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IOBUJIEN

A.®@. Bunorpanos (K 75-1eTHi0 O AHS POKIEHHUS)

A.®. BunorpamoB pomwicsa 31 masg 1939t B Yoe.
B 1962 1. okoHumn mnemuatpudeckuii dakynabret II-ro
MOCKOBCKOTO TOCYIapCTBEHHOTO MEIUIIMHCKOTO WH-
crutyta (II-ro MOJITMUW) um. H. U. TTuporosa (HbiHE
Poccuiickuit HallMOHATBHBIM MEIUITMHCKUN YHUBEPCH-
teT uM. H. U. ITuporosa) u 661 peKOMEHI0BaH 1151 00-
YUYEHMS B KIIMHUYECKOW opauHaType. OgHako AHATOJUMI
®cmopoBny yexan Ha Kpaitnmit CeBep, TIe B TeUeHHUE
IIBYX JIET paboTa pailOHHBIM ITeINAaTPOM IIIECTH TYHIPO-
BBIX TeppUTOpHiT YyKOTCKOTO HAITMOHAIBHOTO OKPYTa.

B 19641 A.®. BuHorpamoB ObIT TPUHST B aciu-
paHTypy Iipu Kadeape rocnuTajibHoil neavarpuu II-ro
MOJITMH. B 1967 r. 3amuutui KaHIMOATCKYIO OUCCEP-
Talurio Ha TeMy «HeoTsioxxHast Teparvst OCTPBIX CITyJaif-
HbIX OBITOBBIX OTpaBjieHUil y nereii». [lo okoHUYaHUU
acmMpaHTyphl paboTanm B TIOMEHCKOM METUITMHCKOM
WHCTUTYTE: ACCUCTEHTOM, 3aTeM JOIEHTOM Kadeapbl
NeTCKUX OoJie3Hel JieueOHOro (hakysbreTa, 3aBeaoBasl
KYpPCOM MpPOMNeNeBTUKU JeTCKUX Oose3Heit, B 1973 1. Obul
Ha3Ha4YeH MPOPEKTOpPOM TIo yueOHoili pabore. B 1974 1.
ripu ydactuu A. ®@. BuHorpamoBa B TFOMEHCKOM Menu-
IIMHCKOM WHCTHUTYTE OBLT OTKPHIT TMeauaTpuIeckuii da-
kynbreT. C 1975 o 1977 . ucnoyiHs 00S13aHHOCTH PEK-
topa. B 1977 . AHatonuit @enopoBUY CTaT 3aBEeIYIOIINM
Kadenpoii JeTCKuxX 601e3Hel meauaTpuIeckoro hakyib-
Tera, a B 1979 1. yCrelHo 3aiuTI JOKTOPCKYIO Auccep-
TaIunio Ha TeMy «®Da3oBast XapaKTeprCTUKA KITMHIYECKON
KapTUHBI, TOKa3aTeieil OOMEHHBIX MPOIIECCOB Y MHTEH-
CHBHOU TepaIruy TSKETBIX ITHEBMOHMI Y AeTell paHHETO
BO3pacTa».

B 1984 1. Anaronuit @emopoBrY OBLT HaITpaBiieH B [e-
Mokpatuueckyo Pecrnyonuky Adranucran (JIPA), rme
1o 1987 1. BKJIIOYUTEIbHO paboTall COBETHUKOM I10 BBIC-
el MeTUITMHCKOM IIIKOJIe, SIBJISIICS HayYHBIM KOHCYITb-
TAHTOM M Pa3pabOTIMKOM MporpaMmM «OxpaHa 300POBBS
Marepu U pedeHka B JIPA», «3nopoBbe HaceneHust JIPA».
ITox ero pykoBoACTBOM Tipu opraHmu3anuu KabGyibckoro
MEIWIIMHCKOTO By3a OBIIM OTKPBITH 5 HOBBIX (haKyJIbTe-
TOB, B TOM YHCJIE TIeMUATPUICCKIIA.

C 1988 1. Anatomit @enopoBud Tpynutcst B TBepcKoit
MEIWIIMHCKOW aKaaeMWU. 31eCh OH BO3ITIaBWII Kadenpy
NETCKUX OOJIe3HEW JIeYeOHOTO U CTOMATOJIOTUIECKOTO
¢dakynpreroB. B 1989 uM Obul opraHu3oBaH Ieaua-
TPUYECKUI (haKyJIBTET aKaIeMUH, IEKaHOM KOTOPOTO OH
siBJIsIICS Ha TipoTsixkeHuu 20 JieT. 3a BpeMst paboThl B TBe-
pu A. ®@. BUHOTrpamoB MpUHSUT y4acTre B hOpMUPOBAHUYT
7 xadenp, nogdbope u noaroroske kaapon. [Toarorosu
7 mOKTOpOB Hayk u Oojiee 30 KaHAMAATOB HaykK. SABisieT-
cst aBropoM Oosiee 300 HayyHBIX paboT, 7 MOHOrpaduii,
yueOHuKa «JleTckasi MoJUKIMHUKA».

Anatommii @eqopoBUY BCeraa OCYIIECTBIISUT TECHYIO
CBsA3b (haKyspTeTa M Kadenp ¢ MpaKTHIECKUM 3IPaBOOX-

panenueM. C 1989 . sBysiics HAyYHBIM PYKOBOAUTEIEM

«KomrmiekcHoil peroHajlbHOM MporpaMMbl  OXpaHbl
3I0POBbsI XKEHIIIUH U IeTel Y CHUXKEHUSI MJIaJIeHUeCKOM
cMmepTHOcTU B TBepckoit obsnactu a0 2010 n». B ocHoOBy
JTAaHHOM TIporpaMMBI Jiersia pa3paboraHHast A. ®@. BuHor-
PafoBbIM KOHILIEMIMS 3TATHOTO (POPMUPOBAHUS 310PO-
Bbsl IeTeil — «TBepckasi criupaib».

Anatommii @egopoBry MpUHUMAIT YIaCTHE B OPTaHU-
3alMU PeAAKIIMOHHO-U3IATEebCKOTO 1IEHTpa aKaaeMuu,
psoa MEMUIIMHCKUX OTPSITOB, B TOM YHCIE TTEPEIBIK-
HbIX, BpaueGHoii manatel TBepckoii oGiactu. B Teye-
Hue nocjeaHux 10 et ABIsIcsS YJIeHOM peAaKIMOHHOM
KOJIJIETUM U PeNaKIIMOHHBIX COBETOB UEThIPEX LIEHTPasb-
HBIX MEIWIIMHCKUX XypHAJIOB, BTOM 4YHWCIE XypHajia
«Poccuiickuii BeCTHUK TIEPWHATOJIOTUM U ITEAUATPU».
IMpodeccop A. ®. BuHorpagoB — 3aciyKeHHBIN AeSITeb
Hayku P®, 3acnyxkeHHbIl Bpay PD, moyeTHBI paGOTHUK
BBICIIEN IITKOJIBI PD.

Anatommii @enopoBUY — YISHBII 1 OPraHU3aTop, Ta-
JIAaHTJIMBBII Mearor-HacTaBHUK, NpodeccuoHal BO BCexX
cepax nesaTeabHOCTH, HO TIPEeXe BCero — M0oOpbIi, OT-
3bIBYMBBII, OECKOPBICTHBIN YETOBEK.

CotpynHuku TBepckoit rocynapcTBEHHOM MeAULIUMH-
CKOIf akameMuu, ydeHUKu AHaronus DemopoBuya cep-
JIEYHO TO3/IPABJISIIOT €r0 € I00UIeeM U XKeJaloT KPEenmKoro
3MOPOBBST M HOBBIX HAYYHBIX JOCTVDKECHUIA.

Pedronneeus ncypnana «Poccuiickuii eecmuuk nepu-
Hamonozuu u neduampuu» 20pa40 no3opaensem HoUIIPa
U NPUCOeOUHAeMCs K IMUM MenabiM RONCEAAHUSIM.
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Ilenuarpuyeckuii pakyasreT TBEpCKOii rocyiapcTBeHHOM MeIUIUHCKON aKaaeMUuu

(K 25-71€THIO CO THS OCHOBAHMSA)

B 2014 r. ucnonusiercst 25 €T co JHSI OCHOBAaHUSI Te-
nuarpuieckoro ¢akynsrera TBepckoit rocynapcTBeHHOMN
MemuunHckoi akagmemun (TTMA). dakynsTeT ObUT Op-
raHu3oBaH B 1989 1. mo nHUIIMATUBE 3aCTy>KEHHOTO Jes-
Tesst Hayku P®, [ToyeTHOTO paGOTHUKA BBICIICH ITKOJTBI
P®, 3acmyxkenHoro Bpaya P®, mokTopa MeTUIIMHCKHMX
Hayk, nipod. A. ®. Bunorpamosa. AHaTonuii @enopoBud
CTaJl EPBbIM JeKaHOM (haKyJIbTeTa U 3aHUMAaJ dTY JOJIK-
HOCTb B TeueHue 20 jieT.

IMocteneHnHo 1wio pazButue GaxkynbreTa: MpUeM CTy-
NIEHTOB Ha 1-ii Kypc (Ha OromkeTHOl ocHOBe) Bbipoc ¢ 50
1o 100 yenoBek. OOyyeHUe TeaMaTPOB B HACTOSIIEE Bpe-
Ms1 ipoBoAUTCsl Ha 44 kadenpax, U3 HUX 4 SIBJISIIOTCS TTPO-
GwibHbIMU. OTO Kadeapbl MeauaTpuu NeauaTpuyeckoro
(haxkynbreTa, MOIMKIMHUYECKON MeMaTpuu € OCHOBaMU
(opMupoBaHUST 3MOPOBbSI, AETCKON XUPYpPruu, JETCKUX
UHGEKIMOHHBIX Oone3Helt. KimHuyeckumu 6azamu da-
KYJIbTEeTa SIBJISIIOTCS] TPAKTUYECKU BCE JETCKKUE U B3pOCIIbIe
JieyeObHo-npodunakruueckue yupexaenus: Teepu. [leaua-
Tpuueckuit hakyasreT TTMA roToBUT Kaaphbl Kak st Teep-
CKOT'0, TaK U JIJIsl APYTUX pernoHoB. Hailiy BBITYCKHUKY pa-
ooratot B Tynbckoii, Kamyxckoii, bpsiHckoii, T1ckoBckoit,
MockoBckoii u mpyrux obaactsix Poccun.

CTyneHTbI-TTeAMaTpbl 32 EpUON  OOYYEHUs] TOJy-
YaloT HE TOJbKO MpodecCuoHaIbHble 3HaHUS, HO U 3a-
HMMAIOTCSl OOIECTBEHHON AEATENbHOCTBIO, CIIOPTOM,
HUCKYCCTBOM, Haykoil. CryaeHueckre OOIIEeCTBEHHbBIE
opraHuzauuu, CoBeT MOJOIbIX YYEHBIX, YINpaBJIeHUE
10 BOCTIMTATebHOW paboTe, KYJIbTYPHBIA LIEHTP MOMO-
raloT MOJIOJOMY YeJOBEeKYy C(HOpMHUPOBATHCS KakK MHO-
TOTPaHHOW JIMYHOCTU. BDTOMY B HEMaJOil CTeleHU
CIOCOOCTBYIOT OOraTbie TpaaWlIMM T'yMaHWCTUYECKOTO
BOCIUTAHUSI OYyIyLIUX Bpayeil, 3a0KEHHbIE TaJaHTIU-
BBIM IIeIaroroM M opraHuzatopoM AHartonueM demnopo-
BUYeM BrHOrpagoBbiM.

[TonHbIlt HOBBIX UIEH, YUEHBI ¢ PA3HOCTOPOHHUMU
nHTepecaMu, A. @. BUHOTrpamoB cTaix He TOJTBKO TIEPBBIM

JICKAHOM, HO M OCHOBATEJIEM HOBOU HAyYHOW IIIKOJBI.
IIpakTHYecKn BCe COTPYIHUKHU BEOYIIUX Kademp sBisi-
foTcsl yaeHUKamMu AHartonust @enopoBrya WU BBITYCK-
HUKaMU ero JeTHIa — TeauaTpuIeckoro (akymisTera.
Benmymue yuyeHble (hakyasTeTa IOJB3YIOTCS 3aciyKeH-
HBIM YBaX€HUEM OajieKo 3a npeaeaaMu TBepcKoil oba-
CTU M SIBJISIIOTCS XKEJTAHHBIMU TOCTSIMM Ha HAyYHBIX Me-
POTIPUATHSIX BCEPOCCUICKOTO MacITada.

ToBOpSI 0 HAYYHOU AEATETLHOCTU (haKyJIbTeTa, HETb3sT
He OTMETHUTh OOTaThie TPAAWIUU CTyACHIECKNX HAyIHBIX
0OIIEeCTB, SBISIONIUXCS TTOUCTUHE KY3HUIICH MOJIOIBIX
KanpoB. [11010TBOpHO paboTaeT HayYHbII KPYKOK Kade-
JpbI IETCKOM XUPYPTUH, BOCTUTAHHUKA KOTOPOTO MHO-
TOKPaTHO 3aHUMAaJIH TIPU30BbIe MeCTa Ha BCEPOCCUMCKUX
CTyIeHYeCKMX KoH(epeHmsaX. He oTcraeT B 3TOM OTHO-
meHuu U Kadeapa rmeguatpru. CTyIeHTHI, OKYHYBIIUECS
B aTMocdepy KIMHMUYECKUX MCCIeNOBaHUI Ha Kadenpe,
IIeJIeHaTPaBIeHHO MTOCTYITAlOT B OPAMHATYPY U aCTIMpaH-
TYpY, YTOOBI B TaTbHEUIIIEM 3aHUMAThCsT HayKo# Tipodec-
CHOHAJIBHO.

Hayka He memaeT coTpymHUKaM Bemymux Kademp
dakyasreTa paboTaTh B IIPAKTUYECKOM 3IpaBOOXpaHe-
HUKM. Bce OHUM MONB3YIOTCS 3aciy’KeHHBIM YBaXKCHHUEM,
WX TIPUTJIALIAIOT Ha KOHCYIbTAlMM B KIIMHUKU, UM yaa-
eTcs coBMemaTh paboTy Ha Kadenpe c BpaueOHOU mesi-
TEJIGHOCTBIO M IaKe 3aBelMOBaHUEM OTHEJICHUSIMHA. MHO-
TUe KJIMHWIUCTHI SBJISIOTCS TJIABHBIMM BHEIITATHBIMU
cIienaTucTaMu MUHUCTEPCTBA 3MpaBoOXpaHeHUs TBep-
cKoii obmactu. HecomHeHHO, Haleid MEUTOi SIBJISIETCSI
CO3MaHMe KJIAaCCHYECKON YHUBEPCUTETCKOW KIMHUKH,
IJie Halllk COTPYIHUKHU, KOTOPbIE MOMCTHHE YHUKAJBHBI,
CMOTJIM OBI peaTi30BaTh ce0s1 BO BceX UITOCTACAX, MO0 Ta-
JIAHTJIMBBIE JTFOIY TATAHTIIUBEI BO BCEM.

IMo3znpasnsiem c 1o6uIeem!

Jexan neduampuueckoeo gaxyaomema Teepckoii TMA
10.C. Anenuenko
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NEPELJOBAS

ATepockJiiepo3: TMIoTe3bl M TEOPUH

9.A. IOpvesa, B.C. Cyxopykos, E.C. Bosdeuxcenckas, H.H. Hosukosa

Hay4Ho-nccnenoBaTenbCKnii KMIMHNYECKUIN MHCTUTYT negnatpum, Mockea; HaumoHanbHbI UCCnenoBaTenbCKUn LEHTP
«KypyaTtoBckuii UHCTUTYT», MockBa

Atherosclerosis: Hypotheses and theories

E.A. Yuryeva, V.S. Sukhorukov, E.S. Vozdvizhenskaya, N.N. Novikova

Research Clinical Institute of Pediatrics, Moscow; National Research Center “Kurchatov Institute”, Moscow

B crartbe npuBeieHbl OCHOBHbIE TEOPUH NMATOTEHE3a ATEPOCKIEPO3a, B TOM YKMC/Ie BOCHAIMTEIbHAS, X0JIeCTEPUHOBAS, JIUNHIAHASA,
JIMNONPOTENIHASA, «XKeJle3HAs», KaK pe3y/IbTaT MeTa00IMuYecKoro CHHIPOMa, OKMCINTEIbHOro crpecca. HecMoTps Ha Tmaresnb-
Hbl€ U ITy0OOKO pa3padoTaHHbIe M MPOAODKAIONIME Pa3padaThIBATLCA TEOPHH NMATOreHe3a, BONMPOC 00 3THOJIOTHYECKHX (hakTopax
aTepoCKIepo3a 10 CHX MOP OCTAETCS OTKPBIThIM. OOCYKIaeTcsl BO3PACTHON acneKT 3a00JeBaHNsl, CYUTAETCS, YTO ATEPOCKIEPO3
— JIeTCKOe 3a00JieBanne, KOTOPOe NMPosIBJIsSeTcS B 0oJiee mo3aHeM Bo3pacte. Ilpeanaraercs oCHOBAHHAS HA KCHEPUMEHTATBHBIX
M KJIMHHYECKHX HAOII0JEHUAX KOHUENIMsI eIMHO 3THOJIOTHN CHHIPOMOB aTePOCK/IEpP03a: JHIAOIEHHAS MHTOKCHKALMS OPraHnu3ma,
MOCTOSIHHAS WJIM IIEPHOAMYECKH HAPACTAIOINAS MOKET ObITH IEPBHYHOI MPHIMHON M3MEHEHHS KOH(OPMAIMH PA3THIHBIX 0€JTKOBBIX
MOJIEKY.I C TIOBBIIIEHHEM MX CIOCOOHOCTH aICOPOMPOBATH MHKPOIJIEMEHTDI, 3aKPEILIAIONINE CTPYKTYPHbIe H3MeHeHus. Takoe uame-
HeHHe 0eJIKOB CHIKAET (DYHKIMH 1 00YCJIOBIMBAET X AHTHTeHHbIE CBOMCTBA, YTO COMPOBOKAAETCS PA3BUTHEM PA3JINIHBIX 3BEHbEB
naroreHesa, B 3aBUCMMOCTH OT HHANBHIYAJIbHBIX 0COOEHHOCTEl OPraHu3Ma.

Karouesoie crosa: ()emu, amepockKnepo3, namoeeHes, IHOO2eHHas UHMOKcUKauu, 66‘/11614, MUKDPOI/1eMEHMbl.

The article gives basic theories of the pathogenesis of atherosclerosis, including inflammatory, cholesterol, lipid, lipoprotein, iron
ones, as a result of metabolic syndrome, oxidative stress. In spite of carefully and deeply developed and ongoing elaborated patho-
genesis theories, the etiological factors of atherosclerosis remain unknown so far. The age-related aspect of the disease is discussed;
atherosclerosis is considered to be a childhood-onset disease that manifests itself at a later age. The authors propose an experimental
and clinical evidence-based concept of the common etiology of syndromes of atherosclerosis, namely: the body’s endogenous intoxi-
cation that is permanent or periodically progressive may be a primary cause of altered conformation of different protein molecules
with their higher ability to adsorb the trace elements consolidating the structural changes. This change of proteins diminishes their
functions and determines their antigenic properties, which is attended by the development of different pathogenic components in rela-
tion to the body’s individual features.

Key words: children, atherosclerosis, pathogenesis, endogenous intoxication, proteins, trace elements.

B SKOHOMMYECKM Pa3BUTHIX CTpaHaX CMEPTHOCTh
OT CEPIIEYHO-COCYAUCTbIX 3a00JIeBaHUI MpeBbIIIAET
50%. B Poccuu B HacTosIiee BpeMsI IPOJOJDKUTETEHOCTh
KU3HU 3HAYMTENLHO HIDKE, 9eM B EBporie, 4To 3aBUCHT
OT 0oJiee BBICOKOW 4YacTOThl YKa3aHHbIX 3a00JieBaHU
B POCCUICKOI MOMyJsilMy. DKCIEPTHOE OIpeaeeHue
BO3 arepockieposa cocynoB chopMyIUpOBaHO CleIy-
IOLIMM O0pa3oM: aTepoCKIepo3 — BapuabeabHask KOM-
OuHalMsl U3MEHEHUI BHYTPEHHE 000JIOUKU apTepuid,
BKJTIOYAIOIIasi HAKOTUICHWE JIMTTUIOB, CIOXHBIX YIJICBO-
TIOB, KJIETOK TeMaTOJIOTUIECKOTO TIPOUCXOXIeHUs, hu-
Opo3Hol TKaHu, Kaibludukanuio. CylmecTByeT MHOTO
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Anpec nas Koppecnonaenunu: FOpbeBa DiieoHopa AjieKcaHIpOBHA — J.M.H.,
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Hosukosa Haranest HukonaeBHa — 1.¢u3.-Mat.H., pyK. 1aboparopun Haun-
OHAJILHOTO UCCJIeN0BATEeILCKOTO LeHTpa «KypyaToBcKuii MHCTUTYT», MOCKBa

pa3IMuHbIX TEOPUIl aTeporeHesa, B TOM YMCIIE XOJecTe-
pUHOBAsI, JUMUJHAs, BOCHAIMTEbHAsl, Kak CJIEACTBUE
MeTaboJMYECKOrO CUHIPOMA, a TaKXKe «IPUPOIHOM Kile-
TOYHOI Tepanuu» COCyIUCTON CTEHKHU C UCTIOJb30BAHU-
€M YHUBEPCAJIbHOIO MeXaHW3Ma perapaliuu TKaHew.
Bcerna cuuranoch, 4To aTepockiepo3 00yie3Hb B3pO-
CJIbIX, HO UCCJIENOBAaHMSI TOCJHEAHUX JIET TMOoKa3alu,
YTO y IETeil MepBble MPU3HAKU aTepoCKiIepo3a B cocynax
nosiBiisitorest yxe no 10 yiet, a k 13—15 ronam dhopMupy-
10Tcs atepockieporuueckue Ossiku [1]. Kapauonoru
Tak (OPMYJUPYIOT CErofJHsSI CyTh MPOOJEMBbI: aTepo-
CKJIepo3 — JeTcKkoe 3abosieBaHue, KOTOPOe IMPOSIBIISIET-
cs B 0osiee mo3aHeM Bo3pacTe. He BhI3bIBaeT COMHEHMUS,
YTO B ATOT€HE3€ AaTepOCKIIepo3a WUrpaloT pojib pas3HO-
00pa3Hble CUHAPOMbBI, HE BCETAa B OMMHAKOBOM COYETa-
HUU MPUCYTCTBYIOIIUE Y BCEX MALIMEHTOB, UYTO OODBSICHSIET
MaTOreHeTUYECKUe pa3andus 60J1e3HU B KaKJI0M OTAE/b-
HOM CJlyyae 1 CylIeCTBOBaHUE Pa3HbIX TUIIOTE3 U TEOPUIA
naroreHesa. [lo HallleMy MHEHUIO, HEOOXOOUM MOMCK
€VHOI 3TUOJOTUM PA3BUTUSI aTEPOCKIIEPO3a, HAuYaIbHO-
ro MexaHHW3Ma BO3HUKHOBEHUS BOCTIAJICHUSI, HAPYILIEHUSsI
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JIATIMTHOTO, YTJIIEBOMHOTO, MUKPO3JIEMEHTHOTO U APYTHX
0OMEeHHBIX TTporieccoB. [Ipemraraercss KOHIEIINS TPUT-
TepHOTO MEXaHM3Ma B Pa3BUTUN ITHX HAPYIIICHUIA.

Bocnanenne. Bornipoc o mpuuMHax pa3BUTHUSI aTepo-
CKJIepo3a M M0 Ceil IeHb OCTaeTcsl MPeaMETOM JIUCKYC-
cuu [2]. CBsi3b aTepocKiiepo3a 1 BOCIaJIeHUsI o0cyxKaa-
ercs B TeueHue 6ojee 150 net, HaumHas ¢ Rayer (1825 1)
1 TIo3Xe ¢ BupxoBa, KOTOPBIN ITOJOXWI 3TOT ITPUHIIVIT
B OCHOBY TeopuU arepockieposa. K Hacrosiemy Bpe-
MEHH B OCHOBHOM PAacKPBITHI MEXaHU3MBI TYMOPaIBbHBIX
U KJICTOYHBIX PEaKIid, KOTOPBIE OIPENCIISIIOT 3TaITbl
BocnajeHusi. U BocnaneHue, U aTepoCKiIepo3 omnpene-
JITFOTCS. OMHUMM M TEMU K€ KJIIeTKaMHM COCIMHUTETHHOM
TKaHW: KJIETKaMW SHIOTENWs, TJIAIKUX MBI, Guopo-
Onactamu U Makpodaramu, HeiTpoduiIaMu, TpPOMOOLIM -
TaMM M B MeHblIeil ctenenu T- u B-numdbouuramu [2].
C TTOMOIIIBIO OMHUX U TeX XK€ MHTETPUHOB OCYIIECTBIISI-
eTCsl anre3usi MOHOITMTOB M HEUTPOMWIOB Ha ITOBEPXHO-
CTH SHIOTENUsI, a HEKPO3 (PYHKITMOHAIBHBIX (DaroinToB
AKTHBUPYET XEMOTAKCHC W CEKPEIMI0 WHTEPJICHKIHOB
(WJT). Y1 npu BocnajieHUu, | Ipu aTepoCKIepo3e B OT-
BeT Ha cekperuio MJI-6 rematonThl yCHIMBAIOT CHTE3
U CEKPEINIO B KPOBb IMMO3UTUBHBIX OCITKOB OCTPOM (hasbl
(C-peakTUBHbBII 010K, CHIBOPOTOUHBIN aMUJIOU, rarl-
TOIJIOOMH, O -MHIMOMTOP NPOTEMHA3, JIMIIOIPOTEUHBI ()
u ¢ubpunHoreH) [3]. Ilpu oboux cUHApPOMAaX B MUHTUME
apTepuil TPOMCXOMUT TMpojudepanus TIaTKOMBIIIEY-
HBIX KJIETOK, (hOPMUPYIOTCS JIUTTUIHBIC TSATHA (TIOJIOCHI)
U YBEJIMUUBAETCSl coJepxXaHue d(PUPOB XoJecTepuHa
Kak B KJIETKaxX, TaK M BO BHEKJIETOYHOM Martpukce [2].
OTmevaeTcss HeCTeIM(MUIHOCTh BOCTIAJICHUSI: WMeEET
MECTO CXOIICTBO OTBeTa Ha MUKPOOHYIO, BUPYCHYIO WH-
bextmm, MPKYJISAINAI0 B KPOBY IEHATYPUPOBAaHHBIX (MO-
MUGUITMIPOBAHHBIX TTEPEKUCHBIM OKHMCICHUEM, TJIUKHU-
poBaHUEeM, (GOPMHUPOBAHUEM MMMYHHBIX KOMILUIEKCOB)
MaKpoMOJIeKyJ Oejika B OTBET Ha rudelib Ki1eTok [2—4].
B. H. TutoB 3akito4aeT, 4To BOCIIaJIeHUE U aTepOCKIEPO3
3aBUCAT OT OJHUX M TeX XKe (HYHKIIMOHATBHBIX PeaKITni.
Henb3s He cumTaThesl ¢ HATMYMEM BOCITAJICHUST B CUM-
MITOMOKOMILIEKCE aTepoCcKIepo3a.

Xonectepun. Cpeaiy MPpUUKMH aTEPOreHHOTO (aTepoc—
3KUP) MIOBPEKICHUS COCYIOB B TeUeHMeE ITocienHux 10 et
IJIABHOM CUYUTAJIOCh HAapyIIeHWe JUITUIHOTO OOMeHa
(«xonecTepuHOBasi Teopusi» arepockieposa). C Hauana
XX Beka Hauajach 3pa O0pbObI ¢ XosiecTepuHoM [4], KO-
TOPBIN OOBSBUIN TJIABHBIM «ITPECTYITHUKOM» B PA3BUTUM
arepockiiepo3a. B 60pb0y ¢ XonecTepuHOM BKJIIOUMIUCH
MeauKu, ¢hapMakoJoTy, peiiaralonme JeKapCTBeHHbIE
cpencTBa (HampuMep, CTaTWHBI) W AWETHI IIST CHYDKEHUST
YPOBHS xosiecTepuHa B opraHusMe. Ocodylo poJib B 3TOM
60opr0e MTPATK U UTPATOT IO CUX TTOP TTPESICTABUTEIH TTH-
IEBOM MPOMBIIUIEHHOCTH, BBIMYCKAIOIINEe Maccy Ipo-
IYKTOB «0e3 XojiecTepruHa». OMHAKO B ITOCIEIHHUE OeCs-
TUJICTUS TIOSIBMJIMCH PaOOTHI, B KOTOPHIX MPEACTaBICHBI
NIaHHbIe, TMO3BOJISIIOLIME COMHEBATbCS B KPUTUYECKON
pOJI XOJIECTepUHA KaK MEPBUYHOTO (DakTopa B ITOBpE-

[Opvesa D.A. u coasm. ATepockiiepos: TUTIOTE3bI U TEOPUN

KIEHUU COCYIOB TPU aTepoCKiIepo3e, OXUPEHUU, Lies-
JIIOJIuTe.

Xonecrepun (C,,H,O) — XupononobHoe opraHuye-
CKO€ BEIIeCTBO XXUBOTHOTO TTPOMCXOXKICHUS W3 TPYITITHI
CTEPOMIIOB SIBIISICTCSI TIPUPOTHBIM TIIOXO PacTBOPUMBIM
JUTTOGOUIEHBIM CITUPTOM, BXOASIINM B COCTaB KIIETOY-
HBIX MeMOpaH BCEX KWBBIX OPTaHM3MOB. XOJECTEPHH
B KPOBU BCETJIa CBSI3aH C JIMITUIAMU, HEPAaCTBOPUM B BOJIE
W TUTa3Me, TPaHCTIOPTUPYETCS B TKAHW W OOpaTHO ¢ TIO-
MOIIBIO JIMIIONPOTEMHOB — amnoAl B cocTaBe JIUMOMPO-
TeMHOB BbicoKol TuiotHocTU (JITIBIT) 1 anoB B coctase
JunonpoteuHoB HU3Ko# miotHocty (JITTHIT). Yactuuno
XOJIECTePUH MOXET TPAaHCTIOPTUPOBATHCS ATbOYMIUHOM —
YHUBEPCATbHBIM OeJIKOM-TepeHocuruKoM [4]. B opranus-
Me XOJIECTepUH B OCHOBHOM (Ha 80%) BBIpabaThIBacTCS
B TICUCHM, B HEOOJBIITMX KOJTMYECTBAX — B KUIIEYHUKE,
MOYKaX U TOJbKO 0K0J10 20% MoCTyIaeT ¢ MUILEe.

ITomuMo obGecrieyeHUust CTaOUJIBHOCTU  (3KECTKO-
CTM) KJIETOYHBIX MeMOpaH, XOJECTEPUH MCHOJIb3YeTCsI
JUTSI CHHTE3a BCEX CTEPOMIHBIX COCTUHEHMIA: BUTaAMM-
Ha D, cTepommHBIX TOPMOHOB B HAIITOYEYHUKAX M IIO-
JIOBBIX 3KeJie3ax, IUIsl 3alIATHI TOJIOBHOTO MO3Ta, MMMYH-
Hoii cucteMbl [5, 6]. XomectepuH cocrtaBisieT 10 22%
BCEX JIMIMUIOB TOJIOBHOTO Mo3ra. MueIMHOBOE MHOTIO-
CJIOHOE TIOKPBITHE HEPBHBIX BOJOKOH Ha 22% COCTOUT
W3 XOJIECTePUHA; XOJIECTepUH cocTaBisieT 14% ot 6eoro
BellleCTBa TOJOBHOTO Mo3ra. XOJeCTepUH HEeoO0XOaUM
IUTSI HOPMaJTbHOM IeITeTIhHOCTH CEPOTOHMHOBBIX M aJIpe-
HEepruyeckux pelenTopoB B Mo3re. bes xosnecrepuHa
ocnabsieTcsl CBA3bIBAIOLIAsI CITOCOOHOCTh CEPOTOHUHO-
BBIX PELIENTOPOB, pa3BUBaeTcsl 0OJEe3Hb AJiblLreiimepa.
Huzkuit ypoBeHb XojiecTeprHA B OPTaHU3ME acCOIWU-
pyercsl ¢ aenpeccueil, CHUXXKEHUEM WHTEeJUIeKTa, arpec-
CHUBHBIM TIOBEIICHUEM, TEHACHITNEH K cynimay. B meyeHn
80% xonecTepruHa UCITONB3YeTCS JJII CUHTE3a KEeTIHBIX
kuciot. JITTHIT mepeHocsT XoecTepuH B TKAaHU W3 T1e-
YeHU, IKEIYyTOYHO-KWIIIEYHOTO TpaKTa, B TO BPeMsi
kak JITIBIT ynansiiot xojiecTeprH U3 OpraHoB, MEPEHOCST
€ro B TIeYeHb, OTKY/Ia XOJIECTCPUH B BUIC KEITIHBIX KHC-
JIOT yAaJisieTcsl U3 opraHusma.

Ipsimast cBSI3b MEXIy KOJMYECTBOM XOJIECTEpUHA
B TTUIIIE ¥ €T0 KOHIIEHTpAIIMeil B KPOBU JI0 CUX TTOp HE JI0-
kazaHa. [TokazaHo, 4TO X0JIeCTEpUH MULIU U XOJECTEPUH
B OJISIILIKAaX — JIBa COBEPIIIEHHO pa3HbIX XoJecTepuHa [5].
[Ipu TroTomaHM ¥ HETIOJTHOIIEHHON HU3KOOETKOBOM TH-
eTe, COMPOBOXIAIOIINXCS TICMXUYECKUMU 1 (PU3UICCKU-
MM Harpy3kamu, aTepockjiepo3 pa3BUBAETCsl OUEHb ObICT-
po. B oOMeHe xosiecTeprHa MPUHUMAIOT yYacTUE NECIATKU
(hepMeHTOB, MyTaIvsT KOAMPYIONTUX WX TEHOB ITPUBOIUT
K HapyllleHUI0 Bcero oOMeHa xoJjecTtepuHa. [umepxo-
JIECTEPUHEMUST MOXET OBITh CBsA3aHA TaKXKe C MyTalldei
reHoB, koaupyouux peuentopsl JITTHII, ByactHocTU
Ha moBepxHoCcTH TremaTouuToB [5]. Tak, BaxHylO poJib
B MeTab0JIM3Me XOJIECTEpUHA U CTEPOUIOB UTPAET peLie-
Top «Mycopuink» SR-B1 lkz KGYG.

HuzkoMoneKyIsipHbIe JTUTIOTIPOTEUHBI MaJlopacTBO-

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEAVATPUUN, 3, 2014




PUMBI Y CKJIOHHBI K BBIICJICHUIO B OCamoOK KPUCTAJUIOB
XOJIeCTepUHa ¥ (POPMUPOBAHMIO ATEPOCKIEPOTUICCKUX
OJISAIIIEK, TIOBBIIIAsT PUCK CEPIEYHO-COCYIUCTBIX 3a00-
snesanuii. JITIBIT xopoiio pacTBOpUMbI, He BbIIEISIOT
XOJIECTEPUH B OCATIOK M B HOpME He SIBJISIIOTCS] aTepOreH-
ubiMu. JITIBIT cocrasnsttor 6osee 20% oT 061IETO YPOB-
HsI XOJIECTCPUHCBS3BIBAIONINX JIUTTONpOTeHOB. Cpeman
MPUYMH MOBbILIeHUs ypoBHsI xonectepuHa JITTHIT nepe-
YUCIISTIOT (haKTOPhI, 00YCIOBIMBAIOIINE WHTOKCUKAITUIO
OpraHu3Ma: KypeHue, rnepeeqaHue (0XKupeHue), yrorpe-
GJIeHWEe TIPOAYKTOB, COIEPXKAIIUX OOJIBIIOEe KOJIMISCTBO
XOJIecTeprHa (MO3T, TTOYKH, TIeUeHb), TUTTONMHAMMIO, ajl-
KOTOJTh, HEKOTOPKIE JIEKapCTBa, CHIDKEHUE Je3WHTOKCH -
KaIlMOHHOM (DYHKIIMM TICYEHU, CaXapHBI TuabeT, CHU-
XeHUe GYHKIIUY IIATOBUIHOM XeJle3bl, 00JIC3HH TTOYEK.

HecoMHeHHBIM TOKa3aTeIbCTBOM  KM3HECITOCO0-
HOCTU «XOJIECTEPUHOBOIM TEOpUM» B ITATOT€HE3e aTepo-
ckiiepo3a sBisieTcst hakT oOHapyXeHUs Y OOJIbHBIX aTe-
pPOCKIIEpo30M ruriepxoyiectepyuHeMurt B 50% citydaes,
a Takxke npeobsajaHue XoJecTepuHa BJIMIKUIAX aTepo-
CKJIEPOTUYCCKUX OJIAIICK VJIoAeii, yMepIIuxX OT aTe-
pockiepo3a. Ocraercs BOIPOC O NMPUYMHAX THIIEPXO-
JIECTEPUHEMUN WJIM €€ OTCYTCTBUSI TIPU aTePOCKIIEPO3e.
MOoXHO paclieHWBaTh HapylleHUe oOMeHa XOJIeCTepUHA
TP aTepOCKIIepo3e KaK OMUH U3 HEOOS3aTeIbHBIX CUM-
TITOMOB 3THOJIOTUM Y TIATOTeHE3a.

JlunonpoTennsl, KuUpHbIe KHCJAOTBHI. PaspaboraHa
elle offHa TeOpUsl Pa3BUTHS aTepOCKIepo3a Kak IaTo-
JIOTUST ACCEHIIMATBHBIX TIOJMEHOBBIX JKUPHBIX KHUCIOT
(IMEZXKK) [2, 3]. bBuoxuMu4eckyo OCHOBY aTepoCKjepo3a
10 TOW Teopuu cocTapisieT Ojokana anoB-100 — nu-
raHga perenTOPHOTO B3aWMONCUCTBUS W TOTJIOIIECHUS
knerkamu JITTHII. TlocnenHue ydyenoBeka SIBISIIOT-
Cd TJABHOW TpaHCMOPTHOW (opMoil 3CCEHLMATbHBIX
KUPHBIX KUCJIOT B (popMme 3¢upoB XxosiectepuHa. B pe-
3ynbrare Oyiokambel perentopoB anoB-100 mpekpaiia-
eTCs TIOCTYIUICHUE B KJIETKY (B KJICTOUHBIE MeMOpaHHI,
dochomunuaer) TTEXKK, uTo ompenensieT MaTOJOTUIO
MeMOpaHHBIX OSJIKOB, JUTS KOTOPBIX HEOOXOIUMO CITeIIH -
aJlbHOE OKpYyxXeHue docdoaunuaaMu, 3cTepuduimpo-
BaHHbIMU [TEXKK. Takue dbochonununbl obecrneynBaioT
HOPMAaJIbHYIO KUIKOCTHOCTb, HU3KYI0 MHUKPOBS3KOCThH
MeMOpaHbI, HEOOXOMUMYI0 TOIBMKHOCTH BCTPOEHHBIX
(bepMeHTOB ¥ UX MAKCUMAJIBHYI0O aKTHUBHOCTb. DCCEH-
unanbible TTEXKK ¢ 5—6 nBoitHbIMM CBsI3sIMU  (W-3)
HE CUHTE3UPYIOTCS B OPTaHM3Me XWBOTHBIX, a ITOCTYIIa-
IOT U3BHE B OCHOBHOM C MOPCKUMU IIPOAYKTaMU. DTHU
SKUPHBIC KUCJIOTHI SIBJISIIOTCSI ICTOYHUKOM CUHTE3a JIeH-
KOTPUEHOB, TPOMOOKCAHOB U IPYTUX JTUITUIHBIX TTPOIYK-
TOB, HE OKa3bIBAIOIIMX TPOBOCIIAIUTECILHOTO NEHCTBUS
B OTVIMYME OT TAKUX X€ COCTUHEHMI, CHHTE3UPOBAaHHBIX
3 [NEXK w-6 1 w-9, Kotopsle 006pa3yloTcsl B KIeTKax
SKUBOTHBIX 1 OKa3bIBAIOT IPOBOCITATTUTEIHHOE ICUCTBIE.
IMpu nepuiute IMEXKK (w-3) cuHTe3upyroTcs npoBo-
CITINTENIbHBIE JICMKOTPUEHBI W APYTMe JUITUIHBIE Me-
MUATOPBl BocmayieHus. TakuM 00pa3oM, TIOBBIIIICHHOE
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notpedneHue w-3 IMMEXKK npu okucintenbHOM cTpecce
(CUHTE3 «ITOJIE3HBIX» JIEHKOTPUEHOB U IPYTUX JIUTTATHBIX
MPOAYKTOB), OJOKUPOBAHUE WX MOCTYIUIEHUS B KJIETKY,
CHUXEHUE CUHTE3a MPOTUBOBOCIIATUTEIbHBIX JIUMTUAHBIX
MeTabOJIMTOB M MOBBILIEHUE CUHTE3a MPOBOCTAIUTENb-
HBIX JJUTTUAHBIX MearaTopoB (w-6 u w-9 ITEXKK) cozma-
10T YCJIOBUSI JUISI pPA3BUTUSL U MOJJEPXKaHUSI BOCTIAIEHUS
U HapylieHus1 GyHKUMUKM BCTPOEHHBIX B MEMOpaHy OeJi-
KOB (PELENTOPHbBIX, TPAHCTIOPTHBIX, CTPYKTYPHBIX U 1P.),
YBEJIMUEHMS KIETOUHO MPOHULIAEMOCTH, CO3IaHUSI BbI-
COKOTO pHrcKa BocajieHus [2, 3, 6].

IMEXXK TpaHcnopTHUpyIOTCS B OCHOBHOM B BUie 3(u-
poB xonectepuHa B JITIBIT u JITTHII, roe cootHoieHne
9TUX 93UPOB U TPUTITULIEPUAOB JOJKHO cocTaBisTh 10:1.
DTO SBASETCS ONTUMAJIbHBIM ISl B3AUMOIEHCTBUS
anoB-100 — peuenTopoB Kiietok u noromeHus [TEXKK.
Hapymenue storo coorHomeHusi B JITTHIT nipu okuc-
JINTEJILHOM CTpecce MPensITCTBYET B3aUMOJEHCTBUIO JIU-
nonpoTenHoB ¢ anoB-100 pelienTopamMu 1 MOTJIONIEHUIO
apupoB [TEXKK. B rakom cnyuae JITTHIT nakanauBa-
I0TCS B KPOBM Tak Xe, Kak U xojecTepuH. HakoruieH-
Hbole BKpoBu JIITHII c nepekucaeHHBIMU KUPHBIMU
KUCJIOTaMU SIBJISIIOTCSI TI0 CYTU <«MHOPOAHBIMU TeJlaMU»
U TIaTOJIOTUYECKU W3MEHEHHBIMU OEJIKOBBIMU KOMIIO-
HEHTaMU U 3axBaTbiBaloTC (DYHKIMOHAIbHBIMU (haro-
LIMTaMU, B4acTHOCTM Makpodaramu. [latonoruueckue
usmeHeHust 6enkoB — JITTHII, Takke kak v TMnumoB,
MOTIYT ObITh PE3YJIBTATOM OKUCJIUTEJIbHOIO CTpecca: Cy-
NepoKCUIHbie aHUOHBI U H,O, OKUCIAIOT B IMIIONpoTe-
MHAX TaKue aMUHOKMCIIOThI, KaK TAPO3UH, TpUnTodaH,
METHOHUH [6].

®arormmro3 MomudunmpoBaHHbx JITTHIT makpoda-
raMu oOycJIOBIUBAET (POPMUPOBAHUE MEHUCTHIX KIIETOK.
B kpoBUM U TKaHSIX MOHOLMTHI U Makpodaru ¢arouuTu-
pytot JITTHII, MonuduurpoBaHHbIe aKTUBHBIMU paivKa-
JlaMu Kuciopona. B nmmzocomax ¢haroliuToB MpOUCXOAUT
npoteosu3 anoB-100, Ho ruapoau30BaTh 3CTEPUDUIIU-
POBaHHBIN XOJIECTEPUH OHM He MOryT (ruapodoOHbIE
MOJIEKYJIbl HEMOJISIPHBIX TPAHCIIOPTHBIX (POPM 3CCEHIIU-
anbHbIX [TEXKK + xonecrepun). Takast cnocobHOCTb ru-
nposmn3oBath [TEXKK+xonectepuH nMmeercs B 3HIOTENH,
IJIaAKOMBIIIIEYHBIX KJIeTKaX, (propobiacTax, rernaronurax,
HEPBHOM TKaHM, CETYaTKe IJ1a3a, IJIOMepYJIsSIpHOl 6a3alib-
Hoil MemOpaHe Touek, 0azodwiax aneHorurnoduza. Ora
CIMOCOOHOCTh HapylllaeTcsl MpU OKUCIUTETLHOM CTpecce.
HerunpuposanHbie ahupbl XoaecTeprHa HaKarIuBaloTCs
BHavaJie B JIM30COMax Makpodaron, Mo3xe OHU 3aHUMAIOT
BCIO LIUTOILIa3My U (GOPMUPYIOT NMEHUCThIE KIIETKU, 3aIy-
cKast maToPU3NONIOrUYeCKUil Mpoliecc, MoJayYMBIINI Ha-
3BaHue «00JIe3Hb HaKOIUIeHUs». HapyleHue 1eaoctu jau-
30COM TMPUBOIUT K ayTOJIM3Y, TMOeIn MakpodaroB myTem
Hekpo3a U GOPMUPOBAHUIO ACENMTUYECKOTO ovara Bocra-
sneHus. OKpyXarolye KJIETKU PhIXJIOW COeNUMHUTEIbHON
TKaHW BbIPA0ATHIBAIOT KOMILIEKC KJIETOYHBIX, TyMOPaJib-
HBIX PETYJIITOPOB BOCTIAJIEHUS], B YACTHOCTU B UHTUME 9H-
nmotenst, HarpuMep, NJI-6, KOTOpPBIil CTUMYTMPYET CUH-
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Te3 renarouuTamMu OelIKOB OcCTpoii ¢ha3bl BOCHAEHUS
— C-peakTuBHBIII 0€JIOK, CHIBOPOTOYHAsI amuiaza A,
0,-MHTMOUTOp TIPOTEMHA3, TanTONMIOOMH, (UOPUHOrEH
u aro (a). B ouyar nmopaxeHust MpUBJIEKAIOTCS MOHOLIUThI
U HelTpodwibl. YcuieHue cuHTe3a Makpodaramu ak-
TOpa aKTUBAIIMM TPOMOOIIMTOB TIPUBOMUT K arperaruu
TPOMOOITUTOB Ha 9HIOTEJIUH, CIIOCOOCTBYSI 00pa30BaHUIO
TpoM6OB [2, 3, 6].

HMmeer MecTo u3bMparebHOE B3aMMOICHCTBHE Oel-
KOB OCTpO ha3bl ¢ pasmUIHBIMUA MojieKyiaamu: C-pe-
AKTWBHBIM OEJIOK TIPOSIBIISIET BHICOKOE CPOACTBO C hoc-
dartununxonuHoMm, amno (a) — camnoB-100 JIITHII,
cbiBOpoTouHast amuiaza A — c anoAl JITIBII. Tunep-
JITIOTTPOTEMHEMUST — XapaKTepHas YepTa OcTpoid (a3el
BOCTIAJICHUSI B CBSI3U C OJIOKAIONl HOPMAaJIbHOTO TIOTJIO-
MeHUS KJIeTKaMU JIMTTOTIPOTEMHOB OYeHb HU3KOMW TUTOT-
Hoctu u JITIHIT [2, 3]. B HacTos111ee BpeMsi poJib Hapy-
meHust ooMeHa aunonporernHoB u [TEXKK B nmaTorenese
aTepocKiepo3a HeE BHI3bIBAET COMHCHMWSI, W B Pa3BUTHU
9TOTO TIpollecca, IO MHEHMIO OOJIBIIMHCTBA aBTOPOB,
IJIaBHYIO POJIb UTPAET OKMCIUTEILHBIN CTpecc.

Oxucaurenbhblii cTpecc. Kcantunokcumasza. Okuciu-
TEJIBHOMY CTPECCY M €TO TOCTCACTBUAM YICSIOT GOJTh-
1oe BHUMaHWE TIpU U3ydeHUH (DAKTOPOB PHCKa B IIa-
TOTeHe3e arepockiepo3a. M3BecTHO, YTO TPUTTEPHYIO
(ITyCKOBYIO POJib) B 00pa30BaHUM aKTUBHBIX (HOPM KUC-
JIoponia UTparT epMEHTHI — IMePOKCUIA3hI, N3 KOTOPHIX
HauOoJIbIllee 3HAUYCHWE TIPUIAETCS KCAaHTUHOKCHIA3e
1 Muenonepokcraase. KcaHTMHOKCHIa3a SIBIISICTCS Ofi-
HWM 13 OCHOBHBIX (DePMEHTOB, KaTAJIM3UPYIONINX JeTpa-
JALMIO MyPUHOBBIX COCTUHEHU, ¥ B TIPUCYTCTBUU TIPO-
IYKTOB 3TOM JIeTpamaliii — KCAaHTWHA U TUITOKCAaHTUHA
— obecIieunBaeT CMHTE3 MOYEBOM KUCIOTHI. Kpome Toro,
KCaHTWMHOKCHIa3a SIBJISIETCS KPUTUISCKUM (hepMEHTOM
B CMHTE3¢ aKTUBHBIX (hOpM KUCIIOpona TPy BeeX 3aborre-
BaHusIx [7].

KcanTuHOKCHIa3a COMEPXKUTCS B IM30COMAxX U TPE-
crapiisieT co0oii AuMep ¢ MoseKyasipHoit maccoii 300 k]I,
COCTOAIUMIA W3 ABYX €OUHULL C PABHOW MOJIEKYJISIpPHOM
MAaccoii, Kaxknast 13 KOTOPBIX UMeeT He3aBUCUMBIIA aKTHB-
HBII LEHTP, COMEPXKAIlMii OAMH aTOM MOJUOACHA, OTHY
moJiekyiny FAD u 4 aroma xxene3a u cepsl. Eciiu BHauase
CUMTAIM, YTO KCAHTMHOKCHIa3a OOecrieurBaeT CUHTE3
HCKITIOYUTETFHO CYNEPOKCHIHBIX MOJIEKYT KHCIopona
(0,7), To B HacToALIEE BPEMS J0KAa3aHO, YTO OCHOBHAsI
ee npoaykuusa — mnepekuch Bogopona (H,0,), koropas
BBIpabaThIBaeTCA KOJIMYECTBEHHO B OOpaTHOW 3aBHCH-
MOCTH OT COMepKaHUsI KUCIOPOAa: TPU KOHIICHTPAIIMHI
O, or 10 10 25% mnpoaykuusa H,O, kcaHTMHOKCHAA30M
cocTaBiIsieT He MeHee 75% OT Bcero KojmJecTBa aKTHB-
HBIX (popM Kuciopona, anpu 1% xuciopona (TsoKemast
runokcust) — 10 95% [7]. HaubGonblilee comepkaHue
KCaHTWMHOKCHIA3bI pacTpeie]IeHO B KJIETKaX MeYeHH. AK-
TUBALIMS 3TOTO JIM30COMHOTO (pepMeHTa HanboJiee Bbipa-
>XKeHa TIPY OKUCIIUTEIEHOM CTpecce B TICUSHU W MBIIIIIIAX
1 COITPOBOXKIACTCS HE TOJTHKO 00pa3oBaHUEM aKTHUBHBIX
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dopM KKCIOpPOAa, HO U HApacTaHUEM KOHUEHTpaluuu
YpaToB B TKaHsIX, CHUXeHrueM GyHKIMU 1 nuddepeHum-
POBKM KJIETOK [8, 9].

KcanTnHOKCcHIa3a aKTUBUPYETCS B TKAHSIX TP 3HA-
YUTEJIbHOM CY>XX€HUU COCYIOB, OCOOEHHO MUKPOCOCYI0B
TIpU cTpecce (TKaHeBas TWIIOKCHUS) U YCWIMBAET CBOIO
aKTWUBHOCTD TP perepdy3uu U OBICTPOM TTOCTYIUICHUN
B UIIIEMUYECKYIO 00J1acTh (IIUPKYISITOPHBINA IITOK) HOBBIX
TTOPIUI KUCJIOPOIa B YCJIOBUSX CHIDKEHUSI aKTUBHOCTH
AHTUOKHMCITUTEILHON CUCTEMBI 3alllMThI (CYITepOKCHUI-
nUcMyTasa, Kkarajasa). O6pasyoolniecs pyu 3TOM aKTUB-
Hble (opMbl KHUCIOpOJa OOYCIOBIMBAIOT MOBPEXIEHUE
KJIETOK MUKPOCOCYIIOB M TTapEHXWMBI OpPTaHOB, HaOJIIO-
JaeMoe TIpY Pa3TUIHBIX 3a00JIeBaHUAK, BKIIOYAs WH-
dapKT 1 UHCYIBT. AKTUBHBIC (OPMBI KUCIOPOAA TTOBBI-
1IAI0T MPOHUIIAEMOCTb MUKPOCOCYIOB (MEJIKUX BEHYI).
Takoif MeXaHU3M JIEUCTBUS TPOIYKTOB KCAaHTUHOKCH-
Ja3bl OTMEYEH B MOYKAX, CEPALE, CKEJETHBIX MBIIILAX,
MoO3re, TpaHCIUIaHTUpyeMbIx opraHax [9, 10]. OTMeueHO
3alIMTHOE JACHCTBUE aJlJIONypUHOIa (MHTMOUMTOpa KCaH-
TUHOKCHIA3bI) TIPY BHI3BAHHOM HIIIEMUEH TIOBPEXKICHUT
ITOYeK, CHIXKEeHNEe 00pa3oBaHMs aKTUBHBIX (hOpM KHCIIO-
pola ¥ MOYEBOU KHMCIOTHI. 3alllMTHBIM CBOWCTBOM ITPH
MaToJIOrMYeCcKOi akTUBallMK 3TOro hepMeHTa 00JanatoT
TaKkKe MAaHHUTOJI U XJIOPITPOMAa3uH — MYCOPIIUKH (CKe-
BEHDKEPBI) aKTUBHBIX (DOPM KHUCIOpONa, CHIDKAIOIINE
MOCTUIIIEMUYECKOE TToBpexaeHue TKaHei [10, 11].

CynepokcunHbiii annoH 1 H,O, y4acTByIOT BO MHO-
WX TTaTOJIOTUYECKUX PEeaKINAX, TaKUX KaK IepeoKHC-
JIeHUWe JIMTIUAAOB, TOBPEXICHUE KIETOYHBIX MeMOpaH,
Bocrniasienne. CymepoKCHUIHBIMN aHWOH SIBJISIETCS TIpeli-
IECTBEHHUKOM 00Jiee CHIIBHOTO OKCUIaHTa — TUAPOK-
cuibHoro paavkana (‘OH). OxucaurtenbHbI cTpecc
acCOIMUpPYETCs ¢ IMMPOKUM HabopoM OoJie3He, BKITIO-
yasi, KpoMe aTepocKiieposa, 00yie3Hb AJblireiimepa u ap.
Matble KOHIICHTpAIIMK aKTUBHBIX (DOPM KHUCIIOpona He-
00XOIMMBI TSI OOMEHHBIX ITPOIIECCOB 1 3aIIMTHI OT OaK-
Tepuii. B GOTBIIMX KOHIIEHTpAIMAX aKTWUBHBIC (HOPMBI
KUCJIOPOIa YYaCTBYIOT B ITATOJIOTUYCCKUX NEHCTBUSX.
DTO UX CBOWCTBO OTMEYCHO ITPU TTOAABJICHUHN 3I0KAYECT-
BEHHBIX OITyXOJICH TeparieBTUIeCKUMU CPEICTBAMU C BBI-
COKO# CIOCOOHOCTBIO 00pa30BaHUSI AKTUBHBIX (OpM
KHC0pOo/ia U rMbesn KJIEeTKM (Kak Kacra33aBUCUMON —
aronTo3, TaK M Kaclla3He3aBUCUMOI — HEKpPo3). AJLIO-
MmypuHoJ cHUMaeT 3ToT 3¢ dekT [9]. B octpom nepuone
TIPU XUPYPTUIECKUX 3a00JIEBaHUSIX («OCTPBIA KHUBOT»,
TIEPUTOHMNT) Y IeTell OBITIO BHIIBJICHO PE3KOE TTOBBIIIICHUE
(B5—7 pa3) akTUBHOCTM KCAaHTMHOKCHUIA3bl IO CpaB-
HEHUIO CO 3[I0POBBIMHU NEThbMHU. AKTUBHOCTH (hepMeHTa
MOXHO OBIJTO UCITOJIB30BaTh KaK KPUTEPUIA TIPOTHO3a T10-
cJieorepalmoHHOro TeueHus 6onesnu [10].

Mpuenonepokcunasa. IpyruM BaxKHENUILIUM TeHEPaTo-
pPOM aKTUBHBIX (POpM KuCIOpoaa MPU OKUCIUTETbHOM
cTpecce B KJIETKAxX SIBJISIETCS] MMeJIoNepoKcuaas3a, KoTo-
pasi OTHOCUTCSI K CEMEMCTBY MEPOKCUAA3 MJIEKOMUTAIO-
IUX U1 00JIaTaeT MOIIHBIMU CITOCOOHOCTSIMU Pa3BUBATh
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U MIOAJIEPKUBATh aTEPOCKIEPOTUUECKYIO KapAUOBACKY-
JISpHYI0 00J1e3Hb. Muesonepokcuaasa — OH U3 OCHOB-
HbIX OAKTEPULIUIHBIX OETKOB HEUTPODUIOB, OCYLIECTB-
JITIOIINX 3allMTy OpTraHWU3Ma OT MH(EKIINHU C ITOMOIIBIO
00pa3oBaHus aKTUBHBIX (DOPM KMCIOPOJAA, CEKPETUPY-
eMbIx B kpoBb [11]. HelitpodunbHble akTBHbBIE (HOPMBI
KHUcaopoia o0pa3yroTcsl B a3ypouIbHbIX IpaHyiax Kjie-
ToK. HebGosblive KojinuecTBa MUEIONEPOKCUIA3HI TAKXKE
TIPUCYTCTBYIOT B MOHOITUTAX W HEKOTOPHIX TOITYJISIIMSIX
TKaHEBbIX MakpodaroB. DTOT HEPMEHT UCMOJb3YET Te-
PEKUCh BOJAOPOA U XJIOPUIBI JIJIs CHHTE3a TUIOXJIOPHOM
kucaotsl (HOCI) ¢ 6akTepyulIMAHBIMU CBOMCTBAMU MPO-
TUB MHBA3UBHbIX MaTOreHOB. OIHAKO, HECMOTPS Ha BaX-
HYIO 3allIMTHYIO JUIS XO351MHAa POJib, 00Opa3oBaHHbIE MU-
€JIONEePOKCUIA30il OKCUIAHTHI CIOCOOHBI TMOBPEXAATb
TKaHU, IPUHUMAs yYacTre B Pa3BUTUU BOCTIAJIUTEIBHOTO
rpolecca, B TOM YKcJie PU aTepOCKIIEpO3e U KapAuoBa-
CKYJIsIpHO# OoJie3Hu. Tak Kak HauOoJiblIee KOJUYECTBO
MUEJONEPOKCUIA3bl HAXOAUTCS B HEWTpoduaax, cuyuTa-
€TCsl, YTO UMEHHO HeUTpoduibl 1 00pa30BaHHbIE B HUX
OKCHUJIaHTBI SIBJSIIOTCS CHEeLU(UYECKUMU MPOBOCTIATIU-
TEJIBHBIMU MEIUaTOpaMM, BBIICISIEMBIMU B IIMPKYJISI-
LIMI0, U UTPAIOT BaXKHYIO POJIb B MaTO(U3MOJI0TUY BOCTa-
JIMTEJIbHOTO TIpoliecca Mpu arepockiepose [12, 13].

JokazaHa CBsI3b MEXJy TMOBBIIIEHUEM KOJIMYECTBa
HEUTPODUIOB U PUCKOM aTePOCKIIEPO3a U CEPAEYHO-CO-
CYAMCTBIX 3a00JieBaHUI: 00 3TOM CBMIETEJbCTBYET MO-
BBILIEHUE KOJIMYECTBA HEUTPODUIOB Y OOJNBHBIX C yKa-
3aHHBIMU 3200JI€BAaHUSIMU, CKOILIEHUE HeUTpoduios
B BOCIAJIUTEJIbHBIX OYarax COCyaucToil cTeHKU. [ToBbI-
IIEHWE AaKTUBHOCTU MMEJONEPOKCUIA3bl KOPPEIUpyeT
C TSIXKECTBIO aTePOCKIIEPO3a U YPOBHEM KaJIbI[UsI B CTEHKE
KOpPOHAapHbIX apTepuit. HanpoTus, CHUXKeHUE KJIETOYHO-
ro UMMYHUTETa W aKTUBHOCTU 3TOTO (pepMeHTa Koppe-
JIUPYET C YMEHbIIIEHUEM DPHUCKA CEPAEYHO-COCYIUCTOrO
3aboneBaHusl. Posib Muesionepokcuaasbl Mpu aTepockJie-
po3e OOBSICHSIETCSl TeM, 4YTo: 1) MpouCcXOoauT AUChYHK-
LS SHAOTENUS; 2) Moauduumpyercs: Gpu3noJorudeckast
dyukums JIIBIT B «iuchynkimonanbHbie JITIBII»; 3)
JITIHIT npeBpainalorcsi B aTeporeHHble MoIubUKaluu
JITIHIT; 4) nporcxoauT rubeib 3HAOTENUST U 9KCIPECCUst
(akropa nospexaeHus Oisimek. bonbuioe conpepxkaHue
MUEJONEPOKCUIA3bl B OJISIIIKAX CTAHOBUTCS DH3UMATU-
YECKUM T€HEepaTOpOM MPOBOCIATUTENbHBIX 9KO3aHOU -
JIOB U OMOJIOTMUYECKU aKTUBHBIX JIMTUAOB, TOMUMO 00pa-
30BaHus areporeHHbIx Gopm JITTHIT w JITIBIT [12, 13].
B cBoto ouepenb ObLIO MMOKAa3aHO, YTO CUCTEMHOE TTOBbI-
IIEHWE aKTMBHOCTU MUEJIONEPOKCUIa3bl U MEPEKUCHBIX
MPOIYKTOB SIBJISIETCS TPEIUKTOPOM BBICOKOTO PUCKa Cep-
JIEYHO-COCYAUCTHIX 3a0oneBanuii [12, 13].

I[ToMUMO 3aIMTHOTO NEHCTBUS MPOTHB WHBA3UBHBIX
Mapa3uToB U MAaTOT€HHBIX MUKPOOOB, MUEIONEPOKCU-
Jlaza MPUHUMAET y4yacTue B IMEPEOKUCICHUU JTUIUI0B
X035IMHA, MOCTTPAHCISILMOHHON Moaudukauuu Oe-
KOB, y4aCTBYET BO MHOTUX BHUJAaX XPOHUYECKOTO BOCHA-
JieHus. BoisiBIeHO BiMsIHME 3TOTO (hepMeHTa Ha CHUXE-
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HUE pelenTOpHOoM (ouunialieit) GyHKIUY Makpodaron
npu HakorieHun umu okucieHHsix JITTHIT mpu aTe-
POCKJIEpO3€ U XPOHMUYECKON MOYEeYHON HEN0CTaTOYHO-
ctu. [IpoTeomuTaecKnii aHAJIN3 TTO3BOJIUIT YCTAHOBUTD,
yTO BCe 4 MoJiekyibl Tupo3rHa anoAl (JITIBIT) sensiiorest
MUIIEHBIO IS OKUCIMTEIBHOTO TIpoliecca Mo AeCTBU-
eM MUEJIONepOKCHIa3bl, TaAKKe KaK TpUNITOMaH U METH-
OHUH, YTO 00YCJIOBIMBAET OKCUIATUBHYIO MHAKTUBAIIIIO
JITIBIT n neunTuHxoectepuHaumiaTpancdepassi [13].

ITpu arom JITIBIT TepsitoT crOCOOHOCTb BBIBOAMUTH
XOJIECTepUH W3 TKaHEeW U MprUoOpeTalT IPOBOCTIAN-
TeJbHBIE cBoiicTBa [2, 4]. Bkinam muenornepokcumasbl
B Pa3BUTHE CEPACYHO-COCYAMCTON MAaTOJOTUU XapaKTe-
pU3yeTCs CTIEKTPOM (haKTOPOB PUCKA: KOPOHAPHBIN CTe-
HO3, HapyllleHWe CUCTOIMYCCKOU (DYHKIIMU JICBOTO XKe-
Jlynouka W ap. Muenonepokcuaaza MoBbIIIAET YPOBEHb
HaTpuilypeTnyeckoro 6ejika B MO3re.

Takum 00pa3oM, HaHHBIN (DEPMEHT SIBJISIETCS Ofl-
HUM U3 HOBBIX MapKepoB aTepOCKJIEpO3a U yKazaTejlieM
MTaTOTCHETUYECKOTO TTOMCKA TEePaIrleBTUIECKUX CPENCTB
TSI IPEYTIPEXICHUST CEPAEYHO-COCYAUCThIX 3a00sieBa-
HUi. JJOCTOBEPHO YCTAHOBJIEHO, YTO BOCMAJIEHUE UMEET
MECTO MPHU BCeX CTaausiXx atepockieposa. Pojb oTnesnb-
HbIX MEIMATOPOB BOCHIAJIEHUS TIPU aTEPOCKIIEPO3e YTOU-
HSIETCSI, OJIHAKO B CBSI3U C T€M, YTO MMEJIONEepOKCcHIa3a
orpenessieT nosipjieHue psifa ¢hakTopoB, MaTOJIOTrMYeCKU
BO3JICCTBYIONX HAa CTEHKW apTepuil, HeJIb3sl HEIOOoIIe-
HUBATh €€ POJIb B Pa3BUTHUU CEPAECUYHO-COCYAUCThIX 3200-
JIEBaHU I

Merabommyecknii cunapoM. OmHOW W3 IPYIIIT PU-
cKa aTepockiepo3a CIyXKUT MeTaboIMUYecKUil CUHIPOM.
IMocnennuii He sgBasgeTcss crneurdUIEcKoil O00JIe3HbIO,
a BKJIIOYaeT Tpyniy (akTopoB, 3a4acTylO0 MPUCYTCTBY-
IOIIMX Y OTAEJAbHBIX JIIOAEH, IS KOTOPbIX XapaKTepeH
PUCK Ppa3BUTHS KapauoBackyssipHoi OosiesHu. Cpeau
9TUX (HaKTOpOoB HauboJiee YACTO BCTPEUAIOTCs abaoMU-
HaJIbHOE OXUPEHME, JOKATM30BAaHHOE B O0JACTU XKU-
BOTa, W/WJINA CHUKCHUE CITOCOOHOCTM OpraHW3Ma WC-
MTOJTB30BaTh WHCYIWH (MHTOJIEPAHTHOCTb K WHCYTMHY
U caxapHblii [uabet 2-ro tuna). JlmarHo3 meradosuye-
CKOTO CHHIpOMa He 3aBUCHUT OT IPUCYTCTBHS BeeX S hak-
TOPOB PUCKA: YBEJTMYCHNE OKPYKHOCTU TAJIUH, BEICOKOE
TaBJICHNE, BBICOKWI YPOBCHb TPUTIUIIEPUIOB, HUZKUIA
yposeHb JITIBII, BbicoKMi1 ypoBeHb caxapa KpOBU; JOCTa-
TOYHO 3 HaKTOPOB MJIs1 yCTaHOBJIEHUs nuarHo3a [ 14, 15].

[To mTaHHBIM MHOTOIIEHTPOBBIX MEXIYHAPOIHBIX WC-
cJeloBaHUl, pPacnpOCTPAHEHHOCTh METabOoJUYECKOTO
CUHIpOMA Cpelld B3pOCJIOro HacejleHUus1 BapbupyeT oT 10
1m0 40%. OueBUmHA OIMACHOCTh TAaKOTO 3HAYUTEIHLHOTO
pPACTIpOCTpaHEeHUS B TIOMYJISIIIMKM TIPU TOM, 9TO KasKIBIi
13 KOMIIOHEHTOB CHHIpPOMa SIBJISIETCS  0€3yCIIOBHBIM
GakTOpoM pHUCcKa U MPOrpecCUPOBAHUS CEPAEUYHO-COCY-
JNUCTbIX 3a00J€BaHUI € HauOOJIbILIEH YacTOTOW CMEpT-
HOCTU cpenu Bcex OosesHeit. Ilpu obcnemoBanuu 2560
B3pochbIx Jtoaeit (608 ret) B AMepuke u B Kopee 0b110
BBISIBJIEHO, YTO YacTOTa METabO0JMYEeCKOro CUHIpPOMA
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cocrapisieT 24 u 11—19% cootBercTBeHHO. OKOJ0 30%
9TUX JIIO/Iel He UMeJId MPU3HAKOB caxapHOro auaodera,
HO MOYTH Y BCeX OTMevanach CyOKJIMHUYECKas pe3u-
CTEHTHOCTb K UHCYJIUHY [1, 5].

ABTOpBI BbICKA3bIBAIOT OECITOKOCTBO, YTO BCE yallle
MPUXOAUTCSI CTATKUBATLCSI C META0OJMYECKUM CUHAPO-
MOM Y JIeTeld, UTO CBUIETENbCTBYET O OLICTPOM «OMOJIO-
>KeHUUW» 3a0oseBanus [1, 15]. [IBe TpeTu poaCTBEHHUKOB
JleTelt ¢ OXKUPEHUEM UMENU OTSITOLLIEHHYIO HaCIeICTBEH-
HOCTb MO 2—3 KputepusM cuHapoma. OTMEUeHO yBe-
JIMYEHWE BCTPEYaEMOCTU PENKUX ajulesiell TeHa aroA,
anoC u anoE y nereit ¢ oXXMpeHUeEM U PUCKOM Pa3BUTUS
MeTaboJIMYEeCKOro CUHApoMa. Y JeTeil C oXupeHueM
u l—2 npyrumu TpuU3HaAKaMu MeTabOJMYECKOro CHUH-
JIpoMa OTMEYaJIOCh JOCTOBEPHOE MPEBBIIIEHUE COAEP-
>KaHWSI MOYEBOM KMCJIOTHI JTMOO B KPOBU, JIUOO B MOYE
wim B 06eux cpenax [1, 15]. Cpenu neteit ¢ oxXupeHUEM
ObLIM JIWIIbL OTAENbHBIE Cilyyau auabera v NpakTU4yecKu
HE OTMEUAJIOCh SIBHBIX OTKJIOHEHWI CpPEIHEro YpOBHSI
[JIIOKO3bl, OJHAKO WHAEKC TOJIEPAHTHOCTU K UHCYJIUHY
(HOMA-R) 06bl1 MoBbIlIEH MPUOIUZUTEIBLHO B2 pasa.
JlununorpaMma KpoBU y A€Tell C OXKUPEHUEM XapakTe-
pU30BaJIaCh MOBBILIEHUEM COJEPXaHUSI TPUTJIULIEPUIOB
u cHxeHnueMm ypoBHst JITIBIT (TpancnopTtHast ¢opma
XOJIeCTeprHA 13 TKaHEel B MeYeHb JJIs CHHTE3a XeJTYHbIX
KHUCJIOT). YMEpeHHOe MOBBILIEHUE COAEPKAHUST 0OILEro
XOJIeCTepHHA BCTPEUYAIOCh Y MOJOBUHBI JE€TEN C OXUpe-
HUeM (B 0011ei rorystiuy MeHee 9%).

Yactora MeTaboIMUYECKOro CUHIpPOMA Cpelyd Hace-
JICHUsI pa3jinyaceTcs B 3aBUCMMOCTM OT Bo3pacTa: 13%
ronpoctkoB B CIIIA; 24 % nuit oT FOHOIIIECKOTO 10 Cpefi-
Hero Bo3pacta; 40% B3pocibix no 70 et u ctapire. Me-
TabOJMYECKUN CUHAPOM COYETAETCSl C BHICOKUM PUCKOM
KapIrOBaCKYISIpPHOU 00J1€3HU, 00pa30BAHUEM KMPOBBIX
JIETIO3UTOB (aTePOCKJIEPOTUYECKUX OJISIEK) B cocylax
cepllia U MO3ra, KOTOpble TP pa3pylieHUU MOTYT BbI3-
BaThb 3aKyMOpKY apTepuu, MHOAPKT, UHCYJLT. Y B3pO-
CJIBIX Yallle, YeM Y IeTel, BCTPEeUaeTcsl caxapHblii 1uabeT
2-10 THMAa, KOTOPbIiA B CBOIO OYepelb MPEACTABISIET BbI-
COKUIT pHCK pa3BUTHS aTepocKiiepo3sa [14, 16].

MmMeroTcss MHOTOUMCIIEHHBIE J0KAa3aTebCTBA CBS3U
OKUCJIUTEJbHOTO MOBPEXACHUS JUIONPOTEUHOB, MUTO-
xonapuanbHoii JIHK, aTepockiieposa u metaboanyecko-
ro cuniapoma. IloBpexaeHue mutoxoHapuanbHoit JJTHK
OTMEeYaeTcsl MPU OKUCIUTEIbHOM cTpecce 00pasyoliu-
MHCSl aKTUBHBIMU (hOpMaMu KUCJIOpOJa, 4TO B Mocje-
JIYIOILIEM COIPOBOXIAETCSI OKUCIUTENbHBIM TOBPEXe-
nuem saepHoit JJHK. Tlpu Tskenom MetaboanyecKoM
CUHIPOME BO MHOTHX OpraHax BbISIBJISIETCSI MOBPEXIe-
Hue mutoxoHAapuainbHoit JJHK u Hapymienue dbyHKimu
MUTOXOHAPUI. MeXIy OKUCIUTENbHBIM MOBPEXICHU-
em [IHK, MeraboinmyecKuM CUHIPOMOM M aTepOCKIIE-
po3om MHoro ob6iero. Hapsiny ¢ moBpexnenuem JTHK
OOHapyXeHbl THUCTOJIOTMYECKHME W3MEHEHMsI B aopTe,
COOTBETCTBYIOILIME aTePOCKIEPO3y, MeTaboauuecKue ru3-
MeHeHUsI GYHKUMU MEeYEeHU U MOIXKETyI0YHON XKeJe3bl,

[Opvesa D.A. u coasm. ATepockiiepos: TUTIOTE3bI U TEOPUN

CTUMYJIUPYETCSI CTpecc-aKTUBaLus Makpodaros c Ino-
BBILIEHUEM MX allonTo3a, 00pa30oBaHUEM HECTAOUJIbHBIX
OJIsIIeK B KPYIHBIX cocynax U npoaudepauueit B uX MH-
TUME MJIaJKOMBIIIEYHBIX KJeToK. [loBpexaeHue MUTO-
xoHapuanbHOU IHK B MHCYTMHUYYBCTBUTENBHBIX TKAHSIX
(TedyeHb, CKeJeTHbIe MBI, MOKETYA0UHAas Xese3a)
HapylilaeT GYHKIWUU KJIETOK 3TUX OPraHOB (HEIOCTaTOK
HUCTOJIb30BAHUS TJIIOKO3bI). DTO MPUBOIUT K MOBPEXIE-
HUI0O OOMEHa JIMMUIOB W UX HAKOIUJICHUIO B LIUPKYJISI-
LIUM, CHUXXEHUIO TJIIMKOJM3a W Pa3BUTUIO HENEPEeHOCU-
MOCTU K MHCYJMHY. HesicHo, 4To urpaeT rjiaBHyIO poJib
— TEHOMHbIe MOBpeXIeHUs] MUToxoHApUaibHOi JTHK
WA UX BTOpUYHOE noBpexnaeHue. HyxHbl nanpHeiiiine
uccienoBanus [16].

DHIOreHHAs] MHTOKCUKALMA. DHAOTeHHAass WHTOKCH-
Kalusi — TOJUITUOJIOTUYHbBINA TMOJIUIATOTEHHbI CUH-
JIPOM, XapaKTepU3YIOLUICSI HAKOTUIEHWEM B TKaHSIX
U1 OMOJIOTUYECKUX KUIKOCTSIX OHIOTEHHBIX TOKCUY-
HbIX CyOCTaHIMI — W30bITKA MPOJYKTOB HOPMaJIbHOTO
WA U3BPAIllEeHHOT0 OOMEHa BEelleCTB, a TAKXE Hapylle-
HUEM MEXaHU3MOB JETOKCUKALIMM TaKWUX CYOCTaHUMIA
u ux ouorpaHcopmaiuu. B pesynbrate  peicTBus
Ha OPraHU3M TOKCUYHBIX BELIECTB SHAOTEHHOTO WJIA K-
30T€HHOTO MTPOMCXOXAEHUSI BOSHUKAET MaTOJOTMYECKOe
COCTOSIHME, KOTOpOE€ COXpaHsieTcsl TNpu Oosiee WU Me-
Hee MOCTOSIHHOM KOHTaKTe OpraHu3Ma C TaKUMU Belle-
CTBaMM M /WU MPU UX HAKOIUIEHUM B OpraHu3Mme. ITO
CJIOXXHOE TOJMOPraHHOE MAaTOJOTMYeCKOe COCTOSIHUE,
BKJIIOUAET: a) HapylIeHUe OapbepHOM (PYHKIIMM OpraHU3-
Ma TPOTUB TOKCUKAHTOB, 0) HapyllleHME MEeXaHU3MOB
TPAHCIIOPTa TOKCUYHBIX BEUIECTB K OpraHaM WX TpaHC-
dopmaluy u/Uin 3KCKpeLMu MoYKaMu; B) HapylIeHUE
CrocoOHOCTH OMOTpaHCc(hOpMalIM TOKCUHOB.

ITpuynHOI SHAOT€HHOW UHTOKCHUKAIIUUA MOTYT OBITh:
1) mponyKThl HOPMaJIbLHOTO OOMEHA BEILECTB — JIAKTAT,
MUpyBaT, KpeaTUHUH, MOUYEBasl KUCIOTa, OUTUPYyOUH; 2)
MPOAYKThl HapylIEHHOTO oOMeHa — KETOHbI, aMMUaK
u Ap.; 3) NpOAYKTHI pacnana KJIeTOK U TKaHe#l Wiy mo-
najaHue TOKCUKAHTOB W3 XEeJYAOYHO-KUILEYHOTO
TpakTa Mpu HapylleHUr 0apbepHbIX GYHKLIMI MeMOpaH
(iunaspl, TU30COMHbIE (PEPMEHTBI, KATUOHHbIE OEJIKU,
MUOIIOOWH, (peHos; 4) UMMYHOUYYKEpPOIHbIC MPOAYK-
Thl KJIETOYHOTO pacnana, aHTUTeHbl U UMMYHHbIE KOM-
ruiekcol [17].

CaMbIMU pacrpoCTpaHEHHbIMU SHAOTEHHBIMU TOK-
CUKaHTaMM (BeulecTBaMU, MPUBOISIIUMU K IMOBPEXIE-
HUIO OMOCHUCTEMbI, HApYLIEHUIO €€ (PYHKILIMU U KU3HE-
CIMOCOOHOCTH) SIBJISIIOTCSI MPOMYKThl OKWCIUTEIbHOTO
crpecca, mocieacTBusl runokcuu [18]. DTu nmpomykTel
MOIYT HAaKalluBaTbCsl HeE TOJIbKO W3-3a QHIOT€HHBIX
MPUYMH, HO TaKXe BCJEACTBUE aKTHUBAIlMM CBOOOJHO-
panivKalbHbIX TPOLECCOB B OPraHMW3ME B pe3yjbTaTe
ouoTrpaHchopMallMd KCEHOOMOTMKOB, TaKMX KaK Me-
tautel Fe, Cu, uurocratuku, (EeHWITUApasuH U Ip.,
¢ 00pa3oBaHUEM MPOMEKYTOUHBIX PEAKTUBHBIX MPOIYK-
toB [18]. Ilom meiicTBUeM akKTUBHBIX (pOpM KHCIOpOAa
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TIPOMCXOMUT KaK M30MpaTeTbHOE TMOBPEXICHUE OTHOM
13 CTPYKTYP (IIIETOYHBIE KAeMKU TIOYSYHOTO SITUTEIHSI,
MHUTOXOHApPHUAJIbHBIE (EPMEHTHI), TaK W CTPYKTYPHO-
(byHKLMOHAIBHBIE W3MEHEHUS] HECKOIbKHMX CTPYKTYD.
OO6namast HOCTaTOYHOM CTaOMJIbHOCTBIO, aKTUBHBIE (POp-
MBI KHCJIOpOJa B3aWMOIEHCTBYIOT C pa3HBIMH OHMOMO-
JIEKyJlaMU, He TOJTBKO TTOBpeXIasi WX, HO U TIPOBOIUPYS
IIETTHBIE PeaKIuU JaJTbHENIIIero 00pa3oBaHUsI aKTUBHBIX
pamvKaJoB W3 JIMITUIOB, aMUHOKUCIIOT, HYKJICWMHOBBIX
kucioT uT.n. [loBpexmeHne TKaHU TIPOSBISETCS He-
Kpo3oM, anornto3oM [18], pazButuem ¢udposa B moBpe-
KIEHHBIX OpraHax M JaXe IOsBIEHUEM HOBOOOpa3oBa-
HMil. Pe3yabraToM akTUBaIMd CBOOOTHOPATUKATBHBIX
TIPOIIECCOB B KJIETKAX MOXKET OBITh MyTareHe3, KaHIIepO-
reHe3, (oToaUIepPTHsi, TEMOJIN3 SPUTPOIIUTOB, TTOMUMO
HEeKpo3a KJIeTOK 1 (rdpo3a mopakeHHbIX opraHoB [18].

XapaKTepHbIM TIPOSIBJICHUEM OKHUCITUTEILHOTO CTpeC-
ca (TMIIOKCUYECKOTO CHHIPOMA) SIBIIIETCS HapylIeHUe
CTPYKTYPBI I aKTUBHOCTH MHOTUX (D€PMEHTOB, B YaCTHO-
CTH, BBISIBIIIEMBIX TIPY YBEIMYEHUU B KPOBU U /WK MOYE
conepKaHus psIa MPOAYKTOB, 3aBUCSIIINX OT M3MEHEHUSI
UX aKTUBHOCTH.

MoueBas kucjora. Hanbosiee M3BECTHBIMU TMOKa3a-
TeJISIMHA HapyleHHUsT (GYHKIMU (DEepMEHTOB TTPU OKUCIIU -
TEJIBHOM CTpecCe SIBIISIOTCS MO4YeBasi KHUCJIOTa W FOMO-
IIMCTEWH, HaKaIUTMBAIOIINECS B pe3yJIbTaTe HapYIICHUS
ITypUHOBOTO OOMEHA WJI OOMeHa METHOHWHA COOTBETCT-
BeHHoO [10].

DHAOTeHHBIE MEePEKUCHbIE MPOAYKTHI U IPYTHe TOK-
CHKaHTBI OOYCJIOBJIMBAIOT HE MPOCTO CHIDKEHWE aKTUB-
HOCTH (bepMEHTOB ITyPUMHOBOTO OOMEHa, HO BBI3BIBAIOT
TeHHBIC MYyTallMd B COMaTUYECKUX KJIeTKaX, He Iepeia-
IolMecs T10 HacJeACTBY. Ha CeromHsIIHuN IeHb TMpH-
3HAHHBIM MapKepoM HapylleHUs ITypuHOBOTO OOMeHa
HapsiIy C TUIIEPYPUKO3YPUEH W yPUKO3EMUEH SBISETCS
CHIDKCHUE aKTMBHOCTU B JIMMGOIUTAX OTHOTO W3 OC-
HOBHBIX (PEPMEHTOB CHHTE3a MYyPUHOBBIX HYKJIEOTHIOB
— TUMOKCAHTUH-TyaHUH-(dochoprubdo3ua-TpaHcdepasbl
(I'T®PT), reHHbI JIOKYC JTaHHOTO (DepMeHTa pacroJa-
raeTcsl B UTMHHOM ILIeUe XPOMOCOMBI X U TOIABEPKECH
MyTallMsIM B cOMaTU4ecKux kiaeTtkax [19]. ¥V nauu c me-
(ekToM 3TOTO hepMeHTa TOBHITIICH OMOCUHTE3 MOUEBOM
KUCJIOTHI B CBSI3U C HAKOTUICHUEM €€ TIPEIIIIeCTBCHHUKOB
B TKaHSIX: TUTIOKCAHTWHA Y TYaHWHA U MOBBIIIEHUEM aK-
TUBHOCTH KCAHTWHOKCHUIA3HBI, IUTSI KOTOPOI 3T OCHOBA-
HWSI SIBJISTIOTCSI CyOCTPATOM B ITpoIlecce CHTe3a MOUEBOM
KucyoThI [19].

VBeTMUEHHYI0 YacTOTY TeHHBIX MYTallMii B JIOKyCe
ITO®PT comMaTMyecKMX KIETOK OTMEYAIOT TPU pas3ind-
HBIX CEpAEUYHO-COCYIUCTBIX 3ab0eBaHusIX. OnUcaHO He-
CKOJIbKO CJTy9aeB CMEPTU OOJIBHBIX C ITOBBIIIEHHBIM CO-
JepXKaHMEM MOYEBOM KMCIOTHI M TUTTOKCAHTUHA B KPOBH.
Kpome I'TOPT, ymereit ¢ HebponatmsiMu OOHapyXeH
IeUUNT 1 Apyrux (epMEeHTOB Aerpagallii yPUHOBBIX
METabOJUTOB — aIeHO3MHAEe3aMIHA3Hl 1 ITyPUHHYKJIICO-
tua- pocdopunasel [20]. Kpome Toro, mokazaHo, 4to 3T1

NEPELJOBAS

nBa (hepMeHTa ITyPUHOBOTO OOMEHA SIBJISIIOTCSI PETYIISITO-
pamMu oOMeHa HYKJIEOTHIOB, OMOXUMUS KOTOPBIX TECHO
cBsi3aHa c (usmnosorueit aumdbouutoB. Obda depmeH-
Ta CJIyXaT MMIICHBIO U XUMUYECKOTO BO3MEHCTBUS
U OTIPENEJISIIOT  YYBCTBUTEIBHOCTh K KCEHOOMOTHKAM,
B TOM umcie K jJekapcrsam [10, 19, 20].

VY nmeTeii ¢ OBBIIIICHUEM COIEPXKaHWSI MOYCBOM KHC-
JIOTBI B KPOBU W/WJIV B MOYE TaKXKe OTMEYEHO 3HAYM-
TeJIPHOE YBEIMYCHUE aKTUBHOCTH TPEThero (hepMeHTa
Jerpaganuy MypUHOBOTO OOMeHa KCAaHTUHOKCHIA3hl —
dbepMeHTa cMHTE3a MOYEBOI KHUCIOTH. B cBOIO ouepens
aKTMBAIMSI KCAHTUHOKCHMIA3bl OOYCIOBJIMBACT Pe3KOe
TTOBBIIIICHWE 00pa30BaHUs aKTUBHBIX (HOPM KHCIOPO-
na (cynmepakTuBHbI aHunoH, H,0)) uaktupauuio Ime-
pekucHbIX TMpoueccoB. K coxaneHuto, obpasyrouiasicst
TIPY 9TOM B M30BITOYHOM KOJIMYECTBE MOYEBasi KHMCJIOTa
CTAaHOBUTCS TMapamoKCaTbHBIM (haKToOpoM HasTbHEUIIei
AKTHBAIINH ITEPEKUCHBIX ITPOIIECCOB BOIIPEKU €€ aHTUOK-
CHUIaHTHOMY JEUCTBUIO NP (hU3UOJTOTMUECKUX KOHIICH-
Tpauusax (mo 0,25 MKMoOJIb/JT), T.€. HaOJMtoJaeTcs IIaTi-
3 dekT. B MOBHIIIEHHBIX KOTMUYECTBaX MoUYeBask KMCIOTa
CITOCOOCTBYET TIOBPEXICHUIO SHIOTENNSI, 00pa30BaHUIO
aTepockiIepoTHIecKux oisiiex B cocynax [10, 21].

[Momo6HOE melicTBHME Ha COCYIObl OKa3bIBAET TOMO-
LIUCTEUH — TPOMEXYTOUYHAsT aMUHOKUCIIOTa B OOMeHe
MeTnoHUHa. [loBBIIIEHNE coMepKaHUSI TOMOIIMCTENHA
B KPOBU SIBJISIETCS MIPU3HAHHBIM (DaKTOPOM TTOBpEXIe-
HUSI DHIOTENUS] COCYIOB W TpoMOooOpazoBaHus [22].
B HOopMe TOMOIIMCTEWMH OBICTPO BBIBOIUTCS W3 IIUP-
KyJSSUUW B CBSI3M C MHTEHCUBHBIM MCITOJIb30BaHUEM
ero SH-Tpynm B cMHTe3¢ psifla BaXKHEUIITUX PETYJISATO-
poB oOMeHa BelllecTB. B HopMe B KpOBU TOMOIIUCTEVH
CBSI3bIBAETCS C O€JKaMU, B OCHOBHOM C aJlbOyMUHOM,
o0pasys Iucyiab(PUIHYIO CBSI3b C IIUCTEMHOM. [oMo-
LIUCTEUH SIBJISETCS OTHWM W3 BRICOKOTIATOTEHHBIX
dbakTOpOB pHICKa TOBPEXACHUS OSHAOTEIUS COCY-
OB, B YaCTHOCTH B IIOYKaX. B oOMeHEe TOMOIIMCTEU-
Ha B HOpMe yvacTByeT 10 10 pa3nuuHbIiX (epMEHTOB,
creluUUecKd KaTaJu3UPYIOIIUX ero ouorpaHcdop-
MaIuio, PeyTUIU3AIlMI0 WU dJIMMHUHamuio. Hapymre-
HHUE aKTUBHOCTH 3TUX (HEpPMEHTOB IIPUBOIUT K 3a/Iep-
XK€ TOMOIIMCTeNHA B IMPKYJISAIIUK. JIeKapCTBEeHHBIMU
CpeICTBAaMHU, TMOBHIIIIAIOIIUMHA YPOBEHb TOMOIIMCTENHA
B KpoBH, gBisitorcst NO, MeToTpekcart, U30HMa3uI, Te-
HULIMJUIAMWH, aHTUKOHBYJBCAHTHI, aHTUAMUJIEIITUKU
u 1p. [ToBeIlIeHWE YPOBHSI TOMOLIMCTEHA B KPOBU SIB-
JsieTcsT (paKTopoM pucKa HedpocKiiepo3a, CepaeaHO-
COCYIUMCTHIX 3a00JIeBaHUM, IIepeOpPOBACKYIIPHON TIa-
ToJIOTUU, aTepockiepo3a [23]. Ob6s3arenbHOEe yyacTue
B 0OMEHE TOMOUMCTEMHA MPUHUMAIOT BUTAMUHBI B,
B,, donuesas xucnora. Hapyuienus B oOMeHe roMo-
LIMCTEWHA CBS3BIBAIOT C MATOJIOTMEH MTEUYEeHU U MOYCK,
TUMOKCHEN, HEeIOCTATKOM THUPEOUIHBIX TOPMOHOB,
MIPUEMOM JIEKapCTBEHHBIX TTPEITapaToB, 3JI0YIIOTpeoIIe-
HueM Kode. CumTaeTcs, YTO MOBBIIICHUE COMePKAHUS
TOMOIIMCTEHA B KPOBU SIBJISIETCST 60siee MH(pOpMaTUB-
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HBIM TTOKa3aTejeM MOBPEXACHUST SHIOTENUs COCYIO0B,
YeM TTOBBIIIIEHHBINT YPOBEHb XOJeCcTepuHa. [omoIln-
CTEeWH W IpYyrWe 3HAOTEHHBIC TOKCHUKAHTHI, HaKallJIu-
BasiCh TPU IJIUTEITBHBIX, MOBTOPSIONIMXCS CHUTYaIUSIX
C HapylieHueM OOMEHHBIX MPOLECCOB, CO3AAI0T PUCK
XPOHUYECKUX, MPOrpecCUpyIolinx ¢ BO3pacToOM coma-
TUYECKUX 3a00JeBaHUIi, B YACTHOCTU CEPIEYHO-COCY-
JTUCTBIX [22].

B cBs13u ¢ oOHapyXeHueM HaKOIUIEHUS XeJie3a B CO-
cynax B 00J1aCTH aTePOCKIEPOTUIECKUX OJ1s1eK [24] Oblia
BbIJIBUHYTA €11le OIHA TeOpUsl NTaTOTeHe3a aTepoCKIepo3a
— «KeJle3Hasi»: XKeJIe30 SBJISETCS MOIITHBIM aKTUBATOPOM
npolecca NepeKrucHOro OKMUCAEHUSI, UYTO B CBOIO OUEPENb
00YCITOBIMBAET ITOBHIIIICHHBIIT CHHTE3 JIMITUIHBIX MEIHa-
TOpoB BocnayieHus1. [TokazaHo, YTO CHUXKEHUE ColepKa-
HUs Xejie3a B OpraHu3Me (aHeMusi) COUeTaeTcsl CO CHM-
>KEHMEM pUCKa aTepockiiepo3a [22] Kak B 9KCepuMeHTe
Ha XXMBOTHBIX, TaK WY 4YeJIoBeKa. B Hacrosiee BpeMst
XOPOILIO JOKYMEHTUPOBAHO HAKOTJIEHUE XKeJie3a U LIMHKa
B CEpALIE U a0pTe MPU MPOrPECCUPOBAHUM aTEPOCKIEPO-
3a B 9KCIIEPUMEHTE Ha JKMUBOTHBIX U TIPY STTUAEMUOJIOTH-
YECKUX UCCIIEOBAHUSIX.

DKcnepuMeHTAIbHbIE M KJIMHUYECKHE HCCIeI0BAHUS.
3HaveHNe FHIOTCHHON MHTOKCUKAIINK U €€ POJIb B TTATO-
reHese aTepocKiiepo3a ObUIM U3yYeHbl B OKCIEPUMEHTAX
in vitro, in vivo y XXVIBOTHBIX, a TaKXXe Tpy 3a00J1eBaHUSIX
y IETEN U Y B3POCIIBIX.

B MozmeTbHBIX  3KCIIEpMMEHTaX Ha YIOPSIOYeHHBIX
0eJIKOBbIX MOHOCJIOSIX HaJl XUAKOH cyddasoii B pucyT-
CTBUM WJIU OTCYTCTBUE JIUMUAHOTO OUCIOST (JIEHIMIO-
POBCKME TUIEHKM) ObLJIO YCTAaHOBJIEHO, UTO B pe3yJibTaTe
TMEUCTBUS PA3IMIHBIX CYOTOKCHUYECKMX 03 TOKCUKAHTOB
B cyOasze mpoucxoasiT KoH(GOpPMallMOHHBIE MEPECTPOii-
KU OEJTKOBBIX MOJEKYJI C MHTCHCUBHBIM YBEIMICHUEM
WX CTIOCOOHOCTH 3aXBaThIBaTh MUKPO3JIEMEHTHI W3 BOJI-
HOIi CpeJibl C BHICOKOI CTEMEHbIO €€ OYUCTKU OT MOHOB
(10-"M). Ha ucToyHMKe CUHXPOTPOHHOTO W3ITyYCHUS
(ESRT, ®panuust; KMCH, Poccust) Takoe M3MeHeHUE
0EJIKOBbIX MOJIEKYJT ObIJIO YCTAHOBJEHO B MPUCYTCTBUU
HeOmaronpusATHEIX (akTopoB [25, 26]. IlomydeHHBIE
JMAaHHBIC MOXHO OOBSICHUTH YBEIMUECHUEM IOCTYITHOCTH
aJICOPOITMOHHBIX IIEHTPOB TSI MUKPO3JICMEHTOB TIPH M3-
MeHEeHUU KoHGbOopMalMy OeJIKOBbIX MOJIEKYJ MO IeHCT-
BUEM MOBPEXIAIOIINX (PaKTOPOB.

CiienytolyM 3Tanom ornpeaesieHrsl MaTore HeTUYECKO
POJIY SHAOTEHHOI MHTOKCUKALIMU B PA3BUTHUU aT€POCKIIe-
po3a SIBUJIOCHh 3KCHEPUMEHTAIbHOE BOCIPOU3BEICHUE
TMAHHBIX HapYIIeHWA Ha KpbicaX (BCESIHBIC XUBOTHBIC)
C TIOMOIITBIO  €XXETHEBHOTO BBemeHUsT By 1% xo-
JIECTEpMHA, aTaKXe BTeyeHHe 3 nHeil — BuTammHa D,
(75 ME/Kr) 1 BXUBJIEHUS JIECKU B OPIOIIIHYIO aopTy [25].

Hawnbonee mHbOOPMAaTUBHBIMU TTOKA3aTEISIMU MHTOK-
CHKAIlMY B KPOBU KMBOTHBIX OKa3aJIMCh He XOJIeCTEPHH,
a nosbilieHue conepxanus JITIHII, Ttpurnuuepunos,
MOYEBOM KWCJIOTBI, WHAEKCAa TOKCWMYHOCTH TIO aib0y-
MUHY U cHukeHue coaepxanus JITIBIT. Kpome Toro,
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ITOKa3aTeJIbHBIM SIBUJIOCH YBEIMUCHUE COICPKAHUS XKe-
Jie3a, MIMHKA, MEIW W XpOoMa B TKaHM aopThl B 00JacTh
BOCMAJIEHMSI U HaMevalolencs JUMUAHON OJsIIKU (Jie-
cKa). AHaJIM3 MUKPO3JIEMEHTHOTO COCTaBa TKaHEH Ipo-
BOAWICSI C ITOMOIIbIO JTAOOPATOPHOTO PEHTTEHOBCKOTO
cnektpomerpa PICOFOX S2 (Bruker). CopepxaHue
MHKPO3JICMEHTOB B CHIBOPOTKE HE MEHSUIOCH 3a BPeMsi
aKcrnepuMeHTa. Mopdoornueckue MccieqoBaHus TKa-
HM a0PTHI B 00JIACTH BOCTIAJICHUSI TTO3BOJIMJTY YCTAHOBUTD
HakorieHue Kanbuus [25]. Ha ¢poHe neyeHust conepxka-
HHE MUKPO3JIEMEHTOB M KaJIbITUS B TKAHW a0PTHI 9KCIIe-
PUMEHTAJIbHBIX XKUBOTHBIX HOpMain3oBasioch. Ocoboro
BHUMAHUS 3aCTy>KUBAJIO 3HAYUTEIIBHOE W TOCTOBEPHOE
CHUXEHHUE TMoKa3aTejell 3HAOTEeHHOW WHTOKCUKALUU
B CbIBOPOTKE KPOBU (MHIEKCA TOKCUYHOCTU IO ajibOy-
MUHY, TPUTIUIEPUIOB, MOUYEBOM KHUCIOTHI). OTCYyTCT-
BHE U3MEHECHUS COIMEePXKaHMS XOJIeCTepUHA B CHIBOPOTKE
KPOBU CBUJIETEIIECTBOBAJIO O HAYaJIbHOW COXPaHHOCTH
CITOCOOHOCTH OPTaHM3Ma XUBOTHBIX BHIBOAMTH M3 KPOBU
M30BITKN XOJIECTepUHA (3HIO- U 9K30TeHHoro). [IpuBe-
JNCHHBIC MaHHbBIC MONTBEPKIAIOT POJIb YHIOTCHHON WH-
TOKCUKAIIMU B [aTOT€HEe3€ aTepocKepo3a, HaKOIIeHUU
MHKPO3JICMEHTOB B TTOBPEXKICHHBIX OOJIACTAX TKaHU
A0PTHI Y 9KCITEPUMEHTATBHBIX JKUBOTHBIX C XapaKTePHBI-
MM MPU3HAKaMU aTepoCKIepo3a.

CreyroImmuM 3TarioM WCCIICIOBAHUS MUKPO3JIEMEHT-
HOTO COCTaBa aTePOCKICPOTUICCKIA N3MEHEHHBIX COCYIOB
ObLIO pa3fesibHOE OIpenesieHUe COAEPXKaHUSI MUKDPO3-
JIEMEHTOB W KaJIbIIMsI B ayTOIICUIHBIX COCymax (aopta)
y noxkuisix monei (70—90 net), yMepiimx ¢ AMarHo3oM:
uileMuyeckasi 00Je3Hb cepilia, KapauoBacKyssipHast 60-
Jie3Hb (MHpapkT). B iMnuaHbIx O/siiKax Ha MOBEPXHOCTU
COCYJIOB COfiepKaHMe KeJle3a U IIMHKA OBUTO MUHWMAJThb-
HBIM TIO CPaBHEHMIO C TKaHBIO BOCITAJICHHOTO SHAOTEIHS
MO/ OJISIIIKOM U ¢ TKAHBIO «MHTAKTHOTO» SHIOTEIMS B CO-
CeIHUX O0JIacTIX Tex ke cocynoB. Hamborbliiee Konauye-
CTBO XeJle3a M IIMHKA OTMEYaJioch B BOCTIAJICHHOM 3HIO-
TEJTUU TTOM, OJISIIITKOM, 8 HAMOOJIBIIIee KOJTMIECTBO KaJThIIHSI
(B 10—20 pa3) ObLIO B JIUMUIHBIX OJISIIIKAX (KaJTbLIUEBbIE
MBLTa), HO He B TKaHW 3HIoTeNus [24, 26].

Takue Xe pa3nmuIusl B COMEpKaHUU MUKPOIJIEMEH-
TOB B OTJEJIbHBIX O0JIACTIX aTePOCKIEPOTUICCKU TTOBpe-
KIEHHBIX COCYIOB OOHAapyXXEeHBI U IPYTUMU aBTOpPaMHU.
W3BecTtHO, uTO cKoruteHne Fe3™ B TKaHM CHoOCOOGCTBYeT
00pa3oBaHMIO aKTMBHBIX (pOpPM KHCIIOpOnaa, a U30BITOY-
HOE CKOITICHUE ITMHKA MOXET IMPUBOINUTH K aKTUBAIIMU
arornro3a, mnpoaudepaluu KIETOK, POCTYy OIyXoJei
(B OTIIMYME OT €T0 YMEPEHHOTO HAKOIICHUS C aHTUOKCH -
JAHTHOM aKTUBHOCTBIO 33 CUET KOHKYPEHIIUH C JKEJIe30M
3a CBA3BIBAIOIINE JIOKYCHI). JIOTMYHO TIPEIIOIOXUTH,
9TO GEJIKM, B YACTHOCTH, TPAHCTIOPTHPYIOIINE JTUITUIBI
M XOJIECTEPUH, C U3MEHEHHOW KoH(opMaluei, 3akKpe-
IUICHHON WHTCHCUBHO 3aXBauCHHBIMA MUKPO3JIEMEH-
TaMU, OCEAAIOT B CTEHKAaxX COCYA0B (OCOOEHHO KPYIHBIX
apTepuil ¢ BBICOKOH CKOPOCThIO KPOBOTOKA JINOO MUKPO-
COCYJ/IOB C HU3KOM CKOPOCTbIO KpoBOTOKA). CTaBIlIMe Uy-
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KEPOMHBIMU CTPYKTYpaMu (aHTUTEHAMM) CO CHIDKEHHOM
TPaHCMOPTHON (byHKIMENH, Takue OeJKU pachanaloTcs
Ha COCTABIIIOIINAE C BBIITAICHUEM B OCAIOK KpHCTaJI-
JIOB XoJyiecTeprHa (OJISIIKM), a 6eTKoBasi 9acTh OCTaeT-
Cs B 9HIOTEJINU, TIOCTETIEHHO pa3BUBasi ayTOMMMYHHBIN
BOCITAJIUTEIBHBIN Mpoliecc [26].

CBUIETETLCTBOM TTOBBIIICHUS B OPTaHU3ME KOJIMUe-
cTBa 0€JKOB, MOAMGUIIMPOBAHHBIX SHIOTEHHBIMU TOK-
CMHAMM C BBICOKMM COIEpXaHWEM MUKDPO3JIEMEHTOB,
SBUJIOCH OOHapyXeHHWE WX B MOYE JIETeil, HaXOMSIIMXCS
B CTallMOHApe Ha JICUCHUU C Pa3TMIHON COMAaTUIESCKOM
HacJIeICTBEHHOU WK MpuoOpeTeHHOoM naTojorueit. Tpa-
TUITMOHHBIMU METOIaMU y IeTei He OTpenessTuch oen-
KU B MO4Ye, YTO OOYCJIOBWJIO HEOOXOIMMOCTb BBIACISATH
VX M3 MOYM B BUJIE allETOHOBBIX MOpoikoB. KomnmyectBo
BBIIIEJICHHBIX MUKPOTIPOTEHIOB MOUYU Y OOJIbHBIX AETeH
ObLJIO 3HAYMTEJbHO BbIlIEe (B 2—8 pa3) MO CPaBHEHUIO
€0 310poBBIMUA. OCHOBHBIMU (DPaKIIUAMU BBIICIEHHBIX
0ETKOB OBUTM MUKPOATBOYMUHBI W B-TJIOOYIMHBI, B CO-
ctaB KoTopbix Bxoms1T JITTHII. ¥ GonbHBIX neTeit oTMeva-
JIOCh 3HAYUTEJIBHOE TIPEBBIIIICHNE CYTOYHOM SKCKPEITUN
KeJle3a M IIMHKA ¢ 6eJIKaMi MOYH. Y BCeX 00CIeIOBaHHBIX
JeTeld B KPOBU OBITN BBISIBIICHBI IIPU3HAKY XPOHUYCCKOM
WHTOKCHUKAIIUW B BUAE TUTTIOKCUIECKOTO CTHIPOMA C aK-
THUBAalMel aHAdPOOHOTO TJIMKOJIN3a, HAKOIICHUEM JIaK-
TaTa ¥ IMApyBaTa, MPOAYKTOB MEPEKMUCHOTO OKWCICHUS
JIUTIMIOB, HAPYIIICHUEM ITypUHOBOTO OOMEHA W TTOBBIIIIE-
HHMEM YPOBHST MOYEBOI KUCIIOTHI, aKTHBAITUEH IIEJIOTHOMN
docdaTasbl 1 JaKTaTIETUAPOTreHA3bl, U3BMEHEHUEM JIeii-
KOIIMTAPHOTO WHIEKCa WHTOKCHKAIIUM, TOBBIIIICHUEM
SKCKPEIUN C MOYOH MOJIEKYJT CpemHeld Macchl U MOdYe-
BOI KWCJIOTHI, TTOSIBJICHMEM TTPU3HAKOB CHITKEHUS OMO-
sHepreTnkd. Kak yxe yImoMHUHAaJIoCh, ModyeBasi KHUCIOTa
B OpraHuM3Me JIeHCTBYeT Hamoaobue 4esHoka: B pu3no-
Jlornyeckux KoHueHtpauusx ( 0,25 MMoJib/J1) BBITIONHSI-
€T aHTMOKCUIAHTHYIO (DYHKIIUIO (MYCOPIITUK aKTUBHBIX
dopm Kuciopona), a B 60j1ee BHICOKMX KOHLIEHTPALIMSIX
TIPOSIBJISIET TIPOOKCUIAHTHYIO aKTUBHOCTH U SIBJISICTCS
MapKepoM BBICOKOTO pucKa atepockiepos3a [21]. Bce
TIepeYncIIeHHBIe M3MEHEHHBIC TTOKA3aTeId XapaKTepHbI
IUTSI SHIOTEHHO MHTOKCUKAITUY U CTIOCOOHBI TTPUBOIUTH
K TaJbHEHIIIeMy XpOHMYECKOMY HapyIIeHUI0 0OMEHHBIX
npoueccoB [17] He TOJbKO y AeTeil, HO U Y B3POCJIbIX.

3AK/IIOYEHUE

AHanmu3 HauOoJiee 4acTo OO0CYyXJIaeMbIX ITaTOreHe-
TUYECKUX MEXaHM3MOB aTepOCKJIEp03a CBUIACTEHLCTBY-
€T 0 BKJIaJie KaXXJIO0ro U3 HUX B Pa3BUTHE U XPOHU3AIUIO
naHHo# martoiornu. Yrto ke mnx ooveauuser? He Hacra-
Jla I TIopa «cobupaTh pa3dpocaHHble KaMHU»? Hanbo-
Jiee TIyOOKO M3ydeH TMaToreHe3 BOCIMAJIUTEBHOTO MPo-
lecca TIpU aTepOCKIIepo3e. YCTaHOBIIEHO HapylleHUe
TYMOPAJIbHOTO M KJIETOYHOTO MMMYHUTETA, TTOBBIIIICHUE
CHHTe3a OEJIKOB OCTPOi (ha3bl BOCTIAJIEHMsI, aKTUBALIUST
npordepaliy TIagKOMBIIIEYHBIX KJIETOK COCYIMCTOM

NEPELJOBAS

CTEHKU U Apyrue usmeHeHusi. OmHaKo He obcykiaercst
BOIPOC O MEPBOHAYAIbHBIX NMPUUYMHAX PAa3BUTHS BOCHa-
JIEHUSI B OTIEJIbHBIX 00JACTSIX COCYAUCTBIX cTeHOK. Co-
3[1a€TCsl BIEYATIEHUE, YTO BOCIAJICHUE SIBJISIETCSl BTO-
PUYHBIM CUHJIPOMOM CO BCEMU 3aKOHAMU €T0 Pa3BUTHUSI.

«XoJecTepuHOBasT TEOPHs» aTePOCKIIepo3a, OCHO-
BaHHAs Ha TOSIBJICHUM TullepxoiectepuHeMunt B 50%
cJlydyaeB MaToJIOTMU U CKOIUIEHUU €r0 B aTePOCKIEPOTHU-
YeCKUX OJISIIIKAX, HE OOBSICHSIET MYCKOBBIX MEXaHU3MOB,
00yCJIOBIMBAIOIIMX HapylleHHue oOMeHa XOJIeCTepUHA;
MO CYTU TMIEPXOJIECTEPUHEMUS TAKXKE SIBJISIETCSI BTOPUY-
HbIM CUHIIPOMOM aTepockiepo3a. BaxkHbIM 3Tanom B U3-
YUYEHUM MaToreHe3a aTepocKiepo3a SIBISIETCS Teopusl,
B OCHOBY KOTOPOIi MOJIOXEH MPUHLUI NaTOJOTUH MOTU-
€HOBBIX XKUPHBIX KUCJIOT C YUETOM POJIM OKUCITUTETBHOTO
cTpecca, NoBpexXaeHus: PYHKIIMI TPaHCIOPTHBIX OETKOB
kposu (JITTHII, JITIBII. ans6ymMuHa) U UX pelenTOPHOTO
anmnapara B kjietkax. [Ipy aToM BaxHeiillieM CUMIITOMO-
KOMIIJIEKCE aTepOCKIEPOTUYECKOTO Mpoliecca OCTalOTCs
B CTOPOHE U3MEHEHUE MUKPO3JIEMEHTHOTO COCTaBa are-
POCKJIEPOTUYECKUX OYAroB BOCIAJIEHUSI U MPUUMHBI JIO-
KaJIbHOM XpOHU3ALIMU HAPYIIEHU .

Meraboauyeckuii CHHAPOM MPaKTUUECKU BCEraa ac-
couumpyetcst ¢ arepockjiepo3om. CuuTaercs, 4YTO caM
rno cebe OH He gBIsieTcsl crieunubUuyecKoil 0oJie3HbIO,
HO CJIY>KUT (PaKTOPOM BBICOKOTO PUCKA Pa3BUTHUSI Kap-
nUoBacKyJsipHol Oosie3Hu. [loguepkuBalOT Hajluyue
BHEIIHUX (PAaKTOPOB — TMepeenaHue, 00e31BUXEHHOCTD,
MCUXOJIOTUYECKUE TMPOOJEMbI, a TakXKe 3DHIOTEHHBIX
TOKCMHOB (MOY€Basl KUCJIOTa, TOMOLMCTEWH) B KPOBM.
BosbLIMHCTBO aBTOPOB HE OOHAPYKMBAIOT FTEHETUYECKOM
MPeAPaCIONOKEHHOCTU K Pa3BUTHIO METabOJUYECKOTO
CUHIpOMA, OJJHAKO Yy IeTel ¢ MeTabOINYECKUM CUHAPO-
MOM ObLIO MOKa3aHO YBEJIMYEHUE KOJUYEeCTBA CUMIITO-
MOB UM YCUJIEHUE KOPPEJSILIMiA MEXTY HUMU MPU HapacTa-
HUU YaCTOThI BCTPEYAEMOCTU HEOJIArONPUSITHBIX aJljiesieit
reHoB ACE, arnoAS, anoAl, anoC3 u anoE [1, 15].

ITpu aTepockiiepo3e OCHOBHBIMU 3HJOTEHHBIMU TOK-
CUHAMU SIBJISIIOTCS MIEPEeKMCIEHHbIE BEIIeCTBA, HAKOTMB-
Mecst B JUIMTEIbHO IIEMU3MPOBAHHBIX TKAHSX, 4 TAKXKE
BBIACJISIONIMECS U3 KJIETOK MPU UX MOBPEXAESHUN KUCIIO-
POIHBIMU PaTUKAIAMHU B YCJIOBUSIX HECOCTOSITETbHOCTU
CUCTEMbl aHTUOKCUJAHTHOM 3auIuThl. [1pu sHHOreHHOI
MHTOKCUKALIUU UMEET 3HAaUeHUE U OOMEHHBIN MEXaHU3M,
00YCJIOBJIEHHBIN M30BITOYHON MPOAYKIMENH TOKCUUHBIX
cyoctanumii. Haubosiee oOcCyxknaeMbIMU OOMEHHBIMU
SHIOTEHHBIMU TOKCUKAHTAMU SIBJISIIOTCSI MOBBILIEHHBIE
KOJINYECTBA B KPOBU MOYEBOW KHUCJIOTbl M TOMOLIUCTEU-
Ha, KOTOpbIE MOBPEXIAIOT SHAOTEINI COCYI0B U CIyKaT
MPU3HAHHBIMU  YYaCTHUKAMU aTePOCKIEPOTUYECKOTO
npoiiecca. «BuHOBHUMKaMu» 3TOil OOMEHHON IaTOJIO-
TUU SBJISIIOTCS HApYILIEHUs (TOM YUCjie TeHETUYECKU 00-
YCJIOBJIEHHBIE) (PYHKIIMU MHOTOYUCIEHHBIX (DEPMEHTOB,
YUYACTBYIOIIUX B CUHTE3€, PEYTUIM3ALNU WIU DJIMMUHA-
LIMU JAHHBIX TPOYKTOB OOMEHA BEILIECTB.

IIpu conocTaBiieHU pa3HBIX TEOPUIl aTEpPOCKIEpPO3a
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BO3HHMKAET MPABOMEPHBIN BOMPOC: HET JIU eIUHOW TPH-
YUHBI OJHOBPEMEHHOIO BOCIAJMTEIBHOTO Mpollecca,
JTUCTUNUAEMAN, TIPOTU(Eepaliiy TJIaIKOMBIIIECUHBIX KJIe-
TOK, 06pa30BaHUST aTEPOCKIICPOTUUECKIX OJISIIIEK, TTOBPe-
KAeHUST 9HI0TENUs1? MOXHO C yBEPEHHOCTbIO CUUTATh,
YTO BCE THIATEIbHO M TTIyOOKO M3ydeHHBIE TTaTOreHeTHYIe-
CKUE MEXaHU3MBI Pa3BUTHST aTEPOCKIIEPO3a SBIISIOTCS BTO-
PUYHBIMU T10 OTHOIIEHHIO K eIMHOMY (DaKTOPY, KOTOPHIiA
JIEHCTBYET TIEPUOIUYECKU, ¥ HapacTaHWe CUMIITOMOB 3a-
6oJIeBaHUS TIPOUCXOIUT JIATEHTHO, BOJTHOOOPA3HO B CBSI3U
C MIepUOINYECKUM YITyJIIEHEM JeTOKCUKAIUA OPTaHU3-
Ma. Bo3MOXHO, BCIEICTBME COXPAaHHOCTH JETOKCHIIN-
PYIOLIMX CITOCOOHOCTEM B JETCTBE aTEPOCKIIEPO3 PEAKO
JIMarHOCTUPYETCS Y IeTell, XOTs (DaKTOPhI MOBPEKICHMS
CEPIEUYHO-COCYIUCTOM CUCTEMBI MOTYT BBISIBJISITBCSI PaHO,
MOATBEPKAast MHEHHE, UYTO Pa3BUTUE aTepOCKIIepo3a, Me-
TabOIMUECKOTO CUHIPOMA U CepAEeYHO-COCYAUCTHIX 3a00-
JIEBaHMI1 HAYMHAETCS B ICTCTBE.

Jloka3aHoO, 4YTO HaKOIUIEHUE XeJie3a B OpraHu3Me Io-
JIOXKUTEJIEHO KOPPEIUPYET C YaCTOTOM KapANOBACKYJISIP-
Hoit Ooyie3Hu. OmHAKO IMPAKTUYECKU HE 00CYXIaroTcCs
MMPUYMHBI CKOTIJICHUS KeJie3a M IIMHKA B o4arax BocIajie-
HUSI COCYIIOB.

OOBSICHEHEM MHOTHX BOIIPOCOB O MEXaHM3Me pa3-
BUTHUSI Pa3IUYHBIX CHUHIPOMOB aTepOCKIep03a MOXKET
ObITh KOHIEIMS, COTIACHO KOTOPOM IO AeMCTBU-
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€M DPAa3JIUYHBIX SHJOTEHHBIX TOKCUKAHTOB W3MEHSIETCS
KOoH(popMaiusi 06enkoB ((hepMeHTOB, TPaHCIOPTHBIX,
PELENTOPHBIX) C MOSIBJIEHUEM B UX MOJIEKYJIax JOMOJI-
HUTEJIbHBIX JOCTYITHBIX JIMTAHIHBIX JIOKYCOB U arpec-
CUBHBIM 3aXBaTOM MUKPOSJEMEHTOB, 3aKPEIUISIOIINX
ux Moaudukaiuio. TpaHcdopmalivsi 6eJKOB HE TOJbKO
CHUXAeT WU MOJHOCTbIO YTHETAeT UX (DU3UOJIOTUUECKUE
(GYHKIMU, HO U I€JaeT UX YYXKEPOAHBIMU CTPYKTYpamu,
MMIICHSIMU [IJISI UMMYHHOI CHUCTEMBI C 00pa3oBaHUEM
aHTUTEN U peakliMell aHTUIeH — aHTUTENO B KJIETKax
pa3aMYHbIX OpraHOB W TKaHeil. UMeHHO mneperpyxeH-
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Ob30PbI JINTEPATYPbI

HennBa3uBnas BCHTIUIALIMA JETKUX Y HCIOHOIICHHBIX HOBOPO2KICHHBIX C PECIMPATOPHLIM

JIUCTpecc-CHHIPOMOM

0.9. Mumxunos, B.H. lopbaues

BypsATCKMIA rocyaapCTBEHHbIN yHUBEPCUTET, YnaH-Ya9; VMIpkyTckas rocyfapcTBeHHas MeovumMHCcKas akagemms nocnenu-

NIOMHOro o6pasoBaHnsg

Non-invasive ventilation in preterm infants with respiratory distress syndrome

O.E. Mitkinov, V.1. Gorbachev

Buryat State University, Ulan-Ude; Irkutsk State Medical Academy of Postgraduate Education

B 0030pe coBpemMeHHO#i JTUTEPATYPbI OCBEIIEHbI OCHOBHBIE MPOOJIEMbl IPUMEHEHHs] HEHHBA3HBHON BEHTHISINMH Y HEJIOHOMIEHHBIX
HOBOPOXKIeHHbIX. OnpesesieHbl NPEUMYIECTBA U HEJOCTATKH HUCNOJIb30BAHMS PA3JIMYHbIX YCTPOiCTB U MeTonoB. [IpeacrasieHnt
KpuTepnd 3¢)()eKTHBHOCTH U MPeTUKTOPHI HEYIaY HEMHBA3MBHOI BEHTWISAIMH. B HacTosIIee BpeMsi HEMHBA3UBHbIE METO/IbI BEHTH-
JISIMY Y HeJIOHOLIIEHHBIX HOBOPOJK/IEHHBIX HAXOJAT Bee 0oJIbiee NPUMEHeHHe B CTALMOHAPAX JI00O0r0 YPOBHS U HCIOJIb3YIOTCS JaxkKe

Y CaMbIX MAJICHBbKHX MALUECHTOB.

Karoueesnie crosa: nedonowenHoie HoBoOpodICOeH Hble, pecnUpamopHblil ducmpecc-cUHOPOM, HeUHBA3UBHAS BEHMUNAYUSL NeCKUX.

The review of modern literature covers main problems in the use of non-invasive ventilation in preterm infants. The advantages and
disadvantages of various devices and methods are identified. The criteria for the efficiency of non-invasive ventilation and the pre-
dictors of its failure are presented. At the moment, non-invasive ventilation methods are increasingly being used in preterm infants

at hospitals at any level and even in the smallest patients.

Key words: preterm infants, respiratory distress syndrome, non-invasive ventilation.

PecnnpaToprlﬁ JIUCTPECC-CUHIPOM SIBJISIETCSI OCHOB-
HOM MpUYMHOIN 3a00JIeBAEMOCTU M CMEPTHOCTHU Y He-
JIOHOIIIEHHBIX HOBOPOKICHHBIX. B ITpoIITbIe TOmBl CTaH-
JAPTHBIM JIEYUEHUEM PECITUPATOPHOTO AUCTPECC-CUHAPOMA
ObU1a MHTYOALMSI TpaXxeu W MCKYCCTBEHHAsi BEHTUJISILUS
JIETKUX Hapsiy € 3HIOTpaxeaJbHbIM BBEIEHUEM SK30TeH-
Horo cypdakTanTa [1—3].

XOTSl NaHHBI METOJ PecnUpaTopHOil Tepanmuu MOj-
TBEPKIEH BbICOKOW BbDKMBAEMOCTBIO HEIOHOIIEHHbIX
MJIaJICHIIEB, HA CETOAHSIIHUI JIeHb OH OJHO3HAYHO CUU-
TaeTcsl Ype3MEPHO MHBA3UBHBIM B CBSI3U C MOBPEXIEHUEM
JIbIXaTeIbHBIX MyTeil U JIETKUX W pPa3BUTHEM OPOHXOJIErod-
Hoit aucmnasuu [4—7]. TlpruMeHeHre MOCTOSIHHOTO MOJI0-
>KUTEIbHOTO AaBJIeHUs1 yepe3 HazaibHbie KaHionu (NCPAP
— nasal continuous positive airway pressure) sijisieTcst 6osee
MSTKO# (popMoii peciMpaTOpHOl MOMIEPKKU, TTO3BOJISIIO-
e CHU3UTD UCTIOIb30BaHKE UCKYCCTBEHHON BEHTWISILIUA
JIETKUX Y HETOHOUIEHHBIX AeTeil. B mocnenHee necstuierve
metonuka NCPAP B coueTaHun ¢ BBegeHUEM 3K30T€HHO-
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TO cypdakTaHTa IMPOKO BHEAPEeHA B KAYECTBE CTAPTOBOTO
METOMa PECTTMPATOPHON ITOIICPKKA Y HEIOHOIIIEHHBIX HO-
BOPOKICHHBIX C PECITUPATOPHBIM JUCTPECC-CUHIPOMOM.

OCHOBHBIC TIPUHIIMIIBI TIPOBEICHUS HEWHBA3UBHOMN
BEHTWISIIIMKA JOCTAaTOYHO KOHKPETHO OIPEAETICHBI B CO-
BPEMEHHBIX OTEYEeCTBEHHbIX IMyonukauusx [1, 8, 9], u pe-
KOMEHIOBaHHBIE B HUX aJITOPUTMBI TIPUMEHSTIOTCS] Ha Beeit
tepputopun PO [10]. Tem He MeHee UCTIONB30BaHUE HEWH-
Ba3WBHBIX METOIOB BEHTWISILIAM Y HEJOHOIICHHBIX HOBO-
POXIEHHBIX CTABUT PSIT BOIIPOCOB TIePeT KIIMHUIIUCTAMM.

NCPAP wm uHTYOAIMSA M UCKYCCTBEHHAS! BEHTHJISAINS
Jgerkux? JIns oTBeTa Ha AaHHBIA BOMPOC OOJBLIIMHCTBO
CcoBpeMeHHbIX myoskaiuii [11—13] ccbutaeTcss Ha MyJib-
TULIEHTPOBOE paHIoMU3upoBaHHOe uccienoBanue COIN
Trial Investigators [14], mposenenHoe c¢ 1999 mo 2006 r.
B ABctpamuu, Hosoit 3enanauu, CIIA, Kanane v EBpo-
1re. BbIi M3y4eHsl pe3ysbraThl JJeueHus y 610 MianeHIies,
POIMBILIUXCS B CpOKe 25—28 Hell 0epeMEHHOCTH, B 3aBUCH -
MOCTHM OT CTapTOBO#1 pecrniuparopHoii nomaepxkku: CPAP
(n=307) wmuHTYOALMs C MOCEOYIOIel MCKYCCTBEHHOM
BeHTWIsILMei Jierkux (#=303). OueHUBaIM 4YacTOTy Jie-
TAJTLHOTO MICXONA W Pa3BUTHST OPOHXOJIETOUHOW IVCTUTA3UN
B 36 Hell TOCTKOHIIETITYaJTbHOTO BO3pacTa.

B rpyrme CPAP 33,9% neteit ymepiu Wi UM GPOH-
XOJICTOYHYIO ITUCIIa3Wi0 TI0 cpaBHeHMIO C 38,9% marm-
€HTOB W3 IpyIIibl UHTYOauuu: oTHoleHue maHcoB (OR)
=0,80; p=0,19. Puck cmepTy MM HEOOXOAMMOCTD B I0Ta-
LMK KKCJIOpo/ia B Bo3pacTe 28 HE ObLIM MEHBbILIE B IPYIIIe
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CPAP, yem Brpynne WMHTYOAlLMM W UCKYCCTBEHHON BEH-
tsiiun Jterkux (OR=0,63; p=0,006). OgHako Tpu 3TOM
He OBUTO BBISIBJICHO 3HAYMMBIX Pa3IMUMil B YacToTe Jie-
TaJTbHOCTU. Takke B TPYINTe MCKYCCTBEHHOM BEHTWIISIIUN
JIETKMX B [Ba pa3a JaIlle WCIOIb30BaIM SK30TCHHBINA CYp-
(baxrant, a npumeHenue CPAP nokazano cHuxeHue mpo-
JOJDKUTETBHOCTY BEHTWIISILIMMI, HO YacTOTa ITHEBMOTOpaKca
Obl1a Bhile pu vcrionb3oBanu CPAP (9%), yeM B Tpyrire
HCKYCCTBEHHOM BEeHTHIIALIVM JIeTKUX (3%; p<0,001).

HecmoTpst Ha HeomHO3HAYHBIC PE3YJIBTATHl TaHHOTO
nccienoBanus, TexHoimoruss NCPAP B nagane XXI Beka
3HAYUTEIPHO TTOTECHWIA TPATUITMOHHYIO MCKYCCTBEHHYIO
BEHTWJISIIIMIO JIETKUX B KAYECTBE CTAPTOBOTO METONA PECTIH-
paTOpHOM TOMAEPKKY TTPU PECITUPATOPHOM JUCTPECC-CUH-
JIpOMe Y HETOHOLIEHHBIX HOBOPOXIEHHBIX [3].

Kakoe ycrpoiictBo CPAP snyume? [TpuHuMnuanbHo Bce
cucteMbl NCPAP pasnensiiotcsi o MexaHu3My CO3IaHusI
MOCTOSIHHOTO TMOJIOXKUTELHOTO JAaBJIE€HUSI B AbIXATEJIbHBIX
TIYTSIX, a €CJIM OBITh TOYHEE, TO TI0 MEXaHU3MY YIIPaBICHMS
SKCIUPATOPHBIM MOTOKOM. Paznuuator cucrembr CPAP
C TTOCTOSTHHBIM ¥ BAPHA0ETbHBIM ITOTOKOM.

K nepBbiM oTHOCSAT crcTteMbl under water tube «bubble»
(Hudson Respiratory Care, Inca Ackrad Laboratories,
Fisher-Paykel), cucremy 3KCnMpaTopHOro OrpaHudeHUst
(flow resistor), cucremy Boussignac (Vygon, Ecouen, ®pan-
LIMST) W Ta3-WHKEKIIMOHHBIE CUCTEMBI Ha OCHOBE KJIallaHa
Benveniste (Dameca, danust). JaabHeWlMM pa3BUTHEM
TexHosioruu Benveniste siBisiercst cuctema CPAP ¢ mocto-
ssHHbIM ToTokoM MEDIJET, ycoBepilieHCTBOBaHHBIN ar-
mapat koTopoit Medin-CNO no3BoJisieT TpoBOIUTh HEUH-
Ba3MBHYIO BEICOKOUACTOTHYIO BeHTWISALMIO [ 1, §].

Cyl1iecTByeT MHEHME, YTO KIIMHUYECKU Haubosee 3¢-
(extuBHbIMU siBIsTIOTCST cricTeMbl NCPAP ¢ nepeMeHHbIM
notokoM (flow variable) [15]. PazobuieHre mHcnuparop-
HOTO U 3KCITMPATOPHOTO TTOTOKOB OCYILECTBIISICTCS B CIIe-
IIMAJTbHOM YCTPOMCTBE — YHHMBEPCAJLHOM TeHeparope.
Hau6onee nzsectHbie u3 Hux: Infant Flow System (Viasys,
CIIA), Arabella System (Hamilton Medical Systems,
lseitapus), Alladin IT (Reno, NV, CLLA) [1, 8].

B aTOil CBSI3M TIpeACTaBIsSIeT WHTEpeC WCCIIeIOBaHME
K. Bober u coasr. (2012) [16], B KoTOpOM MpoOBeneHO CpaB-
HeHue Mexmy TexHukoi Infant Flow u yctpoiictBoM c 1o-
CTOSTHHBIM ITOTOKOM. Y 276 HOBOPOXXIEHHBIX Maccoit 750—
1500 r 1 recTaliIMOHHBIM BO3pacToM <32 Hel ITpU CpaBHEHUHU
OMIKAMIIMX HEOHATAThHBIX MCXONOB He OBLIO BBISBICHO
CTaTHUCTMIECKH 3HAYMMBIX TIPEHMYIIIECTB BapHaOeTbHOTO
ITOTOKA 33 UCKITFOYCHUEM YMEHBIIICHHSI YaCTOTHI ITOBPEIKIC-
HUI TKaHel Hoca.

B oGonee panHeM wuccinenoBanuu S. Gupta U COaBT.
(2009) [17] y 140 HEmOHOUIEHHBIX MJIANEHLIEB CO CPOKOM
rectarmu 24—29 Hen 1 Maccoit ipu poxaeHun 600—1500 T
cpaBHuIM 3 dexkTuBHOCTh IFD 1 Bubble CPAP. He otme-
YEHO CTaTUCTUYECKOW Pa3HWIIBI B YACTOTE OCJIOXKHEHUN
1 GOPMUPOBAHNM XPOHUYECKUX 3a00JIeBaHWIl JICTKUX,
TIPY 3TOM UTATETBHOCTh BEHTWIIIIMY Ha 50% ObL1a HIDKe
B rpymrie Bubble CPAP.

OB30PbI JINTEPATYPbI

B uccnenoBanuu A. Yagui u coasrt. (2011) [18] cpaBHuIu
BapuabenbHbIi ToToK (Servo-I; Siemens Elema) u mocro-
ssHHBIM noTok (Fisher and Paykel) y HOBOpoXXIeHHBIX Mac-
coit 21000 . He oTMeueHO pazivuuii B4YacToTe «Heyaay»
CPAP, cuHnpoma «yTeuku BO3OyXa», B IIPOAOJIKUTETbHO-
CTH BEHTWISIIUYN ¥ BPEMEHU KUCJIOPOMOTEePAITHH.

HecMmotpst Ha TeopeTHecKre JOCTOMHCTBA YCTPOWCTB
¢ BapraOeJTbHBIM TTOTOKOM, HET COIVIACOBAHHBIX NaHHBIX
0 KIIMHWYECKH 3HAYMMBIX TTPEUMYIIECTBAX IO CPABHEHUIO
C YCTPOICTBaMU C TIOCTOSTHHBIM ITOTOKOM.

Bosee yem copokaieTHUI OITBIT TPUMEHEHMSI HeMHBA-
3WBHOI BEHTWISIIIY Y HOBOPOKICHHBIX TIOKA3aJT HANOOJTh-
myto 3¢h@EeKTUBHOCTh KOPOTKMX OWHA3aJIbHBIX KaHIONb
(short nasal prongs). OqHaKo MHOTOOOEIIAIONIE BHITJISIUT
HCTIOJTh30BaHNE Ha3IBHOM MacKW HOBOM I'eHepaliu, oKa-
3BIBAOIICH MEHee TPaBMUPYIOIIee BO3NEHCTBIE Ha TKAaHU
Hoca. E. Kieran u coaBr. [19] cpaBHWIM pe3y/bTaThl 00CIe-
noBaHus 120 HOBOPOXKIEHHBIX Ha CPOKE recTallii MeHee
31 Hen, paHAOMU3UPOBaHHBIX MO criocody NCPAP — yepes
KOPOTKME Ha3aJlbHbIe KaHIOJIM WJIV ITOCPEICTBOM Ha3ajlhb-
HOI Macku. TpaBMaTu3arvsi Hoca oTMe4eHa B 00EHX IpyII-
TaX C OMMHAKOBOW YaCTOTOM, TIPY 3TOM HazaJbHbIe MacK1
nokaszanu 00sblyto 3¢h(GeKTUBHOCTD, YeM KaHIOJIU, B Ipe-
JOTBPAIIECHUN WHTYOAIIM W MCKYCCTBEHHON BEHTWJISILIN
JIETKUX B TeYEHUE 72 4 TIOCTIe POKIEHUSI.

NCPAP wnu nIPPV? B HacTosiiliee Bpemsi COXpaHsieTcst
MyTaHWIIa B TEPMUHAX U ITOHSTHSIX, KaCcAIOIINXCS HEMHBA-
3uBHOI BeHTWIsIMU. CrannaptHbii CPAP Takke vacrto
Ha3bIBalOT HEWHBA3sWBHOW BeHTWIIIMeH. B dyHmamen-
TanbHOM pykoBoacTse J. Goldsmith, E. Karotkin (2010) [3]
npuBeaeHo 6osee 30 abOpeBuaTyp, 0003HAYAIOIIMX HEHBA-
3WBHYIO BEHTUJISIIIAIO JICTKHX.

NIPPV (non-invasive intermittent positive pressure
ventilation) — HEMHBa3WBHASI BEHTUJISILIVISL C TIOJIOXKUTEIbHBIM
naBieHreM. Takoke yacto BCTpevaercs: abOpeBuarypa NIV
(non-invasive ventilation). B HeoHaTosorum HanbosbIIee pac-
npoctpaHeHve nonydura Bapuant NIPPV (nasal intermittent
positive pressure ventilation), KOTOpbIii B OOJILILIMHCTBE CTy4a-
€B 1 Ha3bIBAETCH HEMHBA3WBHOW BEHTWIISLEH.

YerporicTBa TS TpOBEICHUST HEMHBA3UBHOM BEHTHIISI-
1MUY CTIOCOOHBI OOECTICYMTH TIOCTOSTHHOE TIOJIOXUTETEHOE
TABJICHWE B TeUCHME MBIXaTeJIbHOTO ITMKIIa C MOOaBICHUEM
(azoBoro yBenmMUEHUST MABJICHMS B IBIXaTCIBHBIX ITYTSIX.
Hpyrumu cioBamu, obecrnieunBator CPAP ¢ nuameHstonmm-
CsT yPOBHEM JIABJICHUS B IBIXaTEIBHBIX TMyTsIX. KimmHnaecku
5TO HAINlOMWHAET TPOMOJLKUTEIIbHBIC «B3IOXM» Ha (hoHe
BEHTWISIIIMA  C TTOCTOSTHHBIM ~ JIaBICHUEM.  YCTpPOMCT-
Ba IUIA MIPOBENCHWS] HEWHBA3WBHOW BEHTWISIIMA MOTYT
OBITH 00OPYIOBaHBI TEHEPATOPOM BaprabeIbHOTO MOTOKA
WUJI OOXOAMTHCS O€3 Hero.

JpyruM MOIEpHU3UPYIONINM HOBIIIECTBOM OT TIPOU3-
BOIUTEJICH IBIXaTeJIbHOM armmapaTyphl sIBJISIeTCS BHEIpe-
HHE pEeKMMa CHHXPOHU3AIIMM C CAMOCTOSITCIIBHBIM JTbI-
XaHWEeM TIalleHTa Ha (poHe HEeWHBA3WBHOW BEHTWJISIINU.
JIaHHBII pexXMM COOTBETCTBEHHO MOJYy4YUST abOpeBUaTypy
SnIPPV (Synchronized nasal Intermittent Positive Pressure
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Mumiunog 0.9., lop6ayes B. 1. HevHBazvBHast BEHTWISIIIUS JIETKKX Y HEJIOHOIIEHHBIX HOBOPOXKIEHHBIX C PECTTUPATOPHBIM IUCTPECC-CUHAPOMOM

Ventilation). OgHako, ecauv MpU TPAIULMOHHON MCKYCCT-
BEHHON BEHTWISILMU JIETKWMX JIOKa3aHbl MPEUMYIeCTBA
CUHXPOHU3UPOBAHHON C MALIMEHTOM BEHTWISILIMU, TO BbI-
rofbl MPUMEHEHMS] CUHXPOHM3ALMU TPU HEMHBAa3UBHOM
BEHTWJISILIMM OCTAIOTCSI TOJT BOITPOCOM.

IMonbiTka cpaBHeHus acddextruBHocTH NIPPV co cran-
naptHbiM NCPAP otcbinaer Hac K meraananuzy 2003 1. [20].
MeTaaHaiu3 ToOKa3zal CTaTUCTUYECKM 3HAUYMMOE Tpeu-
myuiectBo NIPPV nepen NCPAP B iane npoduiakru-
KU HeyldayHoil sKcTydauuu. PewHTybaiusi mpoBoauiach
C MEHbUIEH 4acTOTON MPU UCTIOIb30BAHUM HEWHBAa3UBHOM
BEHTWISILIMM B cpaBHeHUU ¢ Metonukoit NCPAP (p=0,01).
CnenyeT OTMETUTb, YTO HU B OIHOM MCCJIEJOBAHUU Me-
TaaHajM3a He ObLIO ciyyaeB rnepdopaivu XeayaKa, XOTs
P. Friedlich u coasr. [21] u K. Barrington u coaBrt. [22] pe-
TMCTPUPOBAIM CIydal OTKa3a OT KOPMJIEHUSI BHE CBSI3U
C IIPUMEHSAEMOM METOAMKOW PECTTUPATOPHOM TTOIIEPKKH.

B nByx uccrnemoBaHMsix TaHHOTO MeTaaHanuza [22, 23]
ObLIO OTMEYEHO CHUXKEHME YaCTOThl pa3BUTHUSI OPOHXOJIE-
TOYHOI aucruia3uu Tipu ucnojib3oBaHuu NIPPV, omHako
pe3yJbTaThl HE NOCTUIJIM CTAaTUCTUYECKOW 3HAYMMOCTU
(p=1,07). He Obuto pasnuuuii B AJIUTEILHOCTH TOCIIUTA-
mu3aunu Mexay rpynnamu NIPPV u NCPAP. B kauectse
[JIABHOTO BbIBOJIa METaaHaIM3a MpencTapieHo, yro NIPPV
SIBJISIETCS TIOJIE3HBIM METOMIOM, YCUJIMBAIOILIMM OJIarOTBOP-
Hoe nefictBue NCPAP y HeIOHOIIIEHHbIX IETE.

B2012r npeacraBieHbl pe3yabTaTbl TpeX MeTaaHa-
JIN30B, TOCBSILEHHBIX CPAaBHEHUIO YKa3aHHBIX METOAMK.
[laBHOI 3amayeil TepBOro M3 HUX OBLIO CpaBHEHME -
dexruBHOCTU U 6e3omacHocT NIPPV u NCPAP, npuuem,
B OTJIMYME OT MPEbIAYIIUX UCCAETOBAHUI, HE TOJILKO Y He-
JTIOHOIIIEHHBIX, HO U Y JIOHOIIIEHHBIX HOBOPOXIEHHBIX [24].
B nanHblIit 00630p ObLIM BKITIOYEHBI 14 HE3aBUCUMBIX paHI0-
MM3MPOBAHHBIX UCC/Ie0BaHMi1, oxBaTUBIIUX 1052 HOBOpO-
kneHHbIX. [IpuBeneM oCHOBHbBIE Pe3yJIbTaThl MeTaaHAIU3a:
ucnosbzoBaHue NIPPV yiyuiiiaer ucxoasl — cMEpTHOCTb
WM YaCTOTy  Pa3BUTUSI  OPOHXOJIETOYHOW  JIUCIUIA3UU
B36Hen TOCTKOHLENTyaJbHOro Bo3pacta (OR=0,57;
95%CI (moBeputenbHblit uHTepBan) 0,37—0,88; p=0,01);
BISITU MCCJEIOBAaHUSIX BBISBJIEHO, YTO YacTOTa Heyaay-
HOI 9KCTyOalMu Obuia Bblille Tpu ucnonb3oBaHu NCPAP
(OR=0,15; 95%CI 0,08—0,31; p<0,0001); mecThb nccaemo-
BaHWUIi okKaszanu, yro npumeneHue NIPPV cHuxaet HeoO-
XOIMMOCTb B MHTYOAlIMM W UCKYCCTBEHHOU BEHTWJISILIMU
JIETKUX, T.€. YMEHbIIAETCSl YacTOTa «HEeyIauy» B CPABHEHUU
¢ NCPAP (OR=0,44; 95%CI 0,31—0,63; p<0,0001); Tpm
UCCIIEIOBAHUST YCTAHOBWIM CTaTUCTUYECKU 00Jiee HU3KYIO
yacToTy 2nu3onoB anmHo3 Brpymme NIPPV (p<0,00001);
HE BBISIBJICHO CYLIECTBEHHOW DPa3HUIIbI B IMPOAOJIKUTEIb-
Hoctu rocnutanuzaumu Brpynnax NIPPV  u NCPAP
(p=0,85); HakoHel, IO MaTepuajaM MeTaaHajM3a He Bbl-
SIBJIEHO CTATUCTUUYECKU 3HAUYMMBIX Pa3IMIUil MEXIy IpyI-
MaMy BYacTOTe Pa3BUTHSI OPOHXOJIETOYHOMN MUCIUIA3UH,
BHYTPUKETYTOYKOBBIX KPOBOMBIUSHUMN, MEPUBEHTPUKY-
JISIPHOM JIEHKOMAJISILIUU, CUHIPOMA «yTeUKH BO3IyXa» U He-
KPOTU3UPYIOLIETO SHTEPOKOJIUTA.

Hpyroit MetaaHaim3 uHUMupoBaH Pediatric Academic
Societies [25] u BKiTouan Tpu ucciaenosanus (n=360), us-
YYaBIINX CPAaBHUTEIBHYIO 3((HEKTUBHOCTh HEMHBA3UBHOM
BeHTwisslMu NIPPV u cranpaptHyio Metonuky NCPAP
Y HOBOPOXIEHHBIX C PECHIMPATOPHBIM JUCTPECC-CUHAPO-
MOM HE€3aBUCUMO OT CPOKa recTallii U MaccChl TeJia MpU po-
xneHuu. OCHOBHBIE pe3yJibTaThl: HEOOXOAMMOCTb B MHTY-
0alMy ¥ MCKYCCTBCHHON BEHTWISIIUM JIETKMX B TECUYCHUEC
nepBbIX 72 4 XU3HU ObLIa 3HAYMTEJILHO HIKE B IPYIINE
NIPPV, uem B rpynime NCPAP: otHoienue puckoB (RR)
=0,60; 95%CI 0,43—0,83; B IBYX MCCIIeMOBaHUSX TIPH WIC-
MOJIb30BAaHWU METOIMKHU «insure» pucK Hed(p@deKTUBHO-
CcTU BeHTWIsILMKM Obul Huxe Brpynne NIPPV (RR=0,72;
95%CI 0,49—1,06); yactota pa3BUTHS OPOHXOJETOYHOM
JIUCIUTa3UM He paszindanach Mexmy rpynmamu (RR 0,56,
95%CI1 0,09—3,49); Takke He ObIIO PasIMuMil MEXIY
TpynnamMu B pucke OKOHYATEIbHOIO MCXOAa — JIETAIbHbIN
ucxon winu hopMUpPOBaHUE OPOHXOJIETOYHOM MUCIUIA3UU
(RR=0,60; 95%CI 0,25—1,45).

Hakonen, Tpetmit MeTaaHamu3 [26] ObLT TTOCBSIIEH
cpaBHeHMo addektuBHocTH NIPPV 1 NCPAP y Heno-
HOIIIEHHBIX HOBOPOKICHHBIX C TeCTAIIMOHHBIM BO3PacTOM
meHee 30 Hen 1 Maccoit Tena npu poxaeHur meHee 1000 .
B Hero Bonnmm pe3yssTaThl 36 paHIOMU3UPOBAHHBIX HCCIIC-
JIOBaHUI ¢ 0XBaTOM 984 HEOHOIIEHHBIX JIeTel, pa3aeieH-
Hbix Ha aBe rpynnbl: NIPPV (n=487) u NCPAP (n=497).
HewHBasuBHY0 BEHTWISILIMIO TIPOBOIVIIN WJTH B KAYECTBE
CTapTOBOTO METOA PECITUPATOPHOI MOJIEPXKKHU B MEPBbIE
7 CyT XW3HU WIX TIOC/Ie SKCTYOAMU NAlMEHTOB B TeUEHUE
MepBbIX 28 CYT XU3HU.

He oTMeueHO CTaTUCTUYECKU 3HAYUMBIX —pa3IAIdid
MEXITy TpYIIIaMA B CMEPTHOCTH, Pa3BUTUN OPOHXOJIETOY-
HOM IUCIUIa3UM WJIW KMCIOPOI03aBUCUMOCTH B 36 Hel
TMOCTKOHIIETITYaJTbHOTO Bo3pacTa. Takxke He ObLI0 pa3inyuuii
B YaCTOTE TpaBMaTU3alMK HOCA U PA3BUTHSI HEKPOTUYECKO-
ro sHTepokosuTa. B 3akioueHun qaHHOro ob63opa ykasa-
HO, YTO I MJIAJICHLIEB C 3KCTPEMAJIbHO HM3KOM Maccoit
tena npuMeHeHue NIPPV He obecrnieunBaeT NOMOIHUTEb-
HbIX TPEUMYILIECTB U HE CO3a€T PUCKOB I10 CPABHEHUIO
co crannaptHoit Metoaukoii NCPAP 1o nokasarenio Bbl-
>KMBAEMOCTH WJIM TPODUTAKTUKE PA3BUTUSI OPOHXOJIErou-
HOM TUCTIa3ny K 36 Hell XKU3HU.

Takum 06pa3oM, Ha CErOMHSILLIHUI JeHb HET YOeTuTe b
HBIX TaHHBIX, CBUIETEILCTBYIOIINX O OOJBIIEH YCIEITHO-
ctu NIPPV, uem NCPAP, y neteit ¢ akcTpeMaabHO HU3KOM
Maccoi Tena.

Kputepuu 3¢eKTHBHOCTH HEUHBA3MBHON BEHTUISIUA
U MPeIMKTOPbl «Heyaay». HapacTaHue WHBa3WBHOCTU pe-
CMUPATOPHON TMOANEPKKUA Y HEMOHOLIEHHBIX MallMEHTOB
MOXHO TPEACTaBUThL B CJIEMYIONIEH MOC/IeI0BaTeTbHOCTU:
HEeWHBa3WBHAsI BEHTWISAIMS; UHTYOAIUS W TPaIUIIMOHHAS
WCKYCCTBEHHAST BEHTWISAIMS JIETKMX;, BBICOKOYACTOTHASI
(octyLIITOpHAST) UICKYCCTBEHHASI BEHTHJISIINS JICTKUX; WH-
TajIsinuMsl OKCUIA a30Ta M, HAKOHEll, 9KCTPaKOpIopaibHast
MeMOpaHHast okcureHarusi [9].

CyllIeCTBYIOT ~ ONpEACTCHHbIE TOKa3aHUsl ISl TOTO
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Taéﬂuua. Yacrora n NPEeAUKTOPbI HEYIAY IPpU HEUHBA3WBHOM BEHTU/ISIIMH Y HEIOHOIIICHHBIX HOBOPO2K/ICHHbIX

Hccnenoanue  Ywmcno nereit (Macca mpu poxxneHU,/ % neymay CPAP IIpenukropsl Heyaau
CPOK TecTaiumn)
[30] 261 (<1250 ) 34 (50 — y mereit AJIbBEONIAPHO-APTEPUAIBHBINA rpaaueHT 1o O,
<750r) >180 MM pT.CT.
Tsoxensrii PIIC 1o naHHBIM peHTreHorpahun
[31] 234 (<1500 1) 35,5 (90 — y nereit —
<24 Hen recTalymn)
[32] 208 (25—28 Hen) 31—-33 —
[33] 225 (23—28 Henm) Bricokas FiO,
[34] 182 (<30 Hem) MykcKoii o
Macca nipu poxnenuun <800 r
FiO,225%
[35] 131 (26—30 Hem) Myxckoit mox
FiO0,>30%
MAP>5 m6ap
HeobxommmocTs B BBeieHUM cypdaKkTaHTa
[36] 297 (25—32 Hen) FiO,=30%

B IIEPBBII YaC XXU3HU

Ilpumenanue. PAC — pecriupaTopHbIil AucTpecc-cuHapoM; MAP — cpenHee naBieHuUe B IbIXaTEIbHBIX MYTSIX.

YTOOB!I YBEJIMYWTH WHBA3MBHOCTH PECITUPATOPHOM ITOI-
JIepXKWA, TeM caMbiM TIpu3HaBasg  Hed(P(hEeKTUBHOCTD
craptoBoro Meroma. CoOIJIaCHO COBPEMEHHBIM JTaHHBIM
JIUTepaTypbl, OCHOBHBIMU KpPUTEPUSIMU IUTSI TIOKA3aHUI
K MHTYOAITNH U TIepeBOY Ha MCKYCCTBEHHYIO BEHTHUISIINIO
JIETKUX MPY IMPOBEACHUN HEMHBa3UBHOM BEHTWIISIINK (He-
3aprucuMo NCPAP wiu NIPPV) sBnstiiorest:

1) bpakuroHHas KOHLeHTpauus Kuciaopoaa (FiO,)
= 60% ugepe3 2 1 mTociie BBeaeHUs cypdakranra [27];

2) HeOOXOAMMOCTb TTOBTOPHOTO BBeAeHUSI Ccypdak-
taHTa [27];

3) nBa u OoJiee 3MM30/1a alTHO3, TPEOYIOLINX MAaCOYHOI
BEHTWISILIMM, WK O0Jiee LIECTU MEPUOIOB alTHO B TEUEHME
64 [27—29].

Yacrota «Heygay» TIpU MPOBEACHUM HEWMHBA3WBHON
BEHTWISILIMM  KOJIEOJIETCSl B IOBOJILHO ILMPOKUX TIperie-
nax. BTabnuiie mpuBeneHbl JaHHBIC Psiia KIMHUYECKUX
WCCITEIOBAHM, BBISIBIISIBIIMX YaCTOTy U MPUYMHBI Heymad
TIPY HEWHBA3UBHOM BEHTUJISLIVIM.
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ITopaxkenue cepama npu MyKONoJMCcaXapuao3ax

M.HU. Jloseans, FO.M. benosepos, A.H. Cemaukuna
Hay4Ho-nccnenoBaTenbCKnii KNMMHNYECKUIA MHCTUTYT neanatpum, Mocksea
Heart damage in mucopolysaccharidosis

M.1. Dovgan, Yu.M. Belozerov, A.N. Semyachkina

Research Clinical Institute of Pediatrics, Moscow

IIpencrapieHbl AaHHbIE JIATEPATYPbI, OTPAKAIONIHE BONPOCHI COBPEMEHHO! KJIACCU(DUKAINM, T€HEATOTHH, KIMHHYECKMX NMPOsIBJIe-
HMii, AMATHOCTUKM, JIeYeHHs] U NPO(UIAKTHKY OHOI U3 HanboJiee YacThIX HO30I0rHYecKUX GopM JIM30COMHbIX D0JIe3Hel HaKoIIe-
HHS — MYKonoJmcaxapuio3oB. Oco0oe BHUMAaHNE yIeJeHO MATOJIOTHH CePIeYHO-COCYIUCTON CHCTEMBI TIPH JAHHOI rpymie 3a60-
JieBaHii. YCTAHOBJIEHO, YTO NMOPAKEHHE CepAla SABIAETCS OJHHM M3 KAPIMHAJIBHBIX MPH3HAKOB MYKONOJIMCAXaPHI030B, HEPEAKO
MPUBOJSAIIMM K JI0BOJIbHO PAHHUM JIETAIbHBIM HcxoaaM. [laTosorus cepaua 3aperucTpupoBaHa npu BCeX THIAX MYKONOJIMCAXApPH-
JI030B, OJIHAKO OHA HAMOOJIee 3HAYMMA Il 0OJIbHBIX C TPEMsI KJIMHAYECKUMH BapuanTamMu cunapoma Iypaep, cunapomamu XaHrepa
u Maporo—Jlamu. CoracHo JaHHBIM JUTEPATYPbI, XaPAKTEPHHIMHU NPU3HAKAMM NOPAKEHUsT CEPAEYHO-COCYIUCTON CUCTEMBI NPH
MYKONOJIMCAXAPUI03aX CJIEYeT CYMTATD: YTOJIIIEHNE KIANAHOB C PA3BUTHEM UX TUCGHYHKINHA (TPH 3TOM TSKECTh MOPAKEHHS JIEBO-
CTOPOHHMX KJIANAHOB 00Jiee BbIPAKEHA), TUNePTPOdHI0 MUOKAPAA, HAPYIEHHE NPOBOAUMOCTH, MOPAXKeHHe KOPOHAPHBIX aAPTepHid,
apTepuaNbHYIO THIEPTEH3UI0. MHOTHE HCCIIEIOBATE M MOTYEPKUBAIOT TPYAHOCTH KINHUKO-(YHKIMOHAILHOTO 00C/IeJOBAHUS Cep-
JIeYHO-COCYIMCTOM CHCTEMBI Y DOJIBHBIX C MYKOMOJIMCAXAPHA03AMH, YTO 00YCJIOBJIEHO HATMYKEM (PU3MIECKUX  MHTEJLIEKTYAJbHBIX
OrpaHMYEHHIi Y ANMEHTOB, A TAKXKE MOCTENEHHbIM HAPACTAHHEM CUMITOMATHKH. [IJIsl iedeHns cepaevyHO-COCYAMCTOM MATOJOTHH
TP MYKOMOJHCAXAPUI03aX UCHOJIb3YIOTCA MeIHKAMEHTO3HbIE M XUPYPIUYeCKHe MeTOIbl. B mociieHne roabl HAMGOJIBIIYI0 AKTY-
AJIbHOCTh MPUOOPETAIOT 3aMeCTUTEbHAS (hepMEHTOTepanus M TPAHCIUIAHTAIMS eMONO3THYECKHX CTBOJIOBBIX KJIETOK. /laHHbIe
METO/IbI MOTYT OCTAHOBHUTH POTPECCHPOBAHME 3200/I€BAHMS, CTIOCOOCTBOBATD Perpeccy runepTpodun KeayI0uYKoB U CTAOWTN3AUI
(byHKIMM JIeBOrO XKeTya04Ka.

Karoueswvie cnosa: Knrouesole crosa: demu, au30comHbie 601e3HU HAKONACHUS, MYKONOAUCAXAPUOO3bL, CePOeUHO-COCYOUCMas cucmema,
duaeHocmuka, neverue.

The paper gives the data available in the literature on the current classification, genealogy, clinical manifestations, diagnosis, treat-
ment, and prevention of mucopolysaccharidosis, one of the most common nosological entities of lysosomal storage diseases. Par-
ticular emphasis is laid on cardiovascular pathology in this group of diseases. Heart damage is ascertained to be one of the cardinal
signs of mucopolysaccharides frequently leading to rather early fatal outcomes. Cardiac pathology is notified in all types of muco-
polysaccharidoses; however, it is most important for patients with three clinical variants of Hurler syndrome, Hunter syndrome, and
Maroteaux-Lamy syndrome. According to the data available in the literature, the characteristic signs of cardiovascular system dam-
age in mucopolysaccharides should be considered to be: thickening of the valves with the development of their dysfunction (the sever-
ity of left-sided valve lesion being more pronounced), myocardial hypertrophy, conduction disturbance, coronary artery lesion, and
arterial hypertension. Many investigators emphasize difficulties in clinically and functionally examining the cardiovascular system
in patients with mucopolysaccharides, which is due to physical and intellectual limitations in the patients and to a gradual progression
of symptoms. Medical and surgical methods were used to treat cardiovascular disease in mucopolysaccharides. Enzyme replacement
therapy and hematopoietic stem cell transplantation have become much more topical in the past years. These methods may stop dis-
ease progression and favor regression of ventricular hypertrophy and stabilization of left ventricular function.

Key words: Key words: children, lysosomal storage diseases, mucopolysacharides, cardiovascular system, diagnosis, treatment.

yKOIoJMcaxapuno3bl — OJHa U3 HauboJjiee 4a-
CTBIX HO30JIOTMYEeCKUX (opM OoJie3HEei HaKoILIe-
Hust. [Ipu 570l MaTogoruu B pe3yJibTaTe HelOCTaTOYHO-
CTU JIM30COMHBIX (DEPMEHTOB HapyllaeTcsl KaTaboau3M
OCHOBHOTO BellleCTBa COEAUHUTETbHON TKAaHW — TJIMKO-
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Anpec s koppecnonnenuuu: benosepos FOpuit MuxaitnoBud — a.M.H., ipod.,
[JI.H.C. OT/IeJIa IIaTOJIOTMH CepAeYHO-COCYIMCTOl crcTeMbl HayaHo-uccenoBa-
TEJTBCKOTO KIIMHMIECKOTO MHCTUTYTA MIeqUaTpUn

JoBranb Muxaun MBaHOBMY — Bpay — NETCKMii KAPAMOJIOT TOTO Xe OTIeNa
CemstuknHa Aiuta HukosnaeBHa — JI.M.H., TI.H.C. OT/IeJ1a IICMXOHEBPOJIOTHY 1
HACJIeICTBEHHBIX 3a60/IeBaHUI ¢ HAPYIIICHUEM TICUXUKH TOTO K€ MHCTUTYTA
125412 Mocksa, yi. Tannomckas, 1. 2

30aMUHOTJIMKAHOB, TIPOUCXOIUT HAKOIUICHUE WX B JIU-
30COMax, 4TO MIPUBOIUT K TPYOBIM KJIIETOYHBIM M3MEHe-
HUSIM ¥ HOPMUPOBAHUIO XapaKTEepPHOUW KITMHUICCKOMN
KapTUHEI.

OcHoBHbIE CBe/IeHHS 0 MYKONOJIMCAXAPUI03aX

B Tabauile naHa coBpeMeHHasl Kiaccudukaius mMy-
KOTIOJIMCAaXapua030B, OCHOBHBIC CBEIEHMS O JIOKAIU-
3aIIM1 TEHOB, HEKOTOPBIX KIMHUIECKUX OCOOCHHOCTSIX.
[To maHHBIM JTUTEpPATYpHl, W3 BCEX IIPEICTaBICHHBIX
B TaOJIM1IE TUITOB MYKOIOJMCAaXapua1030B Haubosiee ya-
cTo BcTpevatoTcss cuHapoMbl [ypaep u Xantepa (I u 11
TUIIBI MyKoTloJiucaxapuao3oB). CuHapoM XaHTepa Xa-
paKkTepu3yeTcsl PeIleCCUBHBIM, CIIETUIEHHBIM C XpOMO-
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comoit X HacJielIoBaHWEM, OCTaJIbHBIE THUITBI MYKOIIO-
JINCAaxapua030B HACIEAYIOTCS ayTOCOMHO-PEIIECCUBHO.
CorylacHO COBpeMeHHOI KjlaccuduKaluu, | Tum BKio-
yaeT BCeOS TPW KIMHWYCCKUX BapuaHTa: CUHIPOMBI
Iypnep, Iypnep—Illeite wu Illeite. Cunapomy Iypaep
CBOWCTBEHHBI caMasl BBICOKAas 4acTOTa BCTPEUAEMOCTH
(1:40 000 HOBOPOXIEHHBIX), paHHSIS (B MEPBbIE MECSLIbI
KM3HM) MaHubecTauusi, Hauboyiee TKeable KIMHU-
YeCKHUe TIPOSBICHUS W MEHBINAS IPONOJIKUTEIHPHOCTD
>KU3HM OoJibHOTO [1, 2].

Yacrtora BcTpeuaemoctu cuHiapoma [yprep—ILleiie
(IH/S tun mykononucaxapuao3sa) coctasisiet 1: 80 000—
1: 100 000 HOBOPOXKIEHHBIX; 3a00€BaHUE XapaKTEPUIYeT
Oosiee mozaHee (1—2 rona KU3HU) MPOSIBIEHUE CUMIITO-
MOB, MEHEe TSKeJIbIe TIPOSIBIICHUST, OOJTbINAast ITPOIOJIKU-
TEJIBHOCTh XKW3HU W HOPMAJIBHBIN WJIM HE3HAYUTEIBHO
CHIDKEHHBIN WHTE/UICKT. BojbHbIe OOBIYHO aaeKBaTHO
COITMAJIGHO ATalTUPOBAHBI, YCITENTHO YJaTcs B OOIIIe-
00pa3oBaTeIbHBIX ITKOJIAX, YACTO UMEIOT X000M U ITOITy-
YaloT CpefHee CITelMaTbHOE WIIM BhICIIee 0Opa3oBaHUE
(garie ryMaHuTapHoe) [2].

Yacrora cunmpoma Illeite (IS Tunm mykomonucaxa-
punosa) coctasiser 1: 500 000 HoBopoxIneHHBbIX. Emy
CBOICTBEHHHI ellle 0oJiee JIeTKoe TeUeHe 00JIe3HM, MST-
Kve TMpOSIBJEHUSI KpaHUOMdalMaIbHOTO AucMopduzMa
IT0 TUITy TaproMjiM3Ma, HOPMAaJbHBI WHTEIEKT. Bob-
HBIE, KaK MPaBUJIO, MIPEKPACHO MHTETPUPOBAHBI B OOIIIe-
CTBO, MOTYT UMETh YICHBIC 3BaHUsI, 3aHUMATh PYKOBOISI-
IITMe TIOCTHI, a TaKKe BCTYNATh B OpaK M UMETh 30POBOE
MOTOMCTBO [2].

Hoseans M. H. u coasm. TlopaxkeHue cepiiia Mpu MyKOTIOIMcaXapua03ax

Cunnpom XaHTepa 110 TSKECTH KITMHUYECKOM CHM-
MITOMAaTUKU TEJTUTCA Ha IBe (POPMBI: JETKYI0 M TSKe-
Jyt1o. boabHble ¢ TXenoil (Gopmoii TeyeHUs] UMEIOT
rpyOyl0 YMCTBCHHYIO OTCTaJOCTh W MEHBIIYIO TIPO-
JMOJDKATETBHOCTD XU3HU (KaK MpaBUio, He TPeBhIIIa-
fomryto 15—16 ner). [letu ¢ 6oyee nerkoit opmoii 3a-
00JIeBaHUS OTJIMYAIOTCST HOPMAJTbHBIM WHTEJIIICKTOM,
OoJiblllelt MPOMOKUTENbHOCTBIO XU3HU (10 50 Jyet
u 6oJiee), MOTYT 00ydaThbCsl 11O 0011e00pa30BaTEIbHOM
MporpaMMe, yCITeITHO 3aKaHUYMBATh BBICIITNE yUeOHBIE
3aBelICHUS W HEe MEHee YCIEeNTHO paboTaTh IO CIIeI-
aJTbHOCTH, a TAaKXXe BCTYIATh B OpaK U UMETh 3J0POBOE
noToMCTBO [3].

Bce 4 tuna cunapoma CaHduaumnmno — ogHa U3 Hau-
6outee Tskenbix opM natosioruu. B Poccuu yaie BcTpe-
yaeTcsd cuHapoMm CaHuiummo A, a cilydaeB MYKOIIO-
Jqucaxapunosa IIID He Obulo 3aperucTpupoBaHO BOBCE.
3aboyieBaHMe OTIMYAET IPydoOe CHIDKEHWE WHTEIICKTa,
KakK TIpaBWJIO, HOPMaJbHBIC ITOKa3aTeJn (U3MIECKOTO
pa3BUTHUS M MEHee BBIpaXKeHHOE MOpakeHUe APYTUX KU3-
HEHHO BaXXHBIX OPTaHOB M CHCTeM opraHu3ma. [lo maH-
HBIM HCCIIeoBaTeNleil, KTMHUIeCK! Bce 4 TWIa CUHIPO-
Ma CaH(UIUIIIO HEPA3TUUUMBI.

Cunapomsl Mopkuo A u B xapakrepusyer aucnpo-
MTOPIIMOHATbHAST KapJIMKOBOCTh, PAXUTOMTOTOOHBIE N3Me-
HEHUS CKeJieTa M HOPMaJIbHBIN WHTEIICKT, YTO CIIOCO0-
CTBYeT MX HOPMaJTbHOM MHTETPAIIH B OOIIIECTBO.

CunapoMm Maporo—JlaMu OTJIMYAIOT KapJIMKOBBIH
pPOCT ¢ BBIpAXXEHHBIMA W3MEHEHHMSIMU OITOPHO-IBUTA-
TEJIGHOTO armapara, MaTOJOTHUsI CepAeYHO-COCYIMCTOMN

Tabauya. Cospemennas KnaccuyKauys ¥ OCHOBHbIE CBeJeHHs 0 MyKononucaxapunosax [1, 2]

Tun Jlokanu3za- Cpoku Jedexr nu3ocoMHOro hepMeHTa Dpakiny HaKAIUTBAIOIIIXCST
MYKOIIOJIMCaxapuio30B nsd reHa MaHH(I)ﬁCTaL[I/II/I TJIFOKO30aMWHOTJIMKAaHOB
I Tumn: cunapom Iypaep 4p 16.3 H: < 1rona a-L-upypoHumasa Temapancynbgar
(H), Iypnep—Illeiie H/S: 3—8 ner JepmaTtaHcyabdar
(H/S), 1eiie (S) S: 10—20 ner
II Tun: cunapom XaH- Tsxenast hopMma: Wnyponar-2-cynbgarasza To xe
Tepa, Jierkas v Tsokenas  Xq 27.1- 1—2 roma
dbopmbI q28 Jlerkas opma:
3—5 et
I1I Tvn: cUHAPOMBI A:17925.3 4—6 ner A: ITenapan-N- cynbdaTtasza; Temapancynbdar
CaHdpunumnro A, B, B: 17q 21 B: N-auerun-a-D-
C,D C:8pl1.21 IIIOKO3aMUHUIA3a;
D: 12q 14 C: auetuii- KoA:-a- rioko3amMu-
Hupasza-N-aneTunrpaHcepasa;
D: N-aueTruiarmoko3aMuH
-6-cynbdarcynbharasa

IV tin: cuHapoMbI A:16924.3 1—3 roma A: N-auetuirajakTo3aMmH- Keparancynbdhar Au B
Mopkuo A, B B: 3p21.33 6-cynbdaraza

B: B-ramakro3unaza
VI tun: cunapom Ma- 5ql1-q13 1—9 ner Apuncynbdaraza B HepmaraHcynbhar
poro—Jlamu
VII Tumn: cunapom 7q21.11 Bapbupytor B-D-riaokypoHumasa XOHIAPOUTUHCYTb(DATHI
Cnasg
IX Tun ? IMoapocTKkoBbBI Tuanyponumaza TuanypoHoBas Kuciora
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CUCTEMBbI, TMApeHXMMATO3HBIX OPraHOB, TIJa3 U Clyxa,
a Takke HOpMaJIbHbIA UHTEJIEKT. BoinensitoT 1se ¢hopmbl
00JIE3HU — JIETKYIO U TSIKEJyIo.

Cunapomy Ciass CBOWCTBEHHBI «IypJeproJOoOHbIN»
deHOTHUTT € TPYOBIM CHIDKEHMEM WHTEJUIeKTa. OTrcaHbl
clydyau BHYTPUYTPOOHOU rrbeu 1ioja BCJIeACTBUE pa3-
BUBIIIEHiCS BOMTHKM. B Poccum aToT TMIT MyKoTocaxa-
pYa03a ONKcaH He ObLI.

o HacTosllero BpeMEHU B JIUTEpAType WMMEIOTCS
CBEJICHUSI TOJIbKO 00 OHOM MallMEeHTe C MyKOoIoucaxa-
punosom IX [4, 5].

ITopaxxeHue cepaeyHO-COCYAUCTON CUCTEMBI

IMopaxeHue cepaeyHO-COCYAUCTON CUCTEMbI SIBJISI-
€TCSI OJHUM W3 KapIUHAIBHBIX MPU3HAKOB MYKOITOIU-
Caxapujio30B. DTU WM3MEHEHUsSI HOCAT Pa3HOOOPa3HbIN
XapakTep U HabJoAatoTCsl MPakTUIECKU MPU BCEX TUMAX
3aboneBaHusl. [lepBble KapAMOJOTUYECKUE MCCIIeN0Ba-
HUS1 Y OOJIBHBIX C MYKOIIOJIMCaXapua03aMu ObUIU BbIMOJ-
HeHbI 0KoJ10 50 et Hazan [6, 7].

YcTaHOBIEHO, UTO MEPBOE MECTO IO YAaCTOTE, CPOKaM
MaHUGEeCTalluM W TSKECTH BOBJICYCHMS B ITATOJIOTHUYC-
CKUIi MPOLECC CEPACUYHO-COCYAUCTON CUCTEMbI 3aHUMA-
1oT I, I u VI tunsl MyKomnoaucaxapuao3oB, B TO Bpemsi
KakK y mauMeHToB ¢ cuHapomamu CaHdwuiunmno u Mop-
KWO 3TU U3MEHEHMSI BCTPEYAlOTCSl CYIIECTBEHHO pexe
[8—10]. Caumkom Masasi paclipoCTpaHEHHOCTb MYKO-
nonucaxapunosa VII tuna He mo3Bosinia onpeaeanThb Ya-
CTOTY MOpaxKeHus1 cepaua npu cuHapome Casl.

AHanU3 TPUYUH JIETATbHBIX WCXOIOB Y OOJbHBIX
C Pa3MYHBIMU TUIIAMU MYKOTOJIMCAXapua030B, HE MOo-
JIy4aBIIMX TATOTEHETUYECKO Tepanuu, Iokasai,
YTO CMEPTh Yallleé BCEro HacTymnaja B pe3yJbTaTe JbIXa-
TeJbHOW HEeNOCTaTOUHOCTU WJIM CeplAevyHbIX 3aboJieBa-
Huii [11]. Cpenu nocieaHux HarboJsee 3HAUMMBbI cepaeyd-
Hasl HeJOCTaTOYHOCTb, BHE3aIHass CMEPTh OT apUTMUU
(B TOM 4MCJIe TIOJIHAsE aTPUOBEHTPUKYJIApHAsl OJo0Kaaa)
[12] u okkit03us KopoHapHbix aptepuit [13]. Cuenyet
MOAYEPKHYTh, UTO MOPAXEHUE Ccepllla MPU MyKOMO-
Jlcaxapuao3ax J0Jroe BpeMsi He COMPOBOXIAETCS Xa-
PaKTEpPHON KIMHUYECKOU CUMIITOMATUKOW U IMOITOMY
OCTaeTCsl He IMarHOCTUPOBaHHBIM. Takoii dbakT Biaeuet
3a COOO CYUIECTBEHHOE CHUXEHUE WCTUHHOIO Mpo-
LIEHTA YacCTOThI OOJIE3HM Ceplilia TPU MYKOIOIUcaxapu-
nmo3ax. Tak, TopKo 6 13 26 MAIMEHTOB C MYKOITOJTHCA-
Xapuao3aMu | dXoKapauorpad®udecKuMu TpU3HaAKaMu
MTOpaXkKeHMsT cepara UMeI KIMHUYECKHWE MPOSIBICHUS
CO CTOPOHBI cepaeYHO-cocyaucToir cucremsl [10]. Dto
JlaJlo OCHOBAaHUWE MCCJEAOBATENSIM TMOAYEPKHYTh BaX-
HOCTb U HEOOXOMMOCTb MPOBENEHUS OOJbHBIM MOJIHO-
ro o0cje10BaHusl ceplla Mocje yCTaHOBJIEHUSI UM Juar-
HO3a MyKoIoJiucaxapuaosa [14].

YacroTa U TSKECTh NOPAKEHUS cepaia

BosiblIMHCTBO ~ aBTOpPOB  OOpalllaloT ~ BHUMaHUeE
Ha Ype3BbIYAHYIO PENKOCTbh KapAMOJOTUYECKUX HCCTIe-
JIOBAaHUI C yyacTUEM OOJIbUIOr0 4yuciaa OONbHBIX C OT-
JIeIbHBIMU TUTMAMKU MYKOIOJIMCaXapuno3oB. TeM He Me-

OB30PbI JINTEPATYPbI

Hee, BBHISIBJICHA OYCHb BBICOKAs pAaCIPOCTPaHEHHOCTH
U TSDKECTh  CepACYHO-COCYIMCTBIX HApYIICHWA Y JTUIT
C PA3IMYHBIMUA TUIIAMHU MYKOIIOJIMCaXapumao30B (TIpeu-
mymectBeHHo I, I1 u VI), cocraBmsromas ot 60 mo 100%
[9, 10, 12, 15]. UccnenoBaTensiMu yCTaHOBJIEHA B3aUMO-
CBSI3b TIOpaXEHWsI KJIAITAaHHOTO arapara cepiia W Ha-
pyllIeHHOro KaTtaboau3Ma aepMaTaHcyiabdaTa. DTo Tipe-
XIIe BCETO OTHOCHTCS K TPeM KIIMHUYECKUM BapHaHTaM
MyKoTorcaxapumosa I, a takke CHMHIpoMaM XaHTepa
u Mapoto—Jlamu (I u VI Tuns Mykomnonucaxapuno3os),
HO COBEpPIIIEHHO He KacaeTcsl MYKOITOJIMCaXapuI030B
I u IV, tak kak cunapombl Candununmo u Mopkuo xa-
PaKTEepU3YIOTCS HaKOIJICHWEM TellapaH- U KepaTaHCyTh-
¢aroB coorBeTCTBEHHO [§—10].

[TokazaHo, 4YTO Y JIWIL C IMEPBbIM KIMHUYECKUM Ba-
puaHToM Mykornoaucaxapuno3a | (cunmpom Iyprep)
cepleyHasl IaToJIOTUSI OOBIYHO pa3BUBACTCS B paHHEM
BO3pacTe | OBICTpO TmporpeccupyeT [16], BTO Bpems
kak npu cuHapomax Iyprep—Ileiie u Llleite mopaxe-
HHE CepiIa MPOsBIIAETCS CYIIECTBEHHO TO3Xe U Xapak-
TepusyeTcsl 6osiee JIETKUM U MeIlJIeHHbIM TeueHueM [17].
Tem He MeHee, WcCIeIOBaTeId OOPAIIAIOT BHUMAaHUE
Ha TIPOTPEIMEHTHOCTD BCEX THUIIOB MYKOITOJIMCAXapHI0-
30B U MOMYEPKUBAIOT, YTO 3TO B MIEPBYIO OUYepenb Kaca-
eTCsl M TTIOPaXKeHWH cepalia, 4acToTa M TSKECTh KOTOPBIX
YBEJIMYMBAETCS ¢ BO3pacToM OoJibHOTO [9, 10].

Haubonee xapakTepHoii marosoruei cepaua npu My-
KOTIOJTMCaxapumo3aXx OOJBIIMHCTBO — MCCIIeIOBaTeNeH
CUMTAIOT TIPOrpeCcCCUpyIoliee TOpakeHWEe ero KIaraHoB,
Kotopoe peructpupyercss y 60—90% marnmeHToB [9].
YTomeHne KiiamaHOB C pa3BUTHEM AMCGHYHKIIUA Ha-
OsitoaeTcsl Y BceX OOJIbHBIX C TSKEI0i (hopMOoii MyKOTO-
mmcaxapuno3a VI tuma [18], 6omee yem y 80% vt ¢ Tpe-
Ms KIIMHUYECKUMU BapMaHTaMU MYKOITOJIMCAXapumo3a
I tuma [15, 19] m'y 57% nipo6GaHIOB ¢ CHHIPOMOM XaHTe-
pa (mykononucaxapunos 11 Tuma) [20].

B GonpmmmHCTBE UCCJIeIOBAaHUI cooOmaeTcs,
YTO KJIalaHHasI PEerypruTaius sBseTcs 0ojiee pacipo-
CTpaHEHHOM, 4eM cTeHo3. [Ipm 3ToM TopaXeHWe MU-
TPaJIbHOTO KJIallaHa BCTpPEYaeTCs dYallle IT0 CPaBHEHUIO
C aopTaJIbHBIM. BoB/IeUeHNE B MATOJIOTMUECKUI TTPOIIECC
JIEBOCTOPOHHMX KJIAllaHOB (MUTPAJIHLHOTO W a0OPTaIbHO-
TO) OTHOCUTEIBHO ITPAaBOCTOPOHHUX (TPEXCTBOPUYATOTO
W JIETOYHOTO) TI0 CBOMM TPOSIBJICHUSIM 0oJiee 3HAYNMO
[9, 19].

KorarmaHHBIN CTEHO3 MITM HEAOCTaTOUHOCTD IIPUBOJIST
K Teperpy3Ke 00bEMOB JICBBIX TIPEACEPIUs U/ WITH XKeITy-
IoYKa, TWIaTall ¥ TUTIepTPOMUY TTOCIEIHETO U, B KO-
HEYHOM WTOTE, K CHUCTOJIMYECKON U AMACTOIMICCKOMN
nuchyHkimu. PeTpocniekTuBHOE HAOIOACHUE 3a IETbMU
C Pa3IMIHBIMUA TUTIAMU MYKOITOJIICAXapHI030B KOHCTa-
THPYET, YTO TUIIePTPOGHs JIEBOTO XKeIymIouyka M JUACTO-
JImYecKast TUChYHKIINS TTPOSBIITIOTCS Ha PAaHHUX CTaIu-
SIX OCHOBHOTO 3a00JIeBaHMS, B TO BpeMsT KaK TUJIATALIAS
KEJYTOYKOB Y CUCTOJIMIEeCKasT TUCHOYHKIIMS CBONCTBEH-
HBI TO3THUM CTAIUSIM OOJIE3HMU.
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PesynbraThl maToMopdos0ruueckoro McciaenoBaHus
CTBOPOK MUTPAJIBHOIO KjamnaHa y O00JbHBIX C MyKOIO-
JIUcaxapuao3aMi  CBUIETEJIbCTBYIOT 00 MX 3aMETHOM
nuddy3HOM YTOMIEHUM U CYLIECTBEHHOM YIUIOTHEHUU
(xpsimienonooHast KoHcucTeHuus1). CyxoXXuJbHble HUTU
KJlariaHa YKOPOYEHBI, MaNWUISIPHBIE MBbIIILBI YTOJIIE-
HbI, YTO MPUBOAUT K OTPAaHUYEHUIO TTOABUKHOCTH CTBO-
pok [21]. KanbLueBble 1em03UThl 0OBIYHO OOHApYKUBa-
10TCS B 00J1IaCTU MUTPATIbHOTO KOJiblia [22]. AHaiornuHas
KapThHa HabJI0aeTCsl CO CTOPOHBI a0PTaIbHOTO Kjamna-
Ha: MPOUCXOAUT MPOTPECCUBHOE €r0 YTOJIIEHUE U AUC-
¢yHKUMS. YKa3zaHHBIE MATOJIOTMYECKUE U3MEHEHUST 00-
YCJIOBJIUBAIOT HEAOCTATOYHOCTh W /WY CTEHO3, KOTOPbIE
JIETKO OMPEIEIISIIOTCS 0 JBYXMEPHOI dxoKapauorpaduu
U JOTIIJIEPOBCKOMY cKaHupoBaHuIo [23]. Takue Hapyiie-
HUSI PETUCTPUPYIOTCS, KaK MPaBUJIO, HA TIO3IHEI cTaauun
3a00JIeBaHUSI.

Yacrora pasiauyHBIX TIOpaXkKeHWil cepiala Mpu My-
KoIoJiMcaxapuao3ax y JIeTeid TpuBeleHa Ha PUCYHKeE,
Ha KOTOPOM BUJHO, YTO Haubojiee 3HAYMMBIMU H3ME-
HEHUSMU cepua y OOJbHbBIX SIBJSIIOTCS JIEBOCTOPOHHEE
MopaxeHue KjanaHa, runepTpodust JIeBOro Xeayaouka
U JeroyHas runepteHsus [10].

% 0T yucna ABI’!ﬁ C MyKONONWCaXapkg 03om
(n=28)
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Pucynok. Pesynsratel axokapamorpadmueckoro oGcieq0BaHus
28 manueHToB B Bo3pacte oT 2 10 14 et (cpeannii Bo3pact 9 Jer)
¢ Mykonosmcaxapunaozavu I—VII tuna.

MK — wMutpanbHbiii KiamaH; AoK — aoprajbHBIM KiamaH;
JIK — nieBbIit Xenynouek.

BoJie3nn KOpoHAPHBIX apTepHii

CyXeHre KOPOHApHBIX apTepuil /WA OKKITIO3US
OBLTM OITMCAHBI Y OOJTBHBIX CO BCEMHU TUITAMHM MYKOTIO-
JMcaxapuao3oB [24], onHako HauboJiee YacTo 3Ta MmaTo-
JIOTUSI BCTpevaeTcsl Tpu cuHapomax I[ypiep m XaHTepa
(mykononucaxapuno3bl 1 u ). duddysnasa nponude-
paLys THTUMBI OOJIBIINX SMTMKAPAUATBHBIX KOPOHAPHBIX
apTepuii, TIPUBOIIIAS K CYXKEHHWIO IIPOCBETa COCYyIa,
00yCITOBJIEHa OTIOXKECHUEM TJTMKO3aMUHOTIIMKAHOB. DTU
U3MEHEHUST Hambojiee paHO IIPOSIBIISIIOTCS Y OOJBHBIX
C TIEpBBIM KJIIMHUYECKUM BapMaHTOM cwHIpoMa [ypiep
[25]. OkKI11031s1 KOPOHAPHOTO COCYy1a TOYTH BCeTaa Mpo-
WCXOIUT B IICHTPAJIbHON 30HEe. AITMKAIbHBIE aHEBPU3MBI
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JIEBOTO 3KEJTyIOYKa W OKKITIO3MM KOPOHAPHBIX apTeproIT
XapaKTepHbl TaKxXKe MJisg MyKomosnucaxapunoszoB I u VI
(cunapombl Xantepa u Mapoto—Jlamu) [24].

JIpyrue cocymucTbie aHOMAJIMH

VY manueHToB ¢ MyKOTIOMCaxXapua03aMu OOHAPYKH -
BaeTCd YBeIMUEHUE TONIIWHBI CTCHKHM KPYITHBIX COCYIOB
C Cy’XeHWEM WM pacliupeHreM ux muametpa [20, 26].
HuddysHoe cyxkeHue rpyaHoOi U OPIOIIHON a0pT Mpouc-
xomut y 30% mur ¢ mykomommcaxapunosamu I u I1. Cy-
JKeHUE B 00JIACTH TIepeleiika a0pThl MOXKET TTOTPeOoBaTh
XUPYpPTUYECcKOro BMelareabcTBa [27]. AprepuanbHast
TUTIEPTEH3MSI B CBSI3U C CYXKEHUEM COCYIOB pacrpocTpa-
HeHa cpenu Juil ¢ mykoroiucaxapumo3damu [ u 11 [20]
W 3HAYUTEJLHO peXe HaOJomaeTcs P IPYIMX THIIAX,
B IEpBYIO0 ouepeab Nnpu cuHapome Maporo—Jlamu [28].
PacmipeHune BocXoAsImeil aopThl COMMPOBOXKIACTCS 3HA-
YUTETHbHBIM CHIDKEHUEM 3JIACTUIHOCTH COCYIa TPU My-
konosnrcaxapugose 1 [29]. DTo MoxeT ObITh CBSI3aHO
C BIUSIHUEM TJIMKO3aMUHOTJIMKAHOB Ha TPOTIO3JIACTHH,
B pe3yJibTaTe Yero CHIDKACeTCA COAepXKaHWe 3JIacTHHA
[26]. WccnemoBaHus, TIpOBedcHHBbIE Ha 3KCIIEPUMEH-
TaJIGHBIX XWBOTHBIX ¢ MyKomosucaxapumozamu I u VII,
TTOKa3aJId, YTO JTUTATAIUs a0PThI BO3HUKAET U3-3a JeTpa-
JAIUy 3JTacTUHA TTON BO3MCHCTBUEM MAaTPUYHOW MeTam-
JjonporerHasbl-12 u/unu Karerncuna S [30].

HapymeHnue puTMa cepana u NPOBOANMOCTH

Hapyirenust nmpoBonumocty Hanbosee dacto (44 %)
PETUCTPUPYETCS Y TIAIIMEHTOB C MYKOIIOIMCAXapuI030M
VI tuma u 3HaunTeNbHO pexke (7%) y 60IbHBIX ¢ MyKOIIO-
mmcaxapuno3oM I tuna [3, 20]. B psine ciydaeB y mpobaH-
noB ¢ mykonoaucaxapuaosamu I, III u VI 6buto noky-
MEHTHMPOBAHO Pa3BHUTHE ITOJTHOUW aTPUOBEHTPUKYJISIPHOMN
OJIOKa/IBl C IMOC/IEAYIONe HEeOOXOMMMOCThIO MMILIAH-
Tauuu Kapauoctumyisitopa [31]. @ubpo3 mpoBoasieit
CHCTeMBI ceplia ¢ MHOGWIBTpalield TTUKO3aMIHOTIIN-
KaHaM¥ OBUT BBISIBIICH Y OMHOTO ITallMeHTa ¢ MYKOITOJIH-
caxapuao3oM VI, KOTOpbIii CKOPOMOCTUXKHO CKOHYAJ-
csa [32].

Ponp IIMK03aMMHOIIMKAHOB B NMATOTEHe3€e CeplIevYHo-
COCYAMCTBIX HAPYLUEHUIA

BONBIIMHCTBO aBTOPOB CUYUTAIOT, YTO HapyIIeHUE
KaTabojM3Ma TJTUKO3aMUHOTJIIMKAHOB C HapacTaloleit
WHOUIBTpAIMe MMU TKaHW cepiila M COCYIOB HeceT
OTBETCTBCHHOCTh 3a aHATOMWYECKUEe W (YHKIIMOHAIb-
Hble U3MEHEHUS KJIAaTTaHOB, KOPOHAPHBIX apTepHid, COCY-
JIOB, TIPOBOJISIIIEH cucTeMbl U Muokapna [12, 26]. Camoe
OOJIBIIIOE YHCIIO PAbOT, MTOCBSIIEHHBIX aHATTN3Y THCTOJIO-
TMYECKUX ¥ MOPGOJIOTUIECKUX TToKa3aTesiel y OOJIbHBIX
¢ MyKOToJIcaxapuao3aMu, KacaeTcs IyOoIMKaIuii 0 My-
konosrcaxapuaose I Tumna, ocobeHHO €ro NMepBbIM K-
HUYECKOM BapuaHTe — cuHapome [ypiep. YcraHoBieHO,
YTO XapaKTePHBIM JIJIST 3a00JIeBaHNS SBJISIETCS TOBBITIICH-
HOe conepkaHue TIIMKO3aMIHOTJIMKAHOB B CEpIIIIe U CO-
Cy/ax, a Takke TIPOHUKHOBEHUE «CBETIIBIX» U 3¢PHUCTHIX
KJIETOK B KJIaIaHbl cepiiia (CTBOPKU, KJIalTaHHBIE OTBEP-
CTUST Y CYXOXKWJIbHBIC XOPJIbI), SHIOKAPI, MUOKApI, KO-
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pOHapHBIE apTepUU, a0OPTY U MPOBOJSIIYI0 cucTemy [33].
DKcrnepTu3a TKAaHU Cepila C ITOMOIIbI0 CBETOBOM MU-
KPOCKOIUM OOHapyXuja BaKyoJU3WPOBaHHBIE KJIETKU
C YBEJIMIECHHOW ITUTOILIA3MOM, sIBJISTIOIIHecss MopdoIo-
TMYEeCKUMU TIOCIIEACTBUSIMA HAKOTUIEHUST TIMKO3aMUHO-
IJIMKaHOB [ 14].

I/I3B€CTHO, 4YTO remapaH-, a€pmMaraH-, XOHIAPO-
UTUH- I/IKCpaTaHCYJ'[B(I)aTBI — CyJTB(l)aTI/IpOBaHHBIC
TJIMKO3aMUWHOIJIMKAHBbI, CJIyKalue HOpMaJIbHbBIMU

KOMMOHEHTAMU KJIaaHOB CepAlla W MarucTpalbHbIX
cocynos [34, 35]. B uccnenoBaHusx Oblla JoKa3aHa
MIPUYACTHOCTh HApYIIEHHOTO KaTaboJinu3Ma IIpOTeo-
IJIMKAaHOB B TeHEe3¢ MHUKCOMAaTo3a MUTPaJbHOTO KJila-
maHa [36], aHeBpu3Mbl aopThl [37] u aTepocKiepo3a
cocynoB [38]. Panee ObLI0 OTMEUEHO, YTO JepMaTaH-
cynbdaT ABIAETCS BaXXHBIM KOMITOHEHTOM HOPMasib-
HOW TKaHu kjanaHa [35]. OTUM 0OBSICHSIETCS MPOY-
Has cBsI3b MyKomnoJjucaxapunos3os I, Il u VI tunos ¢
TTaTOJIOTHE KJIAITaHOB CEepIIla, XapaKTepH3YIOIIUXCS
MIPEUMYIIIECTBEHHBIM HaKOIUICHUEM JepMaTaHCyJIb-
¢dara [10]. B Tonme knanaHoB cepalia Mpy BCeX TUMAX
MYKOITOJIMCAaXapuI030B HAXOMSITCS TJIMKO3aMUHOTIIH -
KaHOBBIE KJIETKW, TaK Ha3bIBacMble «ICHBIC», KICTKU
«Tapronsi», unu knetku [ypraep. B mocnenHee Bpemsi
9TH KJICTKM OBbUIM WIASHTUGWIIMPOBAHBI IPU MYKO-
noaucaxapuaose I [39]. MexaHu3Mbl, C IMOMOIIbIO
KOTOPHIX HaKOIUICHWE TemapaHCyabdaTupoOBaHHBIX
MIPOTCOTIMKAHOB U HAJIMUYME COCYIMCTBIX WHTEPCTH-
IMAIBHBIX KJIETOK BIUSIOT Ha MaruCcTpaIbHbBIE COCYIIBI
1 KOPOHapHBIC apTepuu IIPH MyKoTojiucaxapumo3ax I,
IT u III Tumos, ocraiorcsi HeusBecTHbIMU. [lo omHOI
W3 TUTIOTE3, TIIMKO3aMUHOTJIMKAHbl WHIYIIMPYIOT BOC-
najgeHue myrem aktuBaiuu Toll-momo6HoOro perentopa
4-ro myTH, 4TO MPUBOJUT K Aerpanauuu nporeas [40].

JIMarHoCTMKA M PeryjisipHblii MOHMTOPWHI MATOJIOTHH
cepaua npu Mykonojucaxapunosax. OusnkaibHoe odcJe-
JIOBaHUE

ITo 3aKITIOYEHNIO CITEIIMATTMCTOB, OCMOTpP OOJIBHBIX
C MyKOTIOJTUCaXapyI03aMHi HEPEIKO SIBISETCS CIIOXKHOMN
3amadeil n3-3a X GU3NIECKOW U YacTO MHTEIUICKTYallb-
HOU HemocTaToyHOCTH. [TosTHOE 0OCIenoBaHe TTallieHTa
TOJDKHO BKITIOYATh U3MEPEHUE apTepUaTbHOTO TaBICHUS
Ha BEpXHMUX W HIDKHUX KOHEYHOCTSIX (UTOOBI MCKITIOUUTH
KOapKTaIllI0 aopThI), OIMpeNeIeHNe YacTOTHI ITyJIbCa,
TTAJTBITAIINIO TTYJThCA Ha BCEX KOHEYHOCTSX, a TAKXKE TIIAa-
TEJIBHYI0 ayCKYJbTAllMIo Cepila W Jierkux. Jpyrue ac-
TTEKTHl KapAMOJIOTMYECKOTO 00CIeIOBaHMs, HalpuMep,
OIICHKA SIPEMHBIX BEH WJIY TETIaTOCTUIEHOMET MY, MOTYT
OBITH HEBBITIOJTHUMBIMH 13-32 KOPOTKOH IIIE 1 YBETUIe-
HMSI BHYTPEHHUX OPraHOB OOJIEHOTO. MHOXECTBCHHBIN
MU30CTO3 W KOHTPAKTYPHI CYCTaBOB OCJIOXHSIIOT HM3Me-
peHUe apTepruaIbHOTO JaBleHUA. BhICTyIMBaHEe TOHOB
cep/IIia yacTo 3aTPYIHEHO B CBSI3M C HAIMIUEM IITYMHOTO
nbixaHusi 6onpHoro. Crenyer ele pa3 OTMETUTD, YTO OT-
CYTCTBHE IITYMOB B CepJlie He UCKITIoYaeT HaJMIKe Kira-
TTAHHOTO TTOpoKa. M3BecTHO, YTO KJIANaHHBIA CTEHO3

OB30PbI JINTEPATYPbI

W /VIJIV pETypruTaius JeTKoi U yMEpEeHHOM CTETeHM Ya-
CTO HE COMPOBOKIAIOTCS IIYMaMU B CEPILIE.

HeunBa3uBHbIe METObI THATHOCTHKH

TpaHcTOopakaigbHasi ~ OBYXMEpHas  3XOKapauorpa-
dbus Onmaromapst cBoedl YHWUBEPCATbHOCTH, ITPOCTOTE
HUCTIOJTHEHUSI Y 9KOHOMMYECKON 3(h(PEKTUBHOCTU SB-
JIIETCS OCHOBHBIM METOJOM BU3YaJIM3allUi U UCITOb-
3yeTcsl IJISI OLIGHKU COCTOSIHUSI CepAeYHO-COCYIMCTOMN
CHUCTEMbl Y MAIMEHTOB C MyKoIoiucaxapunozamu [41].
Dxokapauorpadust odecredrBaeT Halle:KHOe U3MepeHue
pa3MepoB KaMmep KeIymOouykKoB (KaK CUCTOIMYECKOTO,
TaK M AUACTOJIUYECKOT0), TOJIIUHBI MEXXKeTyI0IKO-
BOIi TEPETOPOIKM M 3aIHEN CTEHKHU, MacChl MUOKapja,
MOKa3aTeJM KOTOPBIX PAaCCUMTHIBAIOTCS C YYETOM OTHO-
CUTEJIbHOM TUTOIIany TOBepXHOCTH Tena. C IMOMOIIBIO
aXoKapauorpauu MOryT ObITh OTpeneeHbl TOYHBIE Ta-
paMeTpbl COKPATUTEIbHON (DYHKIIUU JIEBOTO KeJTyaouKa
(bpakiuu ykopoueHusi U BbiOpoca). JlomruiepoBckue
ITOTOKY KJIAITAHOB CepIlia MO3BOJISAIOT auddepeHIInpo-
BaTh CTEHO3bl K PETYPruTallMU KJIAMaHOB, a TAKXKE MPOBe-
CTH OLIEHKY COCTOSIHUSI TPABOTO XEIyI0UKa ¥ JaBICHUS
B JeroyHoii aprepuu [41]. OmHako, HECMOTpPSI Ha CBOU
MpeUMYyIlecTBa, dXoKapauorpadust JaeT JUIIb OrpaHu-
YEeHHYI0 MH(POPMAIIUIO O COCTOSTHUM KOPOHAPHBIX apTe-
puii. TpaHcTopakanbHasi 3XoKapauorpapusi OCyIIeCTB-
JIgeTcsT 6e3 TIpeMeTUKaIli B TOM CIydae, €CJId BO BpeMs
HCCIIeIOBAaHUST BO3MOXEH JII00OM KOHTAaKT C PeOEHKOM
(OH MOXeT ocTaBaThCsl Ha pyKaX y POTUTENICH W TOJIb30-
BaThCsl BUICO WIIM UTPYIIKaMK). B HEKOTOPHIX CITydasx
TpaHCTOpaKajbHas 3XOKapauorpaduss TPYIZHO BHITOJ-
HMMa, 9TO 00YCJIOBJICHO HAJTMYMEM Y OOITBHOTO CKOJTNO03a
WA SM(PU3EMBI JIETKHUX.

YpecnuieBoaHast axokapauorpadus oObIYHO HE UC-
MOJTB3YeTCS Y IeTel ¢ MyKOIoJIMcaXapuao3aMu, TakK
KaK HEepeIKo TpeOyeT IPOBEINCHUST OOIIel aHEeCTe3WH,
KOTOpasi 4YpeBaTa OCJIOXHEHHUSIMU CO CTOPOHBI JIbIXa-
TeJbHBIX MyTeil. MarHUTHO-pe30HaHCHasT TOMOTrpadust
1 KOMITBIOTEpHAsT TOMOTpacusl SIBIISIIOTCS BBICOKOMH-
(GOpMaTUBHBIMU  METOJAMHU,  CBHUAETEIbCTBYIOIIUMU
0 IeSITeTHHOCTU CEpMlla, OMHAKO PEIKO WCIIOTB3YIOTCS
y neteit ¢ mykonosmcaxapugozamu [41]. OnpeneneHue
KOPOHApHOI apTepromnaThU y O0JIbHBIX C MyKOITOJIMCA-
Xapuao3aMy TpobIeMaTUYHO, TaK Kak Tudy3HbI Xa-
paKkTep MOpaXeHUsT KOPOHAPHBIX COCYIOB CYIIECTBEHHO
OTJIMYAETCS OT TUMTMYHOM aTePOCKIEPOTUYECKON WIle-
MUYecKoit 6ose3Hu cepana [42].

CranpapTHast JIBeHaallaTUKAaHaJbHas 3JeKTpPOKap-
nuorpadus siBisgeTcsl Hanboee BaXXHBIM METOIOM, MC-
TTOJTB3YEMbIM ISl OIIEHKW COCTOSTHMSI Cepilla Y AeTeit
¢ MyKonosimcaxapuno3amu. [IpoBomuTcst ompeaencHUe
YACTOTHI CEPACYHBIX COKPAIIEHNI 1 pUTMa, a TaKXKe UC-
cliegoBaHue TIpoBoauMocTu (uHTepBasl P—R, QRS, nipo-
nojkuTenbHOCTh uHTepBasia Q—7T). B cnyuyasx, korma
WMEIOTCS TIPU3HAKK OJIOKAIbl MPOBOIUMOCTH WJIU apUT-
MHMU WCIOJIb3yeTCsT GoJiee IIUTEIbHBII MOHUTOPUHT
(XoNTEepoBCKOE  MOHUTOPUPOBAaHUE), HEOOXOAUMBII
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JUJIS1 BBISIBJIEHUSI HAPYLLIEHU I CEpIeYHOr0 PUTMA U €T0 Ba-
puabenbHocTU. [1pu MpoBeneHUU X0ATEPOBCKOTO MOHU-
TOPUPOBAHUS ClIeAyeT 0OpaTUTh BHUMaHUE Ha Haauuue
MPU3HAKOB ULIEMUH Y TOI TPYIIIbI NALKEHTOB.

TakuM o00pazoMm, AETU C MyKOIoJKMcaxapuao3aMmu
JIOJDKHBl  TIPOWTU  KapAuoJiornyeckoe oOcienroBaHue,
axokapauorpaduio u IBEHaAlATUKAHAJIBHYIO SJIEKTPO-
Kapauorpaduio cpazy Imocjie MOCTaHOBKM [MarHosa,
3aTeM HEOOXOIUM PEryJsSipHblii MOHUTOPUHT (KaXIble
1—2roma npu mykomnonucaxapunozax I u VI Tumnos
u Kaxaele 1—3 rona npu myKomnosaucaxapunose 11 tumna)
JIJIS CBOEBPEMEHHOTO BbISIBJIEHUSI UBMEHEHUI U UX TUHA-
muku [28]. TTonHast Kapavoaornyeckasi olleHKa BKJI0Ya-
€T U3MEepPEeHUEe apTepUaIbHOIO JaBJIeHUsI HAa PyKax U HO-
rax, aycKyJabTalllo, BBIOJHEHUE TPaHCTOPaKaIbHOM
JIByXMEPHOI U NOMIUIEPOBCKOI axoKapauorpaduu, nse-
HaJllaTUKAHAJIbHOM 3JIEKTpOKapArorpaduu 1 XoaTepoB-
CKOTro MOHUTOpUpOBaHus [28].

Jledenne mopaxkeHuil cepAEYHO-COCYIUCTOH CUCTEMBI
NP1 MYKONOJIMCAXAPUI03aX

JledyeHue mauueHTa 3aBUCUT OT TUIIA MYKOIOJMCA-
Xapuj03a W BKJIIOYAET B Ce0sI CUMITOMATUYECKYIO Me-
JNUKAMEHTO3HYIO U XMPYPTUUYECKYIO TOMOIIlb, (hepMeH-
TO3aMECTUTEIbHYIO  TEpanuio  WIU TPaHCIJIAaHTALUIO
reMOIMO3TUYECKUX CTBOJIOBBIX KjeTOK. Eciau cumnroma-
TUYECKAsi MEIMIIMHCKAsI TTOMOILIb COCPENOTOUEHA Ha Jie-
KapCTBEHHOI Tepanuu (B TOM YKC/Ie JIEUEHU U CepAeYHOM
HEJOCTaTOYHOCTU) U CepACYHON XUPYpPruu, MaToreHe-
TUYECKasl Tepanus (TpaHCIUIAHTAlMsI TeMOIOATUYECKUX
CTBOJIOBBIX KJIETOK U (hepMeHTO3aMecTUTEIbHAsI Tepa-
Musi) HampaBjieHa Ha BOCCTaHOBJIEHME (GYHKIUM (ep-
MEHTa, KOTOPO€ MOCTENEeHHO OCTaHABIMBAET MPOrpec-
cupoBaHue 3abosieBaHus. [laToreHeTuyeckasi Tepamnusi
MPOJIOHTUPYET MPOAOKUTETbHOCTh XKU3HU Y YIy4lIaeT
KJIMHUYECKOE COCTOSIHME, OCOOEHHO KOT/Ia OHA BBIMOJ-
HsIeTcsl B paHHeM Boapacrte [12].

B nenuarpuyeckoii mpakTUKe YeTKUE peKOMEHAAIUU
B OTHOILLIEHUM MEAUKAMEHTO3HOTO JIEUEHUS] CepleyHO-
COCYAMCTBIX PACCTPOIMCTB MPU MyKOIOJIUCAXAPUI03aX
He omnpeneneHbl [47]. HazHaueHre MHIMOMTOPOB aHTUO-
TEH3WHIpeBpalllalero ¢GepMeHTa CuMuTaeTcs IeJie-
COO0Opa3HBIM Y JETEN C aOPTaJIbHOW WJIM MUTPAIbHOM
HEJ0OCTaTOYHOCTbIO, apTEPUATIbHOM TMIIEPTEH3UEN U cep-
JIEYHON HENOCTATOYHOCTHIO.

Xupypruueckoe jeyeHue

Xupypruueckasi KOppekliusi KJialaHoB cepjlia siBsi-
€TCsl OJHOW M3 CAMbIX YAaCTO BBIMOJHSIEMbIX MPOLEAYD
y MalueHTOB ¢ MyKornojucaxapuaodamu [2]. O6 ycrel-
HOIl BaJbBYJIOIJIACTMKE WJIM 3aMEHE KJlalaHa cooOlie-
HO TIpW BCeX TUMAaX MYyKOIOJMCAXapui030B. 3aMeHa
MUTPAJIBHOTO KJlalaHa Obula BBIMOJHEHA MPU MYKOIO-
qucaxapunosax I, I1, VI tun uy onHoro pebeHka c My-
kononucaxapugo3zom Il tuma. OG ycneiiHoil 3amMeHe
a0opTaJbHOrO KJjamaHa COOOILIEHO MpPU MyKOIoaucaxa-
punozax I, IV u VI tunos. I1pouenypa Ross, korna aop-
TaJbHBbIA KJalaH 3aMEeHSIeTCsl COOCTBEHHBIM KJIallaHOM

Hoseans M. 1. u coasm. TopaxeHue cepaua npu MyKONoIMcaxapuao3ax

JIETOYHOM apTepwy, MTPOTUBOIIOKA3aHA MAIIUCHTAM C MYy-
konosrcaxapugozamu [5]. KoMOuMHUpoOBaHHas 3aMeHa
AOPTAJIGHOTO W MUTPAIBHOTO KJIAIIAHOB  C XOPOIITMMH
pesynbrataMu ObLTa TPOBeJAeHA Y B3POCBbIX U 12-1eTHUX
TTOIPOCTKOB € MyKOToJIMcaxapuao3oM | Tura; y B3po-
CJIBIX MalMeHTOB ¢ MyKomnosucaxapuaodamu 11 u VI tu-
noB. CooOLIeHO O 6JAroNpUITHBIX Pe3yJabTaTax 3aMeHbI
MWTPAJILHOTO W A0PTAJLHOTO KJIaTlaHOB Y 3 ITAallMeHTOB
¢ cunapomoM Llleite u 'y onHoro c jierkoit ¢Gpopmoii cuH-
npoma XaHTtepa B Bo3pacrte 13—53 ser [9].

Jdpyrue ycHemrHble OIepaTUBHBIC BMeEIIAaTeIbCTBA
Ha cep/Iie BKITIOYAIOT 3aKphITHE NeheKTa MEXKeTyI0d-
KOBOI TIEpPEerOpoAKM Y pebeHKa ¢ MyKOITOJICaXapHiao-
3oM III Tunma u ycrpaHeHue «KoapKTalMu» aOpThl MOCe
TPaHCIUIAHTAIIUN TEMOTIO3TUIECKUX CTBOJIOBBIX KIIETOK
y 3-j1eTHero Majpurka ¢ cuHapom Iyprep [27].

JonrocpouHble pe3yabTaThl, Kak IIpaBWIo, Ojaro-
npuATHBL. [Ipu BEIOOpE OOTBHBIX [UISI XUPYPTHUECKOTO
BMeIIaTeIbCTBA CIIEAYyeT WCXOAWTh W3 OIICHKM OOIIEeTro
COCTOSTHMSI 370POBbsI TMAIIMCHTa W BEPOSITHOCTU ITOTEH-
IMAJTLHBIX PUCKOB OT MHTYOarmu. Hanmawe depemHo-
JIUTIEBBIX aHOMAJIHH, Ype3MepHast y30CTh IJIOTKU M BepX-
HUX JBIXaTeTbHBIX TIyTEW, PUTUIHOCTH 3aTBUIOYHBIX
MBIIIII, a TAKXKE HEYCTOMYMBOCTH ATJIAHTOAKCUAIBHOTO
COeIMHEHMS (PUCK MOBPEXIEHMSI CITMHHOTO Mo3ra) [28]
HETPEMEHHO JOJLKHBI OBITh YYTCHBI TIPW ITPOBEICHUHN
WHTYOAIMU C 00sI3aTeIbHBIM 00eCTICUeHUEM TTPOXOIH-
MOCTH JBIXaTeJbHBIX IyTel Y MMAIIMEHTOB C MYKOIIOJIHCa-
xapunosamMu. MHTyOams: TakiuM OOJTBHBIX TOJIKHA TTPO-
BOIWTHCST C MCTIONB30BAHUEM BOJIOKOHHO-OMTHYECKOTO
OpoHXOCKoOMa.

IIpodunakTuky sHAOKApAWTAa PEKOMEHAYETCS OCy-
IIECTBIISATh IMMAllMeHTaM C WHMEKIIMOHHBIM 3HIOKapIU-
TOM B aHaMHe3€ 1 TIpU IPOTe3UpOBaHMM KilarnaHa [23].

BiusiHue mnaTOreHeTHYECKOH Tepamud Ha CTPYKTYpBI
U byHKIuM cepaua

OmHUM W3 COBPEMEHHBIX METOIOB JICUCHUS MYKO-
TTOJINCAXapUI030B SIBJISICTCS TPAaHCIUIAHTAIUST TEeMOTIO-
STUYECKUX CTBOJIOBBIX KJIETOK, KOTOpasi TPUMEHSIETCS
JUTS Tepaliid JTaHHOM TTaTOJIOTMH B TEUEHUE TOCIICTHUX
30 net. B HacrosIee BpeMsl MMPUHSITO CUUTATh, YTO BTOT
BUJl JIeUEHUs] MOKa3aH TOJIbKO MalMeHTaM B BO3pacTe
110 2,5 JIeT, CTpajaroliuM Tsaxesoin hopMoil MyKomoJu-
caxapunosza | tuna (cunapomom Iypraep). YcraHosne-
HO, YTO TPAHCITIAHTALMS TeMOITO3THYECKUX CTBOJIOBBIX
KJIETOK 3HAYUTEJHLHO YBEJIUIMBAET MPOMOJIKUTEIHHOCTD
KWU3HM 3TUX OOJBHBIX W MpeAylpeXaaeT HeBPOJIO-
TMYECKWE HapyIIeHUs. YCTaHOBJEHO, YTO yCIEIIHAsI
TPAaHCIUIAHTAIUST TEeMOITO3THYECKUX CTBOJIOBBIX KIIETOK
00yCJIOBIMBAET ITOCTEIIEHHBI perpecc TUIepTpodun
cepaiia y OOJbHBIX, HO HE OKa3bIBacT BIMSHUS Ha Kia-
naHHyo auchyHkuuio. IlonoxuTenbHOe BO3NEWCTBUE
JAHHOTO BUIA JICYCHUS TTPH OCTATBHBIX THUTIAX MYKOITO-
JIMcaxapuao30B He JoKa3aHo. B To ke BpeMsl BBICOKUIA
PUCK IS XKM3HU YKa3aHHOW TIPOIIEAYPHI, TPYIHOCTH
rmombopa MOHOpa, aTakKKe IOCTTPAHCITAHTAIIMOHHBIE
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OCJIOKHEHMSI CO3MAIOT CYIIECTBEHHBIC IMPOOIEMBI B IPH-
MEHEHHMH 3TOTO METOJA JICYEHUS ITPU MyKOTIoJIMcaxapy-
Jl03ax.

B HacTosiiiee  BpeMsi Bce OOJblIyI0 aKTyalbHOCTb
TpruoOpeTacT HOBasI TEXHOJIOTHS JICYCHUST MYKOITOJIHMCA-
Xapua030B — ¢depMeHTo3aMellaroias tepanusi. Ha ce-
TONHSITHUN JeHb TIpermapaTsl (hepMeHTo3aMeIaronei
TeparmMyl TIOTYYeHBI IS JICYEHUSI MYKOITOJICaXapy-
no3oB I tuna (Anbnypasum® — naponuaasza), Il tuma
(Dnanpaza® — unypcynbdaza) u VI tuna (Harmazum®
— rajncyiabdaza). Bce Tpu mpemnapara 3apeructpupo-
BaHbl B Poccuu. IlpoxomuT KIMHWYECKWE WCITBITAHUS
TeHHO-MHXXEHEePHBIN (hepMEHTO3aMEIIAOIINIA ITperapaT
IJIs1 IedeHust 60bHbIX ¢ IVA TMITIOM MyKoOIoIMcaxapumo-
3a — CUHIAPOMOM Mopkuo A.

[MpuHIIMIT hepMeHTO3aMEeCTUTETLHOM Tepariid OCHO-
BaH Ha BOCCTAaHOBJICHWW YPOBHS 3H3UMAaTHUYECKOW aK-
TUBHOCTH, MOCTATOYHOM JUIA TWAPOJIM3a HAKOIUIEHHBIX
CcyOCTpaTOB M TSI IPEAOTBPAIICHUS X JaTbHEHIIIero Ha-
KoruieHus. [IpemapaThl BBOISATCST TTApeHTEPATbHO B pa3-
JIMIHBIX TO3WPOBKAX, PACCYNTAHHBIX Ha 1 KT MaccCHl Tela,
nauTeabHo (3—4 4) ¢ mepuoauvyHOCThIO 1 pa3 B Henelto,
TTOXXU3HEHHO.

7151 olieHKU TepaneBTuYecKoi 3¢ (HEeKTUBHOCTU ITeH-
HO-WHXXEHEPHBIX (hepMEHTO3aMEIIAIONINX TPEerapaToB
WICITOJIB3YIOT MEXIYHApOIHbIE KPUTEPUU, BKITIOUAIOIITHE
HccleoBaHUE B IMHAMUKE CIEAYIOIIMX IOKa3aTesei:
pe3yIbTaThl  IIaroBOM TIPOOBI (M3MepsIieTCsST PacCTOsI-
HHE, KOTOpoe OOJBHON MOXKET CaMOCTOSATEIBHO TIPOUTH
B TeUCHUE 6 MUH, WJIM BpeMsl TPEXMHHYTHOTO TIOAbeMa
I10 JieCTHULIE — 7151 60JibHBIX ¢ VI TUMmom Mmykorosuca-
Xapumo3a); OLEHKY (DYHKIIMW BHEITHETO IBIXaHWS; I0-
Ka3aTeJIM MacCChI JIEBOTO XEIyI0YKa; aMIUTATYIy TBUXKe-
HMII B CyCTaBax; pa3Mephl IMapeHXWMATO3HBIX OPTaHOB;
AHTPOITIOMETPUYCCKHUE ITapaMeTphl; NaHHbBIC ITOYCIHOMN
BKCKpelMU IIMKo3aMUuHoIInkaHoB. Haubonee nHdop-
MaTUBHBIMU SIBJISTIOTCSL TTOKAa3aTeIM IMaroBOM IPOOHI,
TTOYCYHOM IKCKPEIMH TITMKO3aMUHOTJIMKAHOB, Pa3Mephl
ITapeHXNMAaTO3HBIX OPTaHOB.

BimsiHue hepMeHTO3aMemaronieit Teparmy Ha CTPyK-
TYpy ¥ QYHKIIMIO cepiama y MallieHTOB C MYKOIIOJIH-
caxapuao3aMy OITMCAaHO JIMIIb B HECKOJBKUX WCCIIe-
nmoBaHUAX. Kak M TpaHCIUTAHTAIlMA TeMOITO3THYECKIX
CTBOJIOBBIX KJIETOK, JUTUTEIBHOE TTpUMeHeHUe (hepMeH-
TO3aMeIIaoNell Tepalmui MOXKET VIYJIIUTh CUCTOJM-
YeCcKylo (DYHKIIMIO KeJTYTOYKOB U IMPUBECTU K MCYE3HO-
BEHMIO TUTIEPTPO(GUU cepama Wy B3pOCHbIX, WY AeTei
¢ mykonoaucaxapuao3amu | u Il Tunos. Tem He meHee,
(epmeHTO3aMenIalONIas  Tepamnusi  He MpeAoTBpaulaeT
TIPOTPECCUPOBAHMS CTEHO3a W PETYpPTUTAIIMYU KJIallaHOB
npu mykonoaucaxapuaoszax I, I1 u VI. Psaa aBropoB Ha-
Ostoan CTabUIM3alMIo TOPaKeHUsT KJIarmaHOB Y HEKO-
TOPBIX TIAIIMEHTOB B TeYCHHWE OTPAaHWICHHOTO Tepuona
uccienosanus [9, 18].

DepMeHTO3aMeIaIoNIyIo TePAITHIo, KaK MPaBUIIo, Ha-
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YMHAIOT y IeTel cTapliero Bo3pacra (4alle mocie 5 JeT)
C YCTaHOBJICHHBIM IMOpaXeHWEM KJIarlaHOB cepia. Brros-
He BO3MOXHO, YTO paHHee Ha3HaueHWe TaKOTO JICUCHUS
MOXET TIPEIOTBPATUTh MJIN YMEHBIITUTH YTOJIIICHUE KTa-
ITAHOB cepana W TIUCOYHKIINIO MHOKapaa IPU MyKOTIO-
JIMcaxapuao3ax, Kak ObIIO TTOKA3aHO B ABYX ITOCJIEITHMX
ucciaenoBaHusix [43, 44]. Dtu gaHHbIE NOMYEPKUBAIOT
BaXXHOCTb paHHETO CKPMHUHTA Ha MyKOTIOTMCaXapUI03bI
HOBOPOXICHHBIX, KOTIA Ha3HaYeHUE (hepMEHTO3aMelIa-
OIIEH Teparmy MOXET IMPENOTBPAaTUTh MHOTHE ITPOSIBIIC-
Hus 3a0osieBaHus [14]. B ctatbe O. Gabrielli u coaBt [43]
OIMUCAHO KJIMHUYECKOE HaOJIofeHUe MalueHTa 5,5 JeT
6e3 KaK1X-JTM00 ITPU3HAKOB IMOPAKEHUS CEPAEIHO-COCY-
IIACTOM CUCTEMBI, KOTOPOMY JAMAarHO3 MyKOTIOTMCaxapy-
nosa | tuna (cunnpom Iypnep—Illleiie) ObL1 MocTaBieH
TIPY POXICHUM U (hepMEHTO3aMeIIaroIasT Tepamus Tpe-
napatoM Abaypa3uM® OblLla MHULIMUPOBAHA B BO3pacTe
5 Mec. B To ke BpeMsl y cTaplieii cecTpbl 3TOro naluueHTa
MMarHo3 MyKoronrcaxapuao3a | Tuma ObUT TOcTaBJIeH
MO3Xe, OHAa Havyaysia (hepMEHTO3aMEIIAONIYI0 TePaITHIo
B Bo3pacte 4,5JIeT, K 3TOMY BpPeMEHU HMesl BbIpaXKeH-
HOe TIopaXeHWe KJIalaHHOTO alapara cepaia. JaHHoe
KIMHUYECKOE HAOMOICHNE CBUIETEILCTBYET O BAXKHOCTH
paHHero Hayajia (hepMEeHTO3aMeIIAoIIei Teparu, KO-
TOpasi MOXET TPEAOTBPATUTH WJIM 3HAYUTETHHO 3aMell-
JIUTh Pa3BUTHE TIOPAKEHUIA CepIIa.

[lepcrieKTUBOM JTeUeHUS MYKOIIOJIUCAXapUI030B SIB-
JIgeTcsT pa3paboTka (hepMeHTO3aMellaoleld Tepariu
W IUTSL APYTUX TUTIOB TATOJIOTMM — cUHIpoMoB CaHbu-
qunmno A, B, C, D; Mopkuo B u Cnas (VII tun mykoro-
JIMcaxapuaosa).

BrickasbiBaeTcst Touka 3peHusl, yTo 6osee 3ppekTuB-
HBIM OyIeT MpUMEHEHWEe APYTUX CTBOJIOBBIX KJIETOK, Ha-
TIpUMeEp, ME3CHXMMAJTbHBIX WM HEMPOHAIBHBIX, a TAKKE
COUYeTaHWE TPAHCIUIAHTAIIUM TeMOIO3TUIESCKUX CTBOJIO-
BBIX KJIETOK C IPYTUMU METONAMU TEparvu, B IIEPBYIO
ouepenb ¢ pepMeHTO3aMemaromeir. OMHUM W3 PUOPHU-
TETHBIX HATIPABJICHUI B JICYEHUH MYKOTIOJIMCAaXapuaI030B
cunrtaeTcs reHotepanus. Hanbosee 3HaYNTEIbHEIC YCTTe-
XY TEHOTEpaIuy C UCITOIb30BaHNEM BUPYCHBIX BEKTOPOB
OBLTM TIOJTYJYEHBI Ha KCITEPUMEHTATBHBIX MOMEISIX MBbI-
el ¢ mykornonucaxapunozom VII tuna.

OcHOBOI1 MPOGUIAKTUKU  MYKOIOJIMCAXapUI030B
SIBIIIETCST MEITUKO-TCHETUIECKOEe KOHCYJIBTUPOBAHME Ce-
MeW C TTOCIIEAYIOLE MpeHaTalbHOM ITMarHOCTUKOM € UC-
TTOJTb30BAHUEM  MOJICKYJIIPHO-TEHETUIECKUX METOIOB
(AHK-auarHoctuka).

Takum 06pazoM, paHHSSI IMarHOCTUKA M CBOCBPEMEH -
HOE TIaTOTeHETHYECKOE JIeUeHNE MYKOITOIMCAaXapuI030B
OymyT crocobcTBOBaTh MPENOTBPAILIEHUI0 WHBAIMINA3A-
LMY OOJIBHBIX U aJIeKBaTHOM MHTETPAIIMH UX B OOIIIECTBO,
a 93¢ HEeKTUBHOE MEINKO-TeHETUIeCKOe KOHCYIBTHPOBa-
HHE CeMeif TTO3BOJIUT CYIIIECTBEHHO CHU3UTH IOSIBJICHUE
HOBBIX CJTy9aeB 3THX TSIKEJIBIX HACJIEICTBEHHBIX 3a00I1e-
BaHUM.
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MuToxoHaApHAJIbHbIE HAPYIIEHHS MPH BPOXKIEHHBIX MUOMATHSX

J.A. Xapaamos, T.U. bapanuy, B.B. Tunkuna, A. B. bpvioyn

Hay4Ho-nccnenoBaTenbCKnin KMMHNYECKUI MHCTUTYT neanatpum, Mockea; POCCMNCKNIA HaUMOHaNbHbIN nccnegoBaTesb-

CKNN MeauLmMHCKniA yHmsepcnteT um. H.U. NMuporoea, Mockea

Mitochondrial disorders in congenital myopathies

D.A. Kharlamov, T.1. Baranich, V.V. Glinkina, A.V. Brydun

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

B 0030pe JuTepaTyphl NPUBOJAATCA JAHHBIE O POJM MUTOXOHIPHAIBLHBIX HADPYIIEHMIi B MaTOreHe3e BPOKIEHHBIX MUOMATHIA: BPO-
KJIEHHbIX MBIIIEYHbIX AUCTPOGHii M BPOKIEHHBIX CTPYKTYPHbIX MUONATHIA. ONICHIBAIOTCS M3MEHEHUS TPU BPOKIEHHBIX MBIIIEYHBIX
IUCTpousax ¢ mopaxkenuem kKoyuiarena VI Tuna, MHOAMCTPO(MH C TUTAHTCKUMH MHTOXOHAPHSMH, BPOXKIEHHBIX «CTEPKHEBBIX»
MHONATHAX, MUOTYOYJIsipHO#U MuonaThuu U Ap. [IpencTasieHbl pe3ybTaThl KIMHMYECKHX M IKCHEPUMEHTAIBHBIX MCCIEI0BAHMIA.
OnKChIBAIOTCS MOAXO/bI K TEPANMH SHEPreTHYECKMX HAPYIICHHIi IPH BPOXKIEHHBIX MUONIATHSX.

Kntouegoie crosa: demu, 8podcoeHHble MUONAMUU, BPONCOeHHbIe MbluletHble OUCmpopuU, CMpPYKMYpHble MUONAMULU, MUMOXOHOPUS,

OKUCAUMENbHBLIL cmpecc, namoeenes, 1everHue.

The literature review gives data on the role of mitochondrial disorders in the pathogenesis of congenital myopathies: congenital
muscular dystrophies and congenital structural myopathies. It describes changes in congenital muscular dystrophies with type VI
collagen, in myodystrophy with giant mitochondria, in congenital central core myopathies, myotubular myopathy, etc. Clinical and
experimental findings are presented. Approaches to therapy for energy disorders in congenital myopathies are depicted.

Key words: children, congenital myopathies, congenital muscular dystrophies, structural myopathies, mitochondrion, oxidative stress,

pathogenesis, treatment.

UTOXOHAPUU — LIUTOIJIA3MATUUECKUE OPTaHe b,

(byHKITME KOTOPHIX SBISIETCS TPOon3BOACTBO ATD
— OCHOBHOI'O UCTOYHMKA KJIETOUHOI dHEPTruu. DTO Mpo-
MU3BOJICTBO OCYILIECTBJSIETCS B MPOLIECCE OKUCIUTETbHO-
ro ochopuMpoBaHMsI, MPOUCXONSIIETO B LIEMU TpaH-
CIIOpTa 3JIEKTPOHOB, HA3bIBAEMOM TaKXE JIbIXaTeJIbHBIN
uenbto. [TocnenHsis uenb JoKaau3yeTcss Ha BHYTPEHHEN
MeMOpaHe MUTOXOHIPUN U COCTOUT U3 5 (HEepMEHTHBIX
KoMIUIeKCcoB [1]. MyTauum Kaxk siiepHOro, Tak W MUTO-
XOHJIPUAIBHOTO T€HOMa, MPUBOMSIIME K MEPBUYHOMY
nedexTy AbIXaTeJbHO 1LIeMW MUTOXOHAPWIA, BIMSIOT
Ha MPOU3BOJICTBO SHEPTMHU U UTPAIOT BaXKHYIO POJIb B Ma-
ToreHese M HOPMUPOBAHUU KIMHUYECKUX TMPOSIBICHUI
B reTepOreHHOi TpyIne 3a00jieBaHUii, MNPU KOTOPBIX
CTPaJaloT B OCHOBHOM IOIMEPEYHO-I100caTas MYCKY-
JlaTypa Y HEepBHasl cuctema. YKazaHHble 3a00jieBaHUS
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HOCSIT Ha3BaHWE «MUTOXOHIPUATbHBIC MUOTIATUI» , «MHU-
TOXOH/IpUAJIbHbIE dHUE(MATOMUONATUN» WU «MUTOXOH-
JpuanbHble LuTonatuu» [2, 3]. Kpome atoro, npusHaHo,
YTO MUCHYHKIMS THIXaTeIIEHON eI MUTOXOHIPUI OT-
MeJaeTcsl IPU pa3HBIX HEPBHO-MBIIIICYHBIX 3a00JIeBaHU-
SIX, HaXOASIINXCS BHE 00JJACTU TEHETMYECKU OOYCIOB-
JIEHHBIX MUTOXOHAPUATbHBIX MUONATHI [4—7].

B HemaBHO OITyGIIMKOBAaHHOM 0030pe JTUTEPaTyphl
C. Katsetos 1 coaBT. [8] nmpeacTaBuiIn CBEACHUSI O MUTO-
XOHIPUAIBHON MTUCHYHKIIMU TIPU HO30JIOTUIECKU, TTa-
TOJIOTUIECKU Y TEHETUIESCKU DPA3IMIHBIX 3a00JICBaAHUSIX
CKEJICTHBIX MBIII, HUKHETO MOTOHEWpoHa U mepude-
prUIecKrX HepBoB. OTMEUYEHO, YTO 3HAYUTEIBHBIN 00beM
SKCTIEPUMEHTATBHBIX PAa0OT, TPOBEACHHBIX Ha KUBOT-
HBIX MOJIEJISIX, CBUAETEILCTBYET O BaKHON PO MUTO-
XOHJpUI B Hauaje mpoilecca aereHepauuu Mo, O6-
e MEXaHU3MBI KJICTOUHBIX ITOBPEKICHUM, CBSI3aHHBIX
C MUTOXOHIPUSMHU, BKJTIOYAIOT HapyIIeHWE PETYJISIINT
OTKPBITHUST TIEPEXOTHOM MOPHI KaHajla BHYTPeHHEN MeM-
OpaHbl MMUTOXOHApPUi, nedekTHyo aytodaruio. Tepa-
TeBTUYECKOE TPUMEHEHUE MOAMGUKATOPOB OTKPBITHS
TTePEeXOIHON TIOPBI KaHajla BHYTPeHHe MeMOpaHBI Tiep-
CITEKTMBHO JUTSI Pa3IMYHbIX HEPBHO-MBIIIICYHBIX 3a00I1e-
BaHUM.

B HacTosiieM 0630pe peub MOMACT O pa3IuYHbIX Ta-
TOJIOTUIECKUX TIPOIeccax, CBA3aHHBIX C MUTOXOHIPH-
SIMU  TIPY BPOKICHHBIX MUOIIATUSAX, HE SIBIISTIOIIMXCS
COOCTBEHHO MUTOXOHAPUATBHBIMU. B yacTHOCTH, B OTe-
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Xapaamos JI.A. u coagm. MUTOXOHIPUATTbHBIE HAPYIITEHHS TIPU BPOXKIEHHBIX MUOTIATHSIX

YECTBEHHOM MKCCJIEIOBAHUU ObLIO TOKa3aHo, 4ToO de-
HOMEH <«IlIEpOXOBATbIX» KPACHBIX BOJOKOH IPU BPO-
KAEHHONW MUOIATUM LIEHTPAJbHOTO CTEPXKHS OTpakaeT
KOMITEHCATOPHBIN MOTEHLIMAT Pa3MHOXAIOUIUXCS MUTO-
XOHIpuii [9].

MuTtoxoHnpuaibibie JAACHYHKIMA TPU BPOKIEHHBIX
MBIIIEYHBIX TUCTPOGHIX

BpoxaeHHble MbllIEUHbIE AUCTPODUU — TETepo-
reHHasl Tpynmna HacJAeICTBEHHbIX HEPBHO-MbIIIEUHBIX
3a00/1eBaHUl, JUISI KOTOPBIX XapaKTepPHbl MbIIIEYHAsI
TUIIOTOHUSI W MblllIeYHast cl1ab0oCTh, MHOXECTBEHHbBIE
CHMMETPUYHBIC KOHTPAKTYPhI KPYITHBIX CYCTaBOB W OT-
HOCUTEJIbHO CTa0WJIbHOE WJIY MPOrpeccupylolliee Teye-
Hue. Mopdonornueckoir 0COOEHHOCTBIO MOBPEXIESHHOM
MBIIIIIBI SBIISTIOTCS M3MEHEHUSI CKEJICTHOW MBIIICYHOMN
TKaHW, HAlOMMHAIOIIME TaKOBbIE TP MPOrpeccupy-
JOIUX MBITICYHBIX AUCTPOMUSIX: aTpodusT MBIIICUHBIX
BOJIOKOH C pacliupeHueM " (puOpo3oM 3SHIOMU3US,
aTakke pa3pacTaHWeM XHpOBOM TKaHW. OIHAKO IH-
cTpodryecKre M3MEeHEHUsI KaK TaKOBBIE, B BUAE SIBHBIX
HEKPO30B MUOHOB He BCEra MPUCYTCTBYIOT, HO €CTh (DU-
0po3 U 3aMmellleHue XKUpoBoil TKaHbio [10].

CBs3b OMOJIOTMM MWUTOXOHIPUI W MBIIIICYHON ITH-
cTpodrU MOATBEPKAAETCS MPUMEPOM JIBYX BPOXKIEHHBIX
MBIIIIEYHBIX TUCTPODMIA:

1) MyoOTaTHii, CBSI3aHHBIX C HApYIIEHUEM KoJulareHa
VI tuna (BpoxaeHHasi MbllieuHasi Auctpodust Yibpuxa
u Muonatus bernema), Mg KOTOPbIX XapakKTepHa MMU-
TOXOHJpUaibHasl TUCOYHKIIUS BCAEACTBME HAPYILLIEHUS
peryjsiliui MepexolHO Mopbl BHYTPEHHENH MeMOpaHbI
MuToXOoHApUil [11—15], u 2) MerakoHuaabHOW BpO-
>KIAEHHOU MbIIIEYHON NUCTpOd UM, BