IbI CTylIa
Oosibioro aAuameTpa. CornyTcTByIOIIME MPU3HAKU MOTYT
BKJTIOYATh B ce0sT pa3apaXuTeTbHOCTh, CHUKEHUE arTe-
TATA U/VJIK paHHee HAChIIIeHWE; TU CUMITTOMBI MCYe3a-
0T Cpa3y e Mocje OTXOXASHUsT OOJBIION MOPLINK KaJja.

CreayeT MOTYepKHYTh, YTO B HOPME PEKUM OMTOPOK-
HEHMST KMIIEYHUKA BO MHOTOM 3aBHCUT OT IUTAHUS,
0COOEHHO Yy JIeTei 10 4 MeC XXM3HU. Y 3M0POBbIX MyIaJIeH-

Bospact YacroTa cTysia B HEACIIO CpenHss yacToTa CTyJia B ICHb
0—3 mec
rpyIHOE BCKapMJIMBaHUE 5—40 2,8
cMecHu 5-28 2,0
6—12 mec 5-28 1,8
1-3 roma 4-21 1,4
Crapuie 3 et 3—14 1,0

Tabnuya 2. Conepikanne NMALIEBBIX BOJOKOH B COKAX MPSMOT0 0TKUMA ¢ MKOTbIO «DpyroHsans» (nannbie HUU maranns, 2014 r.)

ITpoaykr

CopnepxaHue MUIIEeBbIX BOJOKOH B 100 mi, %

% PCII pebenka jgo 3 net*

S1610UHBII COK
$16109HO-CIMBOBBII COK
S16109HO-TPYIIEeBBII COK

S6109YHO-YepHOCMOPOIMHOBBIN COK

1,2 15
1,3 16,2
1,4 17,5
1,3 16,2

Ilpumeuanue. * — PexomeHnnyemas cyrouHas norpedHocts (PCIT) [9].
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1IeB Ha €CTeCTBEHHOM BCKapMJIMBAaHUW TEPUOIUYHOCTh
nedekaluy MOXeT BapbUPOBaTh. DTO BaXKHO 3HATh PO~
TeJISIM, TIOCKOJIbKY pelnkue nedekaunu y TpyIHUYKOB Ya-
CTO MPUBOST K HA3HAYEHUIO HEHYXXHBIX TperapaToB U,
YTO 0COOEHHO HETIPUSITHO, B peKTalbHbIX (hopMax. Hop-
MaJibHasl 4acToTa CTyJa Yy JIeTeil MeHSIeTCSl B BO3PACTHOM
acriekte (tadn. 1) [5]. 3HaHMe BpayaMM W POIUTEISIMU
9TUX HOPMATHUBOB MOMOXET UCKIIOUYUTh MHOXECTBO He-
HYXXHBIX MaHUITYJISILIMNA, KOTOPBIM TTOJBEPratoTCcs ACTH,
1 0OCOOEHHO — TPaBMUPOBAHMUS MPSIMON KUIIIKK peOeHKa
pasIUUHBIMU TIPeAMETaMU JISl CTUMYJISILIMU eheKalnuu.

CoBpeMeHHasl [MarHocThuyeckasi v jieyeOHasi TaKTh-
Ka renuarpa npu (YHKIIMOHAJBHOM 3ariope M3JI0XKeHa
B kJuHuueckom pykoBoactse ESPGHAN/NASPGHAN
ot 2014 1. [6]. TTogpoOHBIE aITOPUTMbBI CBOASITCI K KJTH-
HUYECKON OlleHKe MalueHTa (IaHHble aHaMHe3a, (u-
3WKaJbHOTO OOCJIeOBaHMS, OlIEHKA «CHUMIITOMOB Tpe-
Boru»). Ilpu OTCyTCTBUM MOMO3peHUsS] Ha HaJu4ue
OpraHM4Yeckoro 3a0o0JieBaHUSI HCIIOJIb30BaHUE JOION-
HUTEIbHBIX METONOB OOCeNOBaHUSI HE TOKa3aHo, TO-
CKOJIBbKY TIOJTydeHHast uHpopMaliys He OyaeT pelaroniei
N1 BbIOOpa Tepanuu, HO BpeMsl Hayajla Teparuu oKa-
JKETCSl OTCPOUYEHHBIM. 11 HOpManu3aluy CTyja Taiu-
eHTY Ha3HayaeTcsl KOPPEeKUMs MUTAHUSI U MeIuKaMeH-
TO3HOE JIEYEHUE.

BaxxHbIM B MUIIIEBOI KOPPEKIIMU 3a1iopa SIBJISIETCS MO~
TpebieHne peOeHKOM HOPMAJIBLHOTO KOJIMYECTBA SKUIKO-
ctu u kaeryaTku. [1pu atom akcrieptel ESPGHAN oTme-
YaloT, YTO MPU HeXXeTaHNU peOeHKa eCTh MoJIe3HbIe, HO He
JII0OMMBIE OBOIIM CWJIOBasi peaiu3allvsi TUeThbl HexXena-
teabHa. [ToaTOMy BBIOOp TIPUSITHBIX J1JII peOeHKa CIoCo-
0OB TMIIEBOI KOPPEKIIMK 3aropa o4yeHb BaxkeH. C aToi
TOYKM 3PEHUST UCTTOIb30BAaHUE COKOB SIBJISIETCSI XOPOILIUM
BbIOOpOM. COKM BKYCHBI, M JIETU UX TIBIOT C YIOBOJIbCTBU-
€M, YTO TIO3BOJISIET OOECTeYUTh MaJblllia JOCTaTOYHBIM
KOJIMYecTBOM kuakoctu. Kpome Toro, HaTypasibHbIe
(pykTOBBIE COKM COAEpKAT COPOUTON U (DPYKTO3Y, KOTO-
pbI€ SIBJISIIOTCSI PUPOAHBIMU CIA0UTETHHBIMU U TTOJIOXU-
TEJIbHO BJIMSIIOT Ha 4acToTy jAedeKalnuu 1 KOHCUCTEHIINIO
kana. [Nose3HbIMU OYIYT U COKM C MSIKOTBIO, COZIEpKalllne
HeoOXOIMMbIE TTUIIIEBbIe BOJIOKHA [7].

BoiOupast st pebGeHKa COKM, CleAyeT MpearoyecTb
MPOAYKTHl MAaKCUMaJIbHO HaTypajbHbIe, KaK, HallpuMep,
COKH TIPSIMOTO OTXKMMa C MSIKOTBIO, pou3Boarmbie OAO
«[TPOTPECC» (Poccust) — s16104HBbli, SIOJOUHO-TPYILIIE-
BbIi, SI0JJOYHO-CIMBOBBI M SIOJIOYHO-YEPHOCMOPOIM-
HOBBIN (ToproBast Mmapka «®pyrtoHsiHs»). Bee mepeunc-
JieHHbie coku uccienosadbl B ®TBHY «HWUUW nutanus»
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W TIOJIYYUJIU BBICOKME OLIEHKM KaK IO OpraHoJIeNTHYe-
CKMM CBOICTBaM, TakK 1 1o coctaBy [8]. [IpousBeneHHbIC
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JIUTHCS TIperapaTaMy JJisi BHYTPEHHEro TMpUMEHEHUsI,
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W B 3TOM CJIyJae MPUMEHSIOTCS 1O OrpaHUYEeHHBIM TT0-
Ka3aHUsIM.

Takum o6paszom, nmutaHue mist GU3NIECKOro U MHTE -
JIEKTYaJIbHOTO Pa3BUTHS peOeHKa MMEET OTpeeIsIioniee
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1 3I0pOBbe pebeHKa, MUHUMU3MPOBATh, a TTOPOIi M BOBCE
130aBUTh MaJIbIIa OT MEIUKAMEHTO3HOTO BO3ICHCTBYSI.
C 3TOli TOYKU 3peHUS TTPaBUIIbHOE MTUTAaHWE MOXHO pac-
CMaTpMBaTh BO MHOTUX CHTYaIlUsIX KaK MEPBYIO JIMHUIO
Teparnuu.
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Tepanus rpunna u npounx OPBU y aeteii Miiaaniero u cpeHero mKOJbHOTO BO3pacTa:
BMsiHME npenapata VIHraBupuH® HA HHTOKCUKAIMOHHDIN, IMXOPAI0YHBIN W KATAPAJIbHbII
CHH/IPOMBI

UM. Dapoep, H.A. Ienne, JI.B. Peiixapm, B.E. He6oavcun, B.C. Apnaymos, A.A. [hobenko

FBOY BMO «lMepBblii MOCKOBCKMIA FTOCYAAPCTBEHHbIN MEANUNHCKWIA yHUBEPCUTET nMeHn M.M. CeueHoBa»; OO0 «DapmMuH-
Tepnpances», OAO «BaneHta ®apm», Mocksa

Therapy for influenza and acute respiratory viral infection in young and middle-aged
schoolchildren: Effect of Ingavirin® on intoxication, fever, and catarrhal syndromes

I.M. Farber, N.A. Geppe, D.V. Reikhart, V.E. Nebolsin, V.S. Arnautov, A.A. Globenko

I.M. Sechenov First Moscow State Medical University; "Farminterprayses”, “Valenta Farm”, Moscow

IIpencrapieHbl KIMHUYECKHE Pe3Y/IbTAThI ABOWHOIO CJIENOro PaHIOMHU3MPOBAHHOTO MJIaNe00-KOHTPOJIMPYEMOr0 MHOTOIIEHTPOBOTO
ucciaenosanus I11 ¢a3sl mo onenke KimHndeckoii 3¢ dekTuBHOCTH U Ge3onacHocTu npenapara Murasupun®, kancyisi, 30 mr, B cy-
TO4HOii 103€ 60 Mr st nevenns rpumna u apyrux OPBU y nereii B Bospacre 7—12 sier.

B uccnenoBanue 0buH BKIo4eHsl 310 neteii 000MX MOJIOB. YYaCTHUKH MCCJeA0BaHus npuHAMamm npenapat Wurasupun® (60 mr
B CYTKH) WM Ianedo B Teyenne 5 nueii BKmountenbHo. [Tokazana addexkrusHocTs npenapara VIHraBupuH B OTHOIEHHH HOP-
MaJIM3alMK TEMIIEPATYPbl, MCYE3HOBEHUSI MHTOKCMKAIMOHHOTO M KATapaJbHOTO CHHAPOMOB y:Ke Ha 3-ii n1eHb Tepanuu. [loka3ano,
410 VIHraBupuH® 3HAYMTENHHO CHHIKAET PUCK BO3HMKHOBEHHS GaKTepHalbHbIX ocioxkHennii OPBU /rpumna, TpeGyrommx Ha3Ha-
YeHUs AaHTUOMOTHKOTEPANNH, YTO BAXKHO A/ KJIMHUYECKOro NpuMeHeHus y nereii. Iloka3ana BbicOKast 6e30MaCHOCTD M EPEHOCH-
MocTb npenapara. [Ipenapar MHraBupun® cnoco0CTByeT YCKOPEHHOI 3JIMMHUHAIMH BUPYCOB, COKPAIIEHUIO TPOAOIKHTEIbHOCTH
00J1€3HU ¥ YMEHbIIEHUIO PUCKA PA3BUTHS OCJIOKHEHHUIA.

Karouesvte caosa: demu, OPBHU, epunn, ocroxcnenus, nevenue, Hneasupun®, umuoazonursmanamud neHmanouo8oi KUucionmol.

The paper presents the clinical results of a double-blind, randomized, placebo-controlled multicenter phase III study evaluating the
clinical efficacy and safety of Ingavirin® capsules 30 mg at a daily dose of 60 mg for the treatment of influenza and other acute respira-
tory viral infections (ARVI) in 7—12-year-old children.

The study included 310 children of both sexes. The study participants took Ingavirin® 60 mg/day or placebo for 5 days. The drug
was shown to be effective in normalizing temperature and alleviating intoxication and catarrhal syndromes just at day 3 of therapy.
Ingavirin® was demonstrated to considerably reduce the risk of bacterial complications of ARVI/influenza, which require antibiotic
therapy, which is important for clinical use in children. This clinical trial has shown the high safety and tolerance of the drug. Ingavi-
rin® contributes to accelerated virus elimination, shorter disease duration, and lower risk of complications.

Key words: children, acute respiratory viral infection, influenza, complications, treatment, Ingavirin®, imidazolyl ethanamide pentandioic acid.

Ho naHHBIM PocroTpedHanzopa, gaxe B MEXIMUIE-
MUYECKUEe OTHOCUTEILHO TPUIINA MEPUOIbI B BO3-
pactHo#t rpynmne 0—14 et ocTpas pecrMpaTopHO-BU-
pycHast uHdekiuss (OPBU) peructpupyercst Ha ypoBHe
75 000 — 85 000 cayyaeB Ha 100 000 HaceneHus B TO/.
D710 TpuMepHO B 4 paza OoJibllle, YeM y B3POCIHBIX.
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Anpec s koppecnonnenuun: @apoep Mprna MuxaiiioBHa — K.M.H., acc. Ka-
denpsr nerckux GonesHeii [TepBoro MOCKOBCKOTO roCyIapCTBEHHOTO MEIU-
nmHcKoro yHusepceurera umenn M.M. CeueHoBa

Tenme Haranbs AHaTo/IbeBHA — JI.M.H., pod., 3aB. TOH e Kadenpoit

Peiixapt Amutpuit Bnagumuposuy — 1.6.H., [BOY BI1O [lepBblit MOCKOB-
CKMii TOCYIapCTBeHHbI MeauuUMHCKUl yHuBepcuteT M. M.M. CeueHoBa
Munszapasa Poccuu;

119991 Mocksa, ya. bonbias [Tuporosckas, 1.2

He6onbcun Branumup EBrenbeBuy — kanna. xum. Hayk, OO0 «GAPMUWH-
TEPITPAMCE3»

119571 &. Mocksa, npocnekt Bepnanckoro, 86, ctp.5

ApnayToB Bnagumup CepreeBuy — pyKOBOAMTEb IPYIIIbI pa3pabOTKU M aHa-
JIM3a JOKYMEHTOB KIIMHUYecKux ucciaenoBanuii OAO «BanenTta @apm»
[To6enko AnekcaHap AJIeKCAaHAPOBUY — MEHEIKEP MPOEKTOB KIMHUYECKUX
uccenoBaHuii 1 KoHTposst KayectBa OAO «Banenta Papm»

119530 . Mockaa, yi. [enepasia lopoxosa 1. 18, c. 2

B rompr manmemum rtpumnma 3aboneBaemocth OPBU
y neteit 0—14 net Bo3pactaet moutu g0 100% (Hampu-
mep, nipu nanaemuu rpurnmna HINT B 2009 r. 3a6o1eBae-
MOCTb JieTeit coctaBuiia 97 679 Ha 100 000 HaceneHus).
W3 roma B TOA, HECMOTpPS Ha pa3BUTHE BaKIMHALIWU,
TeHJCHIIMM K CHUXEHHWIO 3a00JieBa€MOCTH He HabJIio-
naetcs. Takum oopazom, OPBU, Kak u paHblle, 3aHUMA-
eT Beayliee MecTO B CTPYKType MH(EKIMOHHOI 3a00.1e-
BaeMOCTH y AeTeil.

AHaJIOTUYHAsA SMUASMUOJIOTUYeCKass CUTyallusl Ha-
OJfoaeTCsl U B OTHOIIEHWM TPUIIIO3HONW WHMEKIINN:
pacmpocTpaHeHHOCTh Tpurma cpeau aeteid B 2008 1. co-
crapuia Ha 100 000 Hacenenus 503,1, B 2009 . (rog maH-
nemun) — 1144,7 u B 2010 . — 41,19, yTo nmpeBOoCxoAM-
JIO 3TOT TMOKa3aTesb JUISl TIOMYJISIIMU B3POCIbIX — 224,9;
416,8 u 19,28 na 100 000 HaceneHUs] COOTBETCTBEHHO
(puc. 1). I1pu atom B 2013 1. Bcero ciayyaeB OPBU 6b110
3apeructpupoBaHo 21 276,4 na 10 000 HacesleHUs, U3 KO-
TOpBIX y Aeteit no 14 net — 91 452,1 [1-3].

Cpenu BupycHbix nHpexkunit rpunn u OPBU ssmns-
JOTCSI caMbIMU pacIpocTpaHeHHbIMU KakK B PD, Tak n Bo
BceM Mupe. HecMOTpst Ha TO 4YTO yKa3zaHHbIe WH(EK-

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUY, 2, 2016

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2, 2016

115




1MW TIOpaXkaloT BCe KaTerOpMU HacCeJIeHMUSsI, CYIIECTBYIOT
TPYNIIbl PUCKA, B KOTOPBIE BXOJST JIMLIA C OCIa0JeHHBIM
WMMYHUTETOM: 3TO MOXWJIbIC JIFOAU U JETH.

ITo manneiM BO3, exeromHo rpummom 3adoJieBa-
€T KaXIblii TPeTUW—TSAThI peOeHOK M TOJbKO Kax-
IBIA TISTBIA—aecsaThiil B3pocibiit [4]. OPBU saBastorces
HauboJjiee pacrpoCTpaHEHHBIMU 3a00JIeBaHUSIMU 4e-
JIOBEKAa W OJHOW M3 OCHOBHBIX MPUYMUH TOCIMUTAIN3a-
it — 10 33% Bcex rocrmTanu3anuii aeteit ot 0 mo 17
ser. [Ipy 3TOM CMEpPTHOCTH OT OCJIOXHEHWI TpuIa
u OPBU cocrasnsier 7% B 00111e#t CTPYKTYpe CMEPTHO-
CTH IeTell B cTaumoHapax [5].

CrnemyeT OTMETUTh TaKXe, 4YTO, HECMOTps Ha TO
YTO BTOpAsl BakKHasl TPYINa pucka — TTOXWJIbIE JIIOAU —
B cpeaHeM 0osieloT Ha 2—3 AHS J0Jble, y AeTel TpUIII
u OPBU nporekaioT Tsikesaee, MOTYT UMETh 0oJiee cepb-
€3HbIe TMOCJIECTBUSI, TIOCKOIBKY Yallle, YeM Y B3POCIbIX,
BBI3BIBAIOT OCJIOXKHEHUSI U COMPOBOXIAIOTCS 00Jiee BbI-
pakeHHBIM MHTOKCUKALIMOHHBIM cuHApoMoM [6]. Oc-
HOBHbBIE CHUMIITOMbl MHTOKCHMKAIIMOHHOTO CUHJIpOMa:
rojloBHasi 00Jib, YTOMJISIEMOCTb, TOIIHOTA, OTCYTCTBHUE
anmneTrTa 1 od1as ciabocTh 3aTPYIHSIOT TTOBCETHEBHYIO
00pa3oBaTe/ibHYI0 aKTUBHOCTh peOEHKA U MPETISITCTBYIOT
colMaau3alnnm, 0COOEHHO y MJIAIIIMX IITKOJbHUKOB.

Takum oGpa3om, oueBUIHO, YTO ITpobieMa dpdeK-
TUBHOH MPOTUBOBUPYCHOI Tepariy B OTHOIIEHUY TPUTI-
na u OPBU y neteit muaaiiero u cpenHero mKoJbHOTO
BO3pacTa COXpaHSIeT CBOIO akTyajqbHOCTh. Hecmorpsi
Ha TO YTO B TEUYEHUE TOCAEAHUX JIET MPEITOXKEH psil
npenapaToB [IJIsI 3TOM 11e1M, MHOTUE U3 HUX HE UCCIIe0-
BaHbl B MOMYJISILMU feTeil oT 7 no 12 net. B atoit cBs3u
NI TIEAMaTPOB OCOOBIN MHTEpPeC TPEeACTaBISIOT Ucclie-
JIOBaHUS TIPEIapaToB, OKa3bIBAIOIIUX TOJOXUTEIbHOE
TeparneBTUYECKOEe BO3MEHCTBME Ha TeYeHME BUPYCHOM
WHQEKINU, UCCIeNOBaHUSI, B KOTOPBIX TOATBEpXKIAcHA
3¢ GEeKTUBHOCTD 1 OLIEHEHa 0e30MacHOCTh MPUMEHEHMUS
B ICTCKMX BO3PACTHBIX TPYyIINax.

WHraBupuH® yCIlENIHO TIPUMEHSIETCS B Teparuu
rpunina 1 OPBU y B3pocnbix ¢ 2008 . B PO [7]. Dddex-
TUBHOCTh MHraBupnHa® B CyTOYHOM H03UMpOBKe 60 Mr
MOATBEPXKIeHA B MOMYJISIIIK IMOAPOCTKOB OT 13 o 17 et
B xoJe KianHndeckoro ucciaenosanus 111 daswr [8].

Pesynsrarsl oneHKM 6e3omacHoCcTy npumeHeHust MHra-
BUpHUHA® B 3TOI BO3PACTHOM TIPYIIIIe IMOATBEPAMINA OJ1aro-
MPUSTHBINA Mpodub 6e30MacHOCTH TIpernapaTa U orpese-
JIMJIM BO3MOKHOCTD JUISI €T0 JaTbHEHIIEero UCClie0BaHUS
B MJIaJIIIIel BO3PACTHOM rpyrine ot 7 1o 12 jiet.

WuraBupun® (MMUIA30JMI9TAHAMK IEHTAHANOBOMI
KHCJIOThI) — HU3KOMOJIEKYJISIDHBIN MceBaonenTuI. B no-
KJIMHUYECKUX U KIIMHUYECKUX MCCIIeJOBaHUSX TTOKa3aHa
s dekTnBHOCTE Tperapara MHraBupuH® B OTHOILIEHUH
BupycoB rpunmna tuna A (A(H1N1)), B ToM unciie «cBU-
Horo» A(HIN1)pdm09, A(H3N2), A(H5N1)) u tuna B,
aZicHOBUpYca, Iaparpurina, pecrnupaTopHO-CUHIIUTU-
aJIbHOTO BUpYCa; B JNOKJIMHUYECKUX HCCIECIOBAHUSIX —
KOpOHaBUpyca, MeTalTHEBMOBUpPYCa, 3SHTEPOBUPYCOB,
B TOM unciie Bupyca Kokcaku u pyHoBHUpyca.

B MOMOLLIb TPAKTUYECKOMY BPA4YY

Ipemapatr MHraBupuH® crioco0CTBYET YCKOPEHHOM
SJIMMUHALIMU BUPYCOB, CHIKEHUIO TPOIOIKUTEIBHO-
¢t 00JIE3HU M YMEHBIIEHUIO pUCKa Pa3BUTUS OCIIOXK-
HEHUM.

MexaHu3Mm AEWCTBUSI peaqnu3yeTcsl Ha ypOBHE MH-
(GUIMPOBAHHBIX KJIETOK 3a CUET CTUMYJISILINU (PaKTOPOB
BPOXIEHHOT0O MMMYHUTeTa. B 3KCIepMMeHTaTbHBIX
HCCIENOBaHUSX [TOKa3aHO, 4To VIHTaBUpMH® TOBBIIIA-
eT 9KCIIPecCHuIo perienrtopa nHTepdepoHa rmepBoro TUIa
IFNAR Ha MoBepXHOCTHU 3SMUTETUATBHBIX U UMMYHO-
KOMIIETEHTHBIX KJIETOK. YBeJIWYeHWe TUIOTHOCTH WH-
Tep(PepPOHOBBIX PEIENTOPOB MPUBOAUT K MOBBIIIEHUTIO
YYBCTBUTEJIBHOCTH KJIETOK K CHUTHajJaM 3HIOTEHHOTO
uHTtepdepoHa. [lporecc conpoBoXmaeTcss aKTUBAlM-
eit 6enka-tpancmutrepa STAT1, niepenaroniero curHal
B SAPO KJIETKU JJisI WHAYKIIUU TTPOTUBOBUPYCHBIX Te-
HoB. [Toka3zaHo, UTO B YCIOBUSX MH(MPEKINMU MpernapaT
CTUMYJIMPYET BBIPAOOTKY aHTUBUPYCHOTO Oeka MXA,
YTHETAIOIETO BHYTPUKIETOYHBIN TPAaHCTIOPT PUOOHYK-
JIEOTIPOTEUIOB PA3TUIHBIX BUPYCOB.

IIpotTuBOBOCTIANTUTEILHOE JIEHCTBUE OOYCIOBICHO
MoAaBIeHuEM MPOAYKIIMU KITIOUEBBIX MTPOBOCTIAINTEb-
HBIX ITUTOKMHOB: (akropa Hekposa omyxonun (TNF-a),
uHTepieikHOB (IL-1B n IL-6) u cHIDkeHeM aKTUBHO-
CTU MUEIOTIEPOKCUIAZHI.

IMpoBeaeHHBIE 3KCIEPUMEHTATbHBIE TOKCUKOJIOTH-
YeCcKUe UCCIIeIOBaHUS CBUIETETLCTBYIOT O HU3KOM YPOB-
He TOKCMYHOCTM M BBICOKOM Ipoduiie 0e30MmacHOCTH
npemnapara.

ITo mapaMeTpaM OCTpOif TOKCUIHOCTH MperapaTt MH-
raBupnH® otHOocuTCs K IV Kitaccy TOKCMYHOCTH — «Ma-
JIOTOKCUYHBIE BEILECTBA» (Mpu onpeaeeHun LD, B akc-
MepUMEHTax MO OCTPO TOKCHMYHOCTHU JIeTaTbHBIE O3B
npernapaTa ONnpeaeIuTh He YIaJIOoCh).

IIpenapar He obGyamaeT MyTareHHbIMU, UMMYHOTOK-
CUYECKUMH, aJIJICPTUZUPYIOIIUMUA W KaHIEPOTeHHBIMU
CBOMCTBAaMHM, HE OKa3bIBaeT MECTHOpAa3IpaXkarollero
neicTBust. UHraBupuH® He BIMSET HA PENPOAYKTUBHYIO
(GyYHKIINIO, HE OKa3bIBaeT SMOPUOTOKCUYECKOTO 1 Tepa-
ToreHHoro 3 dekToB [9].

Kak m B TpeamecTBYIOIINX HWCCAETOBAHUSIX, OC-
HOBHBIM KpuTepueM 3(DGhEKTUBHOCTU SIBJISTIOCH BPEMS
10 HOpMaJM3allii TeMIIepaTyphbl, a CpeaId BTOPUUYHBIX
KpUTEpHEB 0cO00e BHUMAHUE YIEISIOCh JUHAMUKE Te-
YeHWsT WHTOKCUKauMoHHOro cuHapoma [10]. Oo6mime
pe3ybTaThl TaHHOTO MCCJIEIOBAHUS BIIEPBBIE OITyOIM-
KOBaHbI B CEHTSIOPbCKOM HOMEPE XKypHaJia «Y4acTKOBBIN
nenuatp» 2015 r.. Hacrosiiast myoimnkanusi mocBsiiieHa
yIIIyOJIEHHOMY aHan3y BiusHus WHraBupuHa® Ha au-
HaMUKY TeUeHWS MHTOKCUKAIIMOHHOTO CUHIpPOMa Y Jie-
Tel B MCCIENYeMOI BO3PACTHOM TpymIIE.

O6wasa nidpopmaumus No uccnefoBaHuio

Hccnedosanue nposodunocy 6 3nudemuosocu4eckull
no OPBH nepuood, ocenvio u 3umoii 2014 2. Bce npouedyput
OCYUeCmeAsAUCy 8 COOMEeMCcmauu ¢ delicmeyroujeil eep-
cueill «Xeavcunkckoil dexaapauuu» (¢ pedaxyuu 2013 e.)
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Dapbep U.M. u coasm. Tepanus rpurnma u npourx OPBU y neteit Miafiiero u cpeIHEro MKOJIbHOTO BO3PACTa...
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Puc. 1. 3aboneBaemocTsb rpummnom aeteii 0—14 jet u B3pocibIx
(2008—-2013).

u deticmeyrowum 3axornodamenscmeom Poccutickoit Pede-
payuu [12]; noanomounvle npedcmagumenu demeil, KO-
yaembix 6 uccaedoganue, NOONUCaru UHPOPMUPOBAHHOE CO-
enacue Ha ywacmue 6 HeM. B uccaedoganue Obiau 6Kkatouensl
310 demeii oboux noaoe.

YV Bcex y4aCTHUKOB MCCJIe0BaHUS ObLT KJIMHUYECKHU
nuarHoctupoBaH rpurnn uin OPBU HeocnoxHeHHOTO
TeyeHus. B xone wuccienoBaHusi ocyuiecTBisuics (u-
3UKQJIbHBI OCMOTp, OlLIEHKa CUMITOMOB 3a00Ji€BaHUSsI
U HAIU4YUs ocsioxHeHuit rpunna/OPBU, o6mwmit u 6uo-
XUMMYECKUI aHAJIM3bl KPOBU, OOIINI aHAJIU3 MOYU.

YuutbiBasi BBICOKYIO CKOPOCTb pa3BUTHSI 3THUX 3a00-
JIeBaHUIi, B UCCIIEOBAHME BKJIIOYAIUCH TOJbKO T MallU-
€HTBI, Y KOTOPBIX He MPOIILIO 36 U ¢ MOMEHTA TTOSIBIICHUST
MEePBBIX CUMIITOMOB. Y BCEX YYaCTHUKOB MCCJIEIOBAHMS
ObLTN 3a(PUKCUPOBAHBI T€ UJTU WHBIE TIPOSIBJICHUSI MHTOK-
CUKaIlMOHHOTO (rojioBHast 00Jib, 03HOO, CJ1ab0CThb, TOMO-
Ta, 00JIb B TJIa3HBIX 10JI0KaX, TOLIHOTA), JUXOPaJ0YHOTO
(Temmneparypa Tena ot 37,5° C u BblllIe) U KaTapaJbHOTO
(6osib B TOpJIE, PUHUT, (PAapUHTUT, JTAPUHTUT, Kallesb)
CUHIPOMOB, COTJIACHO KPUTEPHUSIM BKITIOUEHMUSI.

Ilocne momnucanuss MHGOPMUPOBAHHOTO COTJIACUSs
U TIPOBENEHUS MPOLIeyp CKPUHUHTA OTBeYalolle Kpu-
TepUsiM BKJIIOUCHUS/HEBKIIIOUeHUSI (HE BKJIIOUAJIUCH
MalMeHThl ¢ ocloXHeHHbIM TeyueHnem OPBU /rpunmna,
a TaKXKe C KIIMHWYECKN 3HAYMMO# COMYyTCTBYIOIIEH aTo-
JIOTHEi) TTAlIMeHThI OBLTN PAaHAOMU3MPOBAHBI B ABE TPYIT-
el rpymnma 1, nmoaydaBimnx Marasupun® (karcysisr, 30
MT MO 2 KarcyJibl OAHOKPATHO B CYTKM) Y TpyIina 2, 1mo-
JlyyaBlIuX rjane6o (o 2 kancyJiel 1 pa3 B ieHb). B xone
KCCIIeI0BaHMSI MOTJIM TaKXKe Ha3HAuyaTbCsl pa3pelleHHbIe
MPOTOKOJIOM KCCJIEIOBAHUSI COMYTCTBYIOLIUE Mpernapa-
ThbI, B TOM YMCJIE TTapaleTaMoJl U ero cofepxkaliue Jekap-
CTBEHHbIE KOMOMHAIIMK (MCKITIOYUTEBHO TIPU MOBBIIIIE-
HuUM Temriepatypbl Teia Bbilie 38,5°C), «IMOTOrOHHbIE»
HaINUTKU U3 HACTOEB WJIM OTBApOB JIeUeOHBIX TpaB, a TaK-
K€ MECTHasl Teparusi pecnupaTopHOro TpakTa, HE COAep-
>Kalasi TOPMOHAIBHBIX, MPOTUBOBUPYCHBIX M aHTHOAK-
TepUaIbHBIX CPEJICTB.

YyacTHUKM WCCAeNOBaHUSI TIPUHUMAIW TIpernapar
WuraBupun® (60 Mr B CyTKM) WM IJialebo B TeYEeHHE
5 mHei#t BKouuTeabHO. [lepBuuHbIil Kputepuii addex-

MinaueGo WE

p<0,0001

BHPHH 42,00

o 10 20 30 a0 i} (2]

IOk © HFEAND TE PN A

Puc. 2. OueHKa CPOKOB HOPMAJIM3AIMH TEMIIEPATYPbI TEJIa OT MO-
MEHTA HAYAJIA JeYEHHs IS BCEil MOy ISAINH HCC/IeI0BAHMA.

TUBHOCTHU: CPOKM HOPMaJu3allMu TeMIlepaTypbl OT MO-
MEHTa HayaJia JIeueHusl, u3MepsieMble B yacax (1o HOp-
Maylu3aleil TOHUMaayd YCTAaHOBJIIEHWE TeMIlepaTyphl
tena Huke 37°C Ge3 momabeMa Bbllle JaHHBIX 3HAYEHUI
B MOCJIEAYIOLINIA Tepuo B TeueHue 21 nHst).

Bropuunbie kputepuun 3(pHEeKTUMBHOCTU BKIIOYATU
CPOKHM MCYE3HOBEHUS TPOSIBIICHNIT MHTOKCUKAIIMOHHO-
ro M KarapajbHOTO CUHIPOMOB, a TaKXe OILICHKY J0JU
MaluKMeHTOB ¢ HOpMaiu3aldeil Temreparypbl Tena K 1 —
5-My JHIO OT HayaJjia Teparuu.

OrieHMBanach TakXke MOJST TAllMeHTOB C OCJIOXKHEe-
Husmu rpunina/OPBH, pazBuBimmMucs 3a nepuon ¢ 1-ro
no 6-it u ¢ 1-ro mo 21-if 1HM OT Hayajia IpueMa Uccie-
JlyeMOTO TIperapara, U CpPOKM pPa3BUTUSI OCJIOXKHEHUI
rpunna/OPBU.

OrieHka 0e30IMacHOCTH TPOBOAMIACH Y BCEX IMaly-
€HTOB Ha BCEX BM3MTaX Ha OCHOBAHMM yuyeTa BOZHUKHO-
BEHMSI HeXeJlaTeJbHbIX SIBJIEHUI, TTapaMeTpOB OOIIIeTo,
OMOXMMUYECKOTO aHaM30B KPOBU, MOUYU U (DU3NKAIIb-
HOTO OCMOTpa.

PesynbraThbl M 06CyXaeHne

M3 310 mamumeHTOB, BKJIIOUEHHBIX B MCCJIENOBaHUE,
3 marMeHTa ObLTM UCKJIFOUYEHBI U3 UCCIIEIOBAHUSI B COOT-
BETCTBUM C KPpUTEPUSIMU McKITtoueHus 1 307 3aBepiiniu
BCE BU3UTHI COTJIACHO MPOTOKOJY McciaenoBanus. [anee,
Ha aTane aHain3a 3(POEKTUBHOCTU OBLIO YCTAHOBJIEHO,
yto 13 307 mauuMeHTOB 3 MalMeHTa HapyLIWIA PekKuM
npueMa MCCelyeMoro Tmpernapara, 4To moTpeboBayio uc-
KJTIOUEHUS TUX MTallEHTOB 13 aHajin3a. TakuM o0pa3oM,
304 u3 310 mauMeHTOB MOJYYWJIM TEPANUIO B MOJTHOM
o0wbeme: 153 maumenra B rpymie Murasupun® u 151 ma-
LIMEHT B IpymIie Taieoo.

besonacHocTh Tepanuy Oblia OlleHeHa y BCeX MaliMeH-
TOB, MOJYYUBIINX XOTSI ObI OJTHY 03y UCCJIENYEMOTO TIpe-
napara (tak HazbiBaemast I'TT-momysnsiust), 310 yenosex.

InaBHOI1 11€1b10 HA3HAYEHUST TIPOTUBOBUPYCHBIX MpPe-
napatoB nipu OPBU /rpurnme sBnsercs: nocTrxkeHne 60-
Jiee ObICTPOIl IMHAMUKM MCYE3HOBEHUSI CUMIITOMOB 3a-
OoJieBaHMST U TIpEAOTBpAlllEHUE PA3BUTHUSI OCIOXHEHUA.
s onneHKM 3G (GEKTUBHOCTH OBIT MCIIOIB30BaH METOJ
Kamana—Meiiepa 1 TOrpaHTOBBIN KPUTEPUIA 3HAYNMO-
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Dapoep U.M. u coagm. Tepanus rpurnma u ipourx OPBU y meteit Miamiero v cpeHero MKOIbHOTO BO3PACTA. ..

CTH Pa3UIMii MEXIy IBYMST TeparieBTUUECKUMU TPYII-
maMu. Vcrmonb3oBaHVEe NaHHBIX KPUTEPUEB ITO3BOJIHIIO
CPaBHUTb AMHAMUKY perpeccuu cumntomoB OPBU wme-
Ky uccaenyeMbiMu rpymnmnami [10].

Kak yxxe 0b110 omy0oJIMKOBaHO, CPOKU HOpMaJIU3alluu
TeMIiepatypbl B rpyrre MHraBupuH® ObLIM CTATUCTHUE-
CKHM 3HAUYMMO MEHbIIIe, YeM B rpyrre raneoo: 42,00+1,98
u 54,4812,44 4y cootBeTcTBEHHO. B cpenHem B rpynne UH-
raBUprMH® HOpMaJM3alisl TeMIlepaTypbl Tejla HacTynaaa
Ha 12,48 4 ObicTpee, 4em B rpyrne ruiaiedo. Cratucrtuye-
CKW JIOCTOBEpHAs pa3HUIla B YKCIIE TTAIMEHTOB ¢ HOpMa-
JIM3aleit TeMIIepaTypsl Tejla Habmroaamach yke ¢ TepBhIX
CYTOK TI0CJIe Havasa jiedeHust (puc. 2, 3).

Yry0aeHHBINM aHAIN3 TUTHAMUKY CUMITTOMOB MHTOK-
CHKAITMOHHOTO CUHAPOMA TIPOJAEMOHCTPUPOBAT CTaTU-
CTUYECKH TOCTOBEPHOE YCKOPEHME MCUE3HO-

BEHMSI CUMIITOMOB WHTOKCUKAITUU B TPYIITIC

WuraBupnu®. B cpeiHeM MHTOKCHKALMOH-
HbIl cMHApOM B rpyrme MHraBupuH® kynu- — 90.00%
poBaJICST TIOTHOCTBIO Ha 9,6 4 ObICTpee, YeM &0
B TpyIIie miane6o (101 MalUeHTOB € UCYe3- . .

HOBEHUEM JAHHOTO CHUHIpOMA TpeacTaBie-
HBI Ha pUC. 4). e
B doxyce BHUMaHUS Haxomwinch Bemy- — °000%
e CUMITOMBI WHTOKCWKAIIMOHHOTO CUH-  4000%
Apoma: ofuiasi c1aboCTh, CHIDKCHHE amme- ...

TUTA U HapylleHWe HOYHOTo cHa. J{uHamuka
KaXxJ0ro M3 CUMIITOMOB Oblja MPOAHAIU3U- e
10,00%

poBaHa OTHebHO. JIsT KaXI0To U3 CUMIITO-
MOB OBUTM YCTAHOBJICHBI TOCTOBEPHBIC pa3- oo
nnaust B monib3y MuraBupuna® (p<0,05).

B wacTHOCTH, MTMHAMHWKa CHUMIITOMa 00-
meil c1abocTh ITOCTOBEPHO —pa3invaiach
Ha 3, 4 1 6-11 THW WCCIIeIOBaHUSI, TIPU 3TOM
MakcuManbHble pazmuans (11,9%) ycraHoB-
JieHbl Ha 3-11 U 4-11 THU U HeOOJIbIII0e Pa3Iu-
que (5,5%) — Ha 6-if meHb TedeHUsT NHPEK-
1IN COOTBETCTBEHHO.

Z[I/IHaMI/IKa CUMIITOMA CHUKCHU I aIlllCTU- 100, DY

=

k4

¥
Ta TIPOIEMOHCTPUPOBAJIa 3HAUNMBIE Pa3TIHSI g so00

Ha 3-it u 6-if muu. [Ipu 3TOM MakcMMaibHOE 3
2 20,00%

pasmuuanre (12,9%), Kak 1 B clly4ae ¢ CUMIITO- %
MOM 0011eil cabocT, ObUIO YCTaHOBJIEHO g T0,00%
Ha 3-i1 IeHb WCCIeOBaHUSI 1 MUHUMAIBHOE e

(7,4%) — Ha 6-1i IEHb COOTBETCTBEHHO. E
AvHaMuKa CUMNTOMA HapymwleHus Hod- 3 S0.00%
HOTO CHA MPOJIEMOHCTPUPOBAJIA CTATUCTUYE- £ 4000

CKU JIOCTOBEPHOE pa3Inyre Me mma- &
n 0 p p XKy TPy e

MU Ha 3-ii IeHb UCCIICIOBAHUSI U COCTaBUIIA E
6,2% B nonb3y MHrasupuna®. § 20,00%
AHanmM3 OVMHAMMUKW KaTapaJlbHOTO CHUH- = ,qan

JpoMa TIOKa3ajl, 4To B Tpymme aeTeid, mo- &
0,00%

nydaBiinx WMHraBupuH®, €ro IposiBIeHUS
ucyesaan B cpeaHeM Ha 7,2 4 ObIcTpee, yeM
B IpyIne rnianeodo.

Takum 0Opa3om, Mbl BUAMM, UTO HapsiLy
¢ 3(pHeKTUBHOCTHIO B OTHOILLIEHUY HOPMaJIU-

92,.90% 2.30%
TpETes CYTEH S8 SEHHA
£2,60% e |
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AESEHMA
49,00r%
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Litwis 1
Hawano Tepan1n

3alMKU TeMIIEpaTyphl, npuMeHeHne MuraBupuna® cro-
COOCTBYET MCUE3HOBEHUIO MHTOKCUKAIIMOHHOTO U KaTa-
PaILHOTO CUHIPOMOB Ha 3-ii IeHb Tepanuu.

CoBOKyMnHOe coueTaHue OnMucaHHbIX 3(GGHEKTOB MOo-
3BOJISIET CAEJaTh BBIBOJ 00 OYEBMIHOM IMPEBOCXOJICTBE
WuraBuprHa® Haja mianebo B OTHOLIEHUM UCCISIOBaH-
HbIX TapamMeTpoB 3(PGEKTUBHOCTU W PEKOMEHJ0BATh
Wurasupun® st neyenust rpunmna u OPBU B Bo3pact-
Hoii rpynine ot 7 1o 12 siet.

HccnenoBanue 6e30nacHOCTH NOKAa3aj10, 4YTO YacToTa
Pa3BUTHSI HEXXENATETbHBIX SIBJICHUI U YaCTOThI OTKJIOHE-
HUI OT HOPM TNTOKa3aTeiel KIMHUYECKOTO U OMOXUMUYe-
CKOrO aHaJINU30B KPOBU M OOLLEro aHaau3a MOYU MEXIY
TepaneBTUYECKUMU TPYIIAMU CTAaTUCTUYECKU 3HAYMMO
HE Pa3Inyanch.

98, 10%

v 2 Divs 3

W | [Mrransgan® |

Devis &
3l [naswesbo)

Do 5 Lvan 5

Puc. 3. Jlonsa nauyMeHToB ¢ MCYe3HOBEHNEM CHHIPOMA MHTOKCHKAIIMH B IMHAMHKE.
CrarucTuyeckas 3HAYMMOCTb PA3JIMYHii B IMHAMUKE HCYE3HOBEHUSI CHMIITOMOB
HMHTOKCHKAIWM PACCYMTAHA C MOMONIbI0 Kputepus x* ITupcona. Pasanuus cra-
THCTHYECKH 3HAYMMBbI, p=0,005.

45, 355
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TN

36, 13%
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HeE iaivai A

581%
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Puc. 4. lona naumeHToB ¢ HOpMaIU3auueil TeMepaTypbl TeJa Mo JHSAM Tepanuu.
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ITpu 3Tom u3 9 ciaydyaeB OCIOXHEHWH, 3apUKCUPO-
BaHHBIX B XOJI€ JAHHOTO MCCJIEIOBaHUS, TOJIBKO OTHO
(oCcTpblii OPOHXUT) HAOJIOAANIOCH B TPYMIe MAllMEHTOB,
npuHuMaBmnx MaraBupun®, n 8 (1 — MHOroowaronast
ITHEBMOHMS, 2 — aHTUHA, 2 — CUHYCUT U 3 — OCTpBIii
OpOHXMT) — B rpyTIIie 1iaiedo.

Ouenka 0Oe3ormacHOCTH TNpuMeHeHust MHraBupuHa®
y aeteit ot 7 10 12 jieT BHOCUT JIOTOJTHUTEIbHBIN BKJIAM
B OOIIMPHBIN KIMHUYECKUI OTIBIT TPUMEHEHUsI TaHHOTO
JIEKapCTBEHHOTO CPEJICTBA B 1I€JIOM 1 MO3BOJISIET CAeaTh
BBIBOJI O 0€30TIaCHOCTH €ro TMPUMEHEHHS B MCCIeOBaH-
HOI1 Bo3pacTHo# rpynme [11].

3akJo4yeHue u BbIBOAbI

JIBoiiHO€ cJieroe MHOTOLIEHTPOBOE PaHAOMU3UPO-
BaHHOE, MJIaleb0-KOHTPOJIUPYEMOE KIMHUYECKOE WC-
cnenosanue 11 dassl mokasano, uto MHraBupna® (kar-
cyiel, 30 MT) B cyTOuHOM q03¢ 60 MI' OMTHOKPATHO MMEET
3HAYUTEJbHO OOJIbIIYI0 3(PHEKTUBHOCTD MPU JICYCHUN
rpunna 1 OPBU y nmanueHTOB MJIAAIIEro U CPeaHEro
IIKOJIbHOTO BO3pacTa, 4yeM 1uiaiedo.

Hapsimy ¢ oueBUIHBIM TMpeBOcXoncTBoM KHra-
BUpuHA® Hajx TUlalebo B OTHOLIEHWUM KyMUPOBAHUS
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HEKPOJIOI

ITamatu npodeccopa B.I1. CutHukoBoii

MenunyHcKas o01mecTBeHHOCTh BopoHekcKoil 00-
jnactu, aerckue Hedposiorn Poccuu ¢ raybokuMm Tipu-
ckopbueM wm3Bemaior, 4to 27 mapta 2016 roma yuura
U3 XU3HKU Tpodeccop Kadeapbl TOCMUTATBHOW U TO-
JIMKJIMHUYECKON TieauaTpur [ocymapcTBEHHOTO OI0-
JKETHOTO  00pa30BaTEeIbHOTO  YUYPEXKIEHUST  BBICIIETO
npodeccoHaIbHOTO  oOpa3zoBaHus  «BopoHexkckmii
TrOCyIapCTBEHHBI METUIIMHCKUN YHUBEPCUTET MMEHU
H.H. bypnenko» MuHucrtepcTBa 3npaBooxpaHeHust Poc-
cuiickoit denepanuu, TOKTOp MEAUIIMHCKUX HAyK, TPO-
deccop, 3acayxeHHbIli Bpad Poccun CutHukoBa BaneH-
tuHa [laHTeneeBHa

Curnukosa B.I1. B 1953 1. okoHuuna 2-it MockoB-
ckuit TocymapcTBeHHbBI MEIMIIMHCKUN MHCTUTYT C OT-
quaueM. B 1957 1. 3ammTniia KaHAUMAATCKYIO auccepTa-
LU0 Ha TeMy «3HauyeHHUe BJEKTPOKapAMOJIOTUYECKOTO
MeTola WMCCIIeAOBaHUS I TUaTHOCTUKU BPOXKIECHHBIX
nmopokoB cepana y aeteit». C 1957 mo 1959 rr. pabotana
aCCHUCTEHTOM Kadeaphl TOCTTUTAIBHOM MeauaTpuu Bopo-
HEXCKOTO TOCyIapCTBEHHOTO MEIUIIMHCKOTO MHCTUTYTA
um. H.H. Bypnenko, ¢ 1959 no 2002 rr. 3aBenoBajna 3Toi
Kadeapoii, a B mocjaenHee BpeMst paboTajia B IOJKHOCTH
npodeccopa kKadenpol. B 1975 . Banentuna Iantenees-
Ha 3allUTUIa TOKTOPCKYIO AUCcepTalnio Ha Temy «Tede-
HUE W UCXOJ TJIOMepyJIoHeMpHTa y IeTeli», SBsIach aB-
TopoM Oosee 350 HayuyHBIX pabOT, cCOaBTOpP MOHOTpadmii
1 y4eOHO-MEeTOAMYECKUX IMOCOOUH, MOCBSIIIIEHHBIX 3200~
JIEBaHUSM TOYEK Y IETEH.

B TeyeHMe MHOTMX IECSITKOB JIET Ha Kadeape roc-
MUTAJTLHOW TIeIUAaTPUN TIOJ €€ PYKOBOACTBOM YCITEIITHO
pa3BUBAJIOCh HayyHOE HaIllpaBJieHUe T0 00C/IeT0BaHNIO
U JIEUEHUIO JIeTell ¢ 3a001eBaHUSIMU TTOYEK, co3aaH Hed-
poJiornyecKuii eHTp Ha 6a3e Boponeskckoit ObmacTHOM
JIETCKOM KIIMHUYECKOM G0bHUIIBI Ne 1.

ITpodeccop B.I1. CutHMKOBa — 3aciaykKeHHbI Bpay
Poccuu, narpaxnena opaeHom <«IpymoBoro KpacHoro
3HaMeHU», Melablo «3a J00JIeCTHBIN Tpya», TpaMOTaMu
Munucrepctsa 3npaBooxpaHeHuss CCCP, MuHucrepcTBa
3apaBooxpaHenust Poccnm, 001acTHO# M TOPOICKOM aj-
MmuHKcTpauuu . Boponexa, Corosa xxeHiunH Poccuu, Bo-
POHEXKCKOI 00J1TaCTHOM JeTCKOM KITMHNIECKOI OOJTBHULIBI
Nel, BopoHeXCKOM TocyIapCTBEHHOM MEIUIIMHCKOM aKa-
nemun uMm. H.H.Bypnenko. Mmena 3Banue «[loyeTHbIi

npodeccop BTMA um. H.H.Bypnenko». Jlaypear npe-
v «KeHIHa» B HOMUHaIMKM «OOIIeCTBEHHOE TIPU-
3HaHMWe». BanenTtwHa IlaHTeleeBHA SBISIACH YJIEHOM
MeXIyHapogHO accolManuy  JeTCKUX He(ppoIoros,
YJIeHOM TIpe3uanyMa TBOpUecKOro oObeIMHEHUS JETCKUX
HedposoroB Poccnu, 4ieHOM TIpaBlieHUs] XKEeHCOBeTa T.
Boponexa. Bxonst B coctaB uieHOB JlnccepTallMOHHOTO
cosera /1208.009.02 npu BIMY um. H.H. Bypnenko, ona
aKTMBHO MpPUHMMaJIa yJacTue B ero padore. PykoBoawia
BBITTOJTHEHUEM 28 nmuccepTalnii, BKIIIoJas 3 TOKTOPCKUE,
KOTOpBIE YCITEITHO 3allMIIeHbl U YTBepXKIeHBbI BhICIIei
aTTecTallMoOHHOI Komuccueit PO.

Banentuna IlanTteneeBHa CHUTHMKOBA OCTaHETCS
B HaIIMX cepAllax KaK CBETJIBbIN YeJIOBEK, MPEKpPaCHBIM
YUUTETb, YIEHBIH MEXIyHApOAHOTO YPOBHS, BBICOKO-
npodeccuoHaTbHBIN MeauaTp.

Konneeu, copamuuxu u yuenuxu
8bIPAANCAIOM UCKPEHHUE COO0Ne3H08ANUS
POOHbIM U Oau3Kum Barenmunvr [lanmeneesHul.
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PETMOHAJIBHBIN
HAYYHBIV ®OPYM

MaTs u /Inta

co4yu
Pullman KoudepeHu-1ieHTp

28-30 urons, 2016

OCHOBHBIE Hay4YHbI€ HAIIpaABJICHHWA, INITAaHUPYEMBbIEC VI PACCMOTPEHHUA HA d>opyme:

* Jlemorpadus 1 pernpoAyKTUBHOE 3[0POBbE KEHIINH: TTPOOIEMbL
¥ IEPCIEKTUBHI.

° MOZ[EPHI/IBaI.II/IH 3ApaBOOXpaHEHUA. OCHOBHBIE HanpaB/JI€HUA
pa6OTbI 110 CHUXKEHUIO MaTePHHCKOﬁ u MJlaﬂquECKOﬁ
3a60/1eBaEMOCTH 1 CMEPTHOCTH.

* HoBble BO3MOKHOCTU JUAaTHOCTUKHU U JIe4€HUA
B aKyIllepCcTBe, TMHEKOJIOTUY, HEOHATOJIOTUH C MTO3ULIMHI
MOJIEKY/IAPHOM U KJIETOYHO 6H1OTIOTHH.

* HeoTyio)XHBIE COCTOSIHUA B AKYIIEPCTBE: CTpaTernusa
U TaKTHUKa B COBPEMEHHBIX YCJIOBUAX.

° VHbeKIUs U PenpoAyKIINA.
° HeBpIHaIMBaHue 6epeMEHHOCTH U MTPEXK/EBPEMEHHBIE POJIbL:
KOMIUIEKCHBIH MTOAXO/ K PELIEHHIO TIPOGIEMBI.

3adaBKHU Ha JOKJIAAbI
IIPUHUMAIOTCA
Ao 1 anpenna

Ha ®opyme GyzeT npeacTraBjieHa BEICTABOYHAS
9KCIIO3UIINSA, T/IE MOXKHO OYZIET 03HAKOMUTBCSC COBPEMEHHHBIMU
MeJULIMHCKUMHU IIpernapaTamMu U 060pyAoBaHUEM s
AKyIIepPCKO-THHEKOJIOTMYeCKUX YIPeKJAeHUH.

MEAM kcno i 2

* TIpeaKIaMIICHs KaK BaXKHEHIIAs MyIbTHANCIAIUIMHAPHAS
mpobiema.

° OnepaTUBHAsA 'MHEKOJIOTHA: HOBBIE TEXHOJIOTUH JUATHOCTUKU
Y Jle4eHus Z06pOKaYeCTBEHHEIX OITyXOJIel OpraHOB
PeIpOAYyKTUBHOMN CHCTEMBL.

* 'mHeKonornyeckas SHAOKPHWHOJIOTHA: JUCKYCCUOHHBIE BOIIPOCHI.

* Becruiozue B 6pake: HOBbIE IOCTIDKEHNS BCIIOMOTATebHBIX
PeNpOAYKTUBHBIX TEXHOIOTUH.

° KiruHuueckuit ayAuT B HEOHATOJIOTHUU.

© ,HPICKYCCI/IOHHI:IC BOIIPOCHI SHTEPAJIBHOT'O U TIapEHTEPAIbBHOI'O
IIUTaHUSA HOBOPOXAEHHBIX.

© I/IH(l)EKHI/IOHHO-BOCHaJII/ITEJIbHHe 3a60/1eBaHUsA Y HOBOPOXXAECHHBIX.
* VIlHTeHCUBHAasA Te€panuvsda y HOBOPOXAECHHDbIX. Yro HOBOTO?

OpraHu3aToOphbI:

* OI'BY «Hay4HbIH IIeHTp aKyllepcTBa, THHEKOJIOTUI
U [IepUHATOJIOTUU UMeHU akazZieMuka B.M. Kyrakosa»
MuHszapasa Poccun

* Poccuiickoe 06IIecTBO aKyIIepOB-THHEKOIOTOB
* MMHHUCTEPCTBO 3/[paBoOXpaHeH st KpacHOZapCKoro Kpast

* I'BOY BIIO «Kyb6aHCKuUii rocyapcTBEHHBIN MEAUIUHCKII
yHUBepcuteT» MuHszapasa Poccun

* Konrpecc-oneparop «ME/ZIV Dkcnio»

Ten./daxkc: +7 (495) 721-88-66, e-mail: expo@mediexpo.ru

Bosiee mogpooHasa nuHpopmanua Ha caiitax: mother-child.ru, ncagip.ru u mediexpo.ru




BcEpPoccurickuit
HAYYHO-OBPA3OBATEJIbHBIN
®OPYM

r. Mocksa, MBLI «Kpokyc Jkcno»,

Pykoeogutenb ®opyma
akagemnk PAH
I.T. Cyxux

OpraHusaTtopbi:
« MuHucTepcTB0 3ApaB00XpaHeHna Poccuitckoil Deaepaiuu

« OTBY «HayuHblii LIeHTP aKylLIepCTBa, IMHeKOA0rM 1 NepuHATONorui
umeHu akapemuka B.W. Kynakosa» Mun3apasa Poccuu

- Poccuiickoe 06111eCTBO aKylLIePOB-THHEKONOr0B
- Jlura akywepok Poccu

27 — 3 0 « Konrpecc-onepatop 000 «ME/IW Jkcno»

CEHTABPA

B PAMKAX OOPYMA:

YNbTPA3BYKOBASl U NYYEBAA ANATHOCTUKA
B AKYLUEPCTBE, TMHEKOJIOTUW U MEPUHATONOTMU

HEBbIHALUNBAHWE BEPEMEHHOCT:
COLUMANbHAA NPOBJIEMA, MEAULIWHCKWE PELLEHUA

OXPAHA 3[10POBbfl MATEPU U PEBEHKA — 2016

+ MPEKYPCbI (MozpobHee Ha caitrax: www.mother-child.ru, www.mediexpo.ru )

3asaeku Ha 00K1adbl NpUHUMAOMcA 00 1 Ui/

OCHOBHbIE HAYYHbIE HAMPABJIEHUA, NIAHUPYEMDIE ANA PACCMOTPEHUA HA ®OPYME

« MoaepHU3aLa 34paBOOXPAHEHNA: OCHOBHbIE HANPABNEHHA PABOTHI N0 CHIKHMIO MaTEPUHCKOI 1t MAaACHUECKOI
3a00neBaeMOCTH 1t CMepTHOCTH:
7 POMIb NEPUHATaNbHBIX LIEHTPOB B MOBBILIEHM AOCTYMHOCTY, 3OQEKTUBHOCTA I KauecTga MOMOLM XeHLLMHAM
1t LIeTAM;
» NIEpUHATANbHbIE MOTEpH — NPOYUNAKTHK 1t ayAuT;
) yNpaBAieHite KaUeCTBOM OpraHU3aL MegULMHCKOM NOMOLLM.
« HenpepbiBHoe npodeccuoHanbHoe MeauLMHCKoe 06pa3oBaHie; BPEMA Nepemen.
« llemorpadua u penpoayKTUBHOE 30POBbE XeEHLLNH:
) NNAHUPOBAHHE CEMbU;
» ENPOAYKTUBHOE NOBE/eHIe MONOAEXI;
» KOHTPALIeNLItA B COBPEMEHHbIX YCTOBHAX.
« HoBble BO3MOXHOCT AMarHOCTUKI M NIeUeHHA B akyLLepCTBE, FMHEKONOrUH, HEOHATONO MU Ha 0CHOBE JOCTUXERME
MONEKYNAPHOIA 1 KneTouHolt buonorui:
» COBPEMEHHbIE MONeKyNAPHO-TEHeTHYECKIE NPeAUKTOPbI OCHOBHbIX 3360NeBAHMIT HOBOPOXAEHHBIX.
« HeoTnoxHble COCTOARNA B aKyLepcTse:
) TPOMO0IMOONUUECKNE OCTOXHEHNS, AMATHOCTIKA U NIeYeHNe;
 ieyebHas TaKTIKa NPH BACTaHMI MNALEHTL.
« IHGeKLIA B aKyLIEPCTBE, TUHEKONOTUM It HEOHATONOTMM:
» UHQEKLWY, NepefiaBaeMble NON0BbIM MyTem;
» aKYWEPCKHiA CENCUC — aKTYanbHOCTb, 0COBEHHOCTI AUATHOCTUKM M KNMHUKIL;
» NPOGUNAKTIKa NPEXEBPEMeHHbIX POAOB Y GePEMeHHbIX C HHOEKLIOHHO-BOCNANMTENbHbIMIK 3360N€BAHNAMI;
» QHTHONOTUKI M AHTUOUOTKOPESUCTEHTHOCTD OCHOBHbIX GakTepUANbHbIX BO3OYAUTENeli B akyluepcTae,
TMHEKONOT YA 11 HEOHATONOT M.
« HeBblHalwmBaHme 6epeMeHHOCTY 11 NpexeBpemeHHble pofibl:
» MHOEKUIA KaK NIPUYIHA HeBbIHALIBAHNA GepemerHoCTH;
» 3yTOMMMYHHbIE PHYMHbI HEBbIHLLMBAHIA OEpeMeHHOCTH;
) CUHAPOM 33/1EXKH Pa3BUTHA MN0A.

KonTakTHas undopmaums:

YyacTue B HayyHoil nporpamme:  Perucrpauua peneratos: Yyactue Komnauwmii:
Wropb UBaHoBUY BapaHoB Mapusa CuzoBa KuaszeBa Anactacns

+ [Ipeaknamncua Kak BaxHeliwas MynbTUAUCUNNAMHAPHAA Npobnema:
) HOBbIE /1aHHBIE O MaToreHe3e NpesknaMnCui;
) NOAMOPraHHas HeAOCTATOYHOCTb NIPY NPEFKAAMNCUN U SKNAMACUM;
) fIeyeHie npeaknamncui.
+ [IMCKYCCHORHbIE 1 HepelleHHble BONPOCbLB HEOHATONOTMI 1 NEAMATPYI UHOEKLMY, NUTaHME, AUArHOCTHK]
OCHOBHbIX 3a00n€BaHMii:
) 0phaHHble 3a607eBaHNA HOBOPOXAEHHIX, COBDEMEHHbIE MPUHUMTbI NEYEHNS;
) 06MeHHble 330071eBaHHA HOBOPOXAEHHbIX;
) UMMYHOTEDANS OCHOBHbIX NATONOTUYECKIX COCTORHUTE Y HOBODOXJEHHbIX;
) KAMHIYECKWiE ay/JuT B HEOHATONOT M.
+ HeoHaranbHaa xupyprus:
) COBPEMEHHbIE MOAXO/bI K IHAOCKOMUUECKOMY ONEpaTUBHOMY NeueHinio;
) HEOHATa/bHaA aHeCTE3WONOTHA, HOBbIE NOAXOAbI U COBPEMEHHAA TAKTUKa.
« [lepuHaransHblii KOHCUAMYM.
« Boixaxwarvie feTeit ¢ 3KCTpeManbHOI, 04eHb HU3KOI 1t 3anpeaenbHot Maccoit Tena npy poxaeHIu.
« [IeTcKas rMHeKoNoruA: HepelueHHble BOMPOChI.
« OnepaTuBHas ruHeKonorua:
» HOBbIE TEXHOMOT MM AMArHOCTUKI 1 NleyeHis J06POKaUeCTBEHHIX 0nyXonei 0praHoB penpoayKTUBHON
CUCTEMDI;
) anbTepHaTUBHbIE METOAb! 1eueHIa Tpy6Hoi bepemerHoCT.
+ [MHeKonoryeckas 3HA0KPUHONOTUA:
) FOPMOHANIHO 3aBHCUMble 3a6071€BaHIA PENPOAYKTUBHOI CUCTEMSI;
) NPOGUNAKTHKA CUHADOMA NOMMKICTO3HbIX AUYHUKOB;
) BO3MOXHOCTH TAPTeTHOIA Tepaniii B TMHEKONOT MM — HaAeX bl 1 Pa304apOBaHNS.
+ OHKOrMHeKonOorus.
« Tlatonoris MonoyHbIX xenes.
« becnnoye B Bpake:
) HOBbIE JOCTUKEHMA BCOMOTATENIbHbIX PENPOAYKTUBHbIX TEXHONOTHI;
) COXPAHEHME MyXCKOr0 PenpoayKTUBHOMO 340POBbA.

BpoHupoBaHue rocTUHUL, aBUa W /A 6uneToB: MeHepxep npoekra:
(BeTnaHa MapkaHoBa PaHckas (BeTnaHa
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HenapraMeHT 3/1paBooxpaHerys ropoga Mockset
Kadenpa nercxnx nudexuponnsix bosesteit [bOY 110 PMATIO Munsgpasa Poccym
Kadenpa neguarpun MenmmmHckoro daxysbrera PYIH
Kadernpa memyarpum u getckux nudexuyonnsix donesteit TBOY BITO Iepssit MTMY mv. VI.M. Ceuenosa Munszipasa Poccym
Kaderpa nemyarpum ¢ mudexuyonssvm 6omesssvu y getert ®III10 ['BOY BIIO PHUMY wm. H.JL. [Tnporosa Munszipasa Poccym
Kadenpa dakymprerckont neguarpun Ne 2 'bOY BIIO PHUMY nm. H.J. [Inporosa Munsgpasa Poccim

Hayuno-mccreoparebeki KIMHIYECKIV MHCTUTYT Tefuatpym Menn akazemuka IO.E. Benprimesa
I'bOY BITO PHUMY wmm. H.M .ITuporosa Munsppasa Poccym

npuriamarnT Bac npuHATE y4acTue
B IX Bcepoccuitckort HaygHO-npaKkTHYecKom KOHQepeHIMN

«MHOEKIVOHHDIE ACITEKTbI
COMATMYECKOU ITATOJIOT N
YV OETEN»

OPTKOMWUTET KOH®EPEHIINWU Topbyno6 C.I., Heemapeba E.A., 3viko6 B.I1., Kapaceba O.B., Kopcynckuii A.A.,
[Tpencenarenm Obceannuxob I1.10., Coxos06 I0.10., Coroeyd 9.A., Cmpoxoba T.B., Xapumonoba JL.A.,
Masanxo6a J1.H., IIpodeyc A.IL. Yebomapeba T.A., Yebyprun A.A., Yepnuxoba E.A., [xoasuuxoba M.A.

B pamkax Kordepertiym Bbi cvozeTe moyanTs coBpeMeHHYI0 NMHPOPMAIIIIO 0 COMaTIYeCKUX 3a00/IeBaHILsX,
aCCOIMMPOBAHHBIX C MHQEKIMAMIL, 00CY/IUTh BOIIPOCH, KACAIOIIVeCs VX AMArHOCTIKI, JIe4eHVis V1 IPODVIIAKTHKN
C BeJTYIIMMI CIIeIMaTCTAMI B 00JIaCTH ITJIbMOHOJIOT MM, KapJMOTIOT VY, a/IePrOTIOTHAN, IMMYHOJIOT Y, HEBPOJIOTN,
TacTPOIHTEPOJIOTHH, TAPa3UTOTIOrNH, MHAEKIMOHHOV IIaToToryu. AKteHT B [Iporpamme koHdepenmum celan
Ha KIIMHWYECKNT pa3dop «TPpyIHBIX» OOJIBHBIX, pa3pa0oTKe IPAKTIUeCKVX PeKOMeHJIAII 110 A depeHIaIbHOT
JIVIaTHOCTYKe 1 TepaImii MHeKIMOHHO-aCCOLUMPOBAHHON IATOJIOT V.
~
Ha Bricraske OyayT nipeficTaBiieHs! JleKapCTBeHHbIE IIpenapaThl, TpyOOpHI 1 MaTepiabl
IU1 (PYHKIMOHAIBHOT V1 JTAD0PaTOPHOII IMarHOCTVKY 3a00/1eBaHMi pas/IMIHOTO reHesa.
~
Kondepenmus mpoBomnTcs ¢ 1jesIbio 03HaKOMIeHNS Bpayel! pasHoVI CIIeIaIbHOCT C PONIbI0 MH(EKIINT
B (pOPMIPOBAHMI Pa3TIYHBIX HO30JIOTVYECKNX hopM 3a007IeBaHmi1 ¥ JIeTell 1 VIHTErparii 3TVX 3HaHWUI
B HeMHEKIMOHHYIO HATOIOTHIO.

-~
JU1st yuacTvis B KoH(epeHIH IPUIJIAIIAITCs Bpadn 00l IIPaKTHKI, Tef[aTphl, MH(EKIVOHVCTEI, KapfONIOTH, XUPYPIH,
HepoIory, HeBPOJIOTH, aJUIeProJIOrU-MMMYHOIIOTY, FACTPOIHTEPOIOTY CTAlOHaPOB, HOMMKIMHYK, JIITY.
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B YcTpaHaeT oulylleHne W [loBblWwaeT B YCKOpAeT 3a)KMBNeHne B [Ipeaynpexmaert
6onu, xxeHue, 3ya, MECTHbIW 1 NpefoTBpalLaeT NoABneHmne pasBUTME repneTnyeckmx
OTEK 1 BOCManeHne* UMMYHUTET TPeLVH v lpamos® BbICBIMaHMIA

DOOEKT 3AMETEH NOCJIE NEPBOIO NPUMMEHEHNA!

OPUTMHAJIbHOE 3AMATEHTOBAHHOE CPEACTBO A4J1 KOMITIEKCHOIO NEYEHWA U MPOOUITAKTUKIA
NHOEKLIMOHHO-BOCTAIUTENbHBIX COCTOAHNM 1N MUKPOTPABM C/TM3NCTOW OBONTOYKI MONOCTW PTA,
KPACHOW KAMBbI TYB U KOXKW BOKPYT HAX (CTOMATUT, TMHTBUT, MAPOOOHTUT, TUHIMBOCTOMATWT,
KAHOWAO3, AOTO3, XEWINT, «NPOCTYAA HA TYBAX» U P.), B TOM YMCJIE BbI3BAHHbIX BUPYCOM FEPMECA

* Knunnueckvie nccneposarna Capan J1.P. Www.herpenox.ru

CTON FEPNEC, CTOMATUT, NAPOAOHTUT, A®TO3 u ap.
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NMPABWUJIA O®OPMJIEHUA CTATEM,

npucbllaeMbiX B pegakumio XXypHana
«Poccuincknii BECTHUK NepuHaToNorum u negnaTpum»

Hanpammﬂ CTAaThH B PEJAKIIHIO, He00X0IMMO cTporo COﬁJ’IlOIlaTI) caeaymiye npaBuiaa:

CraTbsl J0JKHA COTIPOBOXKAATHCSI OUIIMATIBbHBIM HAMpaBlIeHUEM OT YUPEKACHUs, B KOTOPOM BBINIOJIHEHA padoTa,
1 UMEThb BU3Y HAyYHOTO PYKOBOAMTEJSI; K CTAThsIM, BHIMOJIHEHHBIM MO JIMYHON MHULIMATHBE aBTOpa, JOJKHO Mpuiia-
raTbCsi MMCbMO C TIPOCHOOIH O TTyOuKalu. B HampaBieHu MOXHO yKa3aTh, SIBJISIETCS JIM CTaThsl TUCCEPTAIIMOHHOI.
Kpome Toro, He00X0aMMbI KOITMY aBTOPCKOTO CBUIETEILCTBA, YAOCTOBEPEHUS Ha PALIMOHAIM3aTOPCKOE MTPEUIOXKEHHE
WJIY paspellieHus Ha MyOJrKaluIo, €CJIM 3TU TOKYMEHTbI YITOMSIHYTBI B TEKCTE CTAThbU WJIU OKCIIEPTHOM 3aKJTIOUEHUU.

Cratbsl JoKHA OBITH HarleyaTaHa Ha OMHOM CTOPOHE JIMCTA, C MOJIYyTOPHBIM MHTEepBaoM, ipudToM 14 pt. B penak-
1IMI0 HEOOXOAMMO MPUCHLIATh MEePBbIe 2 dK3eMIUISIpa (003aTeIbHO 2JIEKTPOHHYIO BEPCHIO TEKCTA MPUCIATD MO dJIeK-
TPOHHO# MoYTe OHUM (haiiIoM).

B Hauase ctaTbu moMeIiaeTcs ee Ha3BaHUEC, 3aTEM MHULIMAJIbI 1 (1)3.MI/IJ'II/II/I aBTOPOB, Ha3BaHUEC YYPCKACHHUA, B KOTO-
POM OHa BBITTIOJIHEHA Ha PyCCKOM U AHTJIMIACKOM SI3bIKE.

CraTbsl TOJKHA CoepsKaTh BCe MOAMMCHU aBTOPOB. O0s13aTeIbHO HYKHO YKa3aTh (haMWINK, UMEHa, OTYECTBA BCEX aBTO-
poB, ampeca (C MOYTOBBIM MHIEKCOM), ajipeca 3JIeKTPOHHOM MOYTHI M TeJIe(pOH, yUeHbIe CTETICHU 1 3aHUMaeMBble TOJIK-
HocTH aBTOpoB. Kpome Toro, Heo6xonnmo yKa3aTh o(pUIMaIbHbBIE aapeca YIpexkIeHl, B KOTOPOM BHITIOJIHEHA padoTa.

O0beM OpUTMHAIBHOM CTaTbU HE MOJIKEH MPEBbIIATh 15 CTpaHUIl TEKCTa, 00bEM 0030PHBIX CTaTell U JIEKIUii MO-
2KET OBbITh yBeJM4eH 10 20 cTpaHull, BKJIIOYasl CIMUCOK JIMTEPATYPHI.

K cTarbe HEOOXOAMMO MPUTOXKHUTD MOAPOOHOE pe3tomMe, B Hayajie KOTOPOTo CJiellyeT MOJHOCThIO TOBTOPUTD (hamu-
JINM aBTOPOB M Ha3BaHMe CTaTbU. Pe3toMe 10/KHO OBITh MH(OPMATUBHBIM, COEPKATEIBHBIM, KOMITAKTHBIM (00be-
MOM OT JIO CJIOB).

OHO I0JIKHO BKJIIOYATh CAEAYIONINE aCIIeKThl COIePKaHUS CTaThbU:

*  TIpeIMET, TeMY, Liejib pabOThI;

*  METOJ WJIX METOJ0JIOTHIO TTPOBEIEHUST paObOThI;

* pe3yJbTaThbl PabOThI;

* 00JacTb MPUMEHEHUsI PE3YJIbTaTOB;

*  BBIBOIBI.

B koH1e pe3toMe pazmelaorcs 3—5 KI0YeBbIX cJIOB. ZKenaTeapHO MPpUCIaTh TAKXKE aHINIMICKYIO BEPCUIO PE3IOME

C KITIOYEBBIMU CJIOBAMMU.

CraTbs1 1OJKHA OBITH TIIATEIBHO OTp€aaKTUpOBaHa M BbIBEPCHA. HznoxeHue 10JKHO ObITh SICHBIM, 0e3 ITMHHBIX
BBEIECHUU U TIOBTOPOB.

LlI/ITaTBI, IIPUBOJIMUMBIC B CTAThE, JOJI2KHBI OBITh BBIBEPCHBI 1 3aBU3MPOBAaHbI Ha ITOJIAX; B CHOCKE HEeo0X0AMMO yYKa-
3aTb UICTOYHUK, €0 Ha3BaHUE, I'Od, BBIITYCK, CTPAHUIIbI.

COKpaH.ICHI/IH CJIOB HE JOITYCKa€TCA, KPOME 06H.[CHpI/IHFITLIX XUMHUYCCKHUX N MAaTEMAaTHUYCCKUX CUMBOJIOB, TCPMHWHOB.
B craTbsix gojikHa ObITh MCTIOIb30BaHa cuctema enuHuil CU.

CrienaibHbIe TEPMUHBI CJICIYET IPUBOIUTD B PYCCKOM TPAHCKPUITIIMK. XUMUIeCKHe (POPMYITBI, 1036l BUSUPYIOTCS
aBTOPOM Ha TIOJISIX.

Tabamupl 10KHBI OBITH MOCTPOEHBI HAIJISIIHO, UMETh Ha3BaHME, UX 3ar0JOBKM JOJIKHBI TOYHO COOTBETCTBOBATDH
coiepxxaHno 6okoBuKa u rpad. Bee udpbl, UTOrM ¥ IPOLIEHTHI B TA0IMIIAX TOXKHBI OBITH TIIATEILHO BHIBEPEHBI
aBTOPOM 1 COOTBETCTBOBATH LIM(PpaM B TEKCTE, Tie HEOOXOAMMO yKa3aThb MECTO TaOIUIIbI U €€ TTOPSIAKOBbIN HOMED.
TaGnuibl M TEKCT He NOJKHBI IyOJIMpoBaTh APYT Apyra.

KoamuecTso miumoctpamuii (pororpaduu, pucyHKH, YepTeXH, TUarpaMMbl) He JOJDKHBI TIPEBBIIIATh 6 IIT. U OBITh
6e3ycsIoOBHO HeoOxonuMbIMU. DPoTorpaduu HEOOXOAUMO MPUCHUIATh KOHTPACTHBIMU, PUCYHKHU — yeTKUMU. Ha 000-
pOTe Kaxk/10i MJUTFOCTPALlMK CTaBSITCS HOMEp pUCYHKa, (paMUIIMSI aBTOpA U TIOMETKA «BEpX» U «HU3». [paduku u cxe-
MbI HE JIOJIKHbBI OBITh MeperpyKeHbl TEKCTOBBIMU HAATTUCSIMU.

IMoanucH K MAUTIOCTPAIMAM JAIOTCS HAa OTIEIBbHOM JIMCTE C yKazaHWeM HOMepa pUCYHKA U K KaKOi CTpaHu1le pyKOTI -
CH KaXXIIbIi M3 HUX OTHOCUTCS; B TEKCTe HEOOXOIMMO yKa3aTh MECTO PUCYHKa. B moamumcsax mpuBoauTcs oobsicHe-
HUe 3HAYeHUsI BCeX KPUBBIX, OYKB, LIMMP U APYTUX YCIOBHBIX 0003HaueHuit. O0s13aTeIbHO CenyeT yKa3aTh CChLIKY
Ha MUCTOYHMK, €CJY NTaHHBIA PUCYHOK 3aMMCTBOBAH.
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14. CnMcok uTeparypbl J0JDKeH ObITh HareyaTaH yepes3 2 MHTepBaJia, Ha OTAEeTbHOM JINCTE, KaXKIbIi HICTOYHUK — C HO-
BOI CTPOKH IOJ MOPSIAKOBBIM HOMEPOM. B CITHMCKe MepedncIIsiioTcsl BCe aBTOPbI, KOTOPhIC MPUBOASTCS B TEKCTE
B KBaJIpaTHBIX CKOOKax - [1,2], mo Mepe LIMTUPOBaHUsI, a He B aj(paBUTHOM Topsiake. Bce JOKyMeHThI, Ha KOTOpbIE
JIETAI0TCS CChITIKU B TEKCTE, JOKHBI OBITh BKIIOYEHBI B CITUCOK JIUTEPATYPHI.

He momyckarooTcsl cChbUIKM Ha pabOThI, KOTOPHIX HET B CIIMCKE JIUTEPaTyphl, 1 HA000POT; CCHUIKA Ha HEOITyOJIMKO-
BaHHBIE PaOOTHI, a TaKXKe Ha paboThl MHOTroJieTHel maBHocTu (>10 jer). MckimoueHre cOCTaB/sIIOT TOJBKO PEaKue
BBICOKOMH(OpMaTUBHBIE pabOThI. KOMMUECTBO TUTEPATYPHBIX KICTOYHUKOB B 0030p€e HE TOJIKHO MPeBBIIIATh 60.

B OmbnanorpadryeckoM OMUCAHWUU MPUBOIATCS (haMWIMK aBTOPOB JO TpeX, IMOCJE Yero, IUIss OTCUYECTBEHHBIX
MyOAMKALMIA CIEAYET YKa3aTh «M Ap.», LI 3apyOexkHbIX - «et al.». [Ipy onucaHuy cTaTeil U3 XKypHAJIOB YKa3bIBAIOT
B CJICAYIOIIEM ITOPSIIKE BHIXOMHBIC TaHHBIC: (haMIIMsI M MHULIMAIBI aBTOPOB, Ha3BaHKME MCTOYHMKA, IO, TOM, HOMEp,
ctpaHmIlbl (0T U 10). [1pu onmrcanum crateil 3 COOPHUKOB YKa3bIBAlOT BRIXOIHBIC TaHHbIC: (haMIIvst, HHUIIAAIbBI, Ha-
3BaHUE CTaTbU, Ha3BaHUE COOPHUKA, MECTO U3AAHUS, TOJl U3IaHMsl, CTPAHULBI (OT U J10).

C 11e/1bI0 MOBBILIEHNST IUTUPOBAHUST aBTOPOB B XKypHaJie MPOBOIUTCS TPAHCIUTEPALIUS PYCCKOSI3BIYHBIX HCTOYHM -
KOB C UCITOJIb30BaHMEM O(UIIMATBHBIX KOAMPOBOK B CIEAYIOLIEM TOPSIIKE: aBTOPHI M Ha3BaHME XypHajia TpaHCIIU-
TEpUPYIOTCS TPU MOMOIIM KOAUPOBOK, a Ha3BaHUE CTaTbU — CMBICJIOBAsl TpaHcauTepalus (nepeson). st ymoocTBa
TpaHCIUTEPALUU BO3MOXHO MCITOJIb30BaHKME OHJIaitH-cepBUCOB: http://www.translit.ru

Bce PYCCKOA3BIYHBIC UCTOUYHUKU JIUTEPATYPDLI JOJI>KHDBI OBITh IIpeaACTaBJICHLBI B TPAHCIUTEPOBAHHOM BapMUaHTE.
3a npasuibHocntb npuee@efmbtx 6 CnuckKke aumepamypbol O0aHHbBIX OMEEMCMEEeHHOCMb Hecym aemopbl.

CrnucoK JuTepaTtyphl TOKEH COOTBETCTBOBAThH (hopmarty, peKomeHayemomy AmepukaHckoit HanmnonansHoit Op-
ranu3zanueit mo Mugopmannonnsim ctanaaptam (National Information Standards Organisation — NISO), npuHstTomy
National Library of Medicine (NLM) mis 6a3 manubix (Library’s MEDLINE/PubMed database) NLM: http://www.
nlm.nih.gov/citingmedicine. Ha3zBanusi nmepuoandecKux M3AaHW MOTYT OBITh HAIMCaHBI B COKpAIeHHOW (opme.
OObIyHO 3Ta (hopMa HaMMCAHUS CAMOCTOSITEIbHO MPUHUMAETCS U3IaHUEM; €€ MOXKHO Y3HaTh Ha CaiiTe M31aTebCcTBa
b0 B crimcke adbopesuaryp Index Medicus.
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Peakousnernsi octapiser 3a co0oii NnpaBo COKpAIIATh U PeIAKTUPOBATDb CTATbH.

He CJIEAYCT NpUCHIJIAaTh B pE€AaKIINIO CTaTbU, PAHCEC Ol'[y6J'[I/IKOBaHHBIe NJIN HaIlTpaBJICHHbBIC B )IpyFOﬁ KypHal. B nc-

KITIOUYUTCJIBHBIX ClIydasaX BOCIIPOU3BCACHNE OHYGHHKOBaHHOﬁ CTaTbM BO3MO2KHO TOJIBKO C pa3pClICHUA COOTBETCTBYIO-
ICro u3gaHus.

Cmamou, ohopmaennble He 8 COOMEEMCMEUN C YKA3AHHBIMU NPAGUAAMU,
6036pawarOmcs agmopam 6e3 paccmMompeHust.

Cratbt clielyeT HANPABJIATH MO aJpecy:

125412 Mockaa, yi. Tanomomckasi, oM 2,
Mockosckuit HUW nenuatpuu v 1€TCKOM XUPYPTUM.
Penakiust xxypHaa «Poccuiickuii BECTHUK
MEepUHATOJIOTUHN U TIeIUaTpUum»

Ten.(495)483-9549,

e-mail: redakciya@pedklin.ru
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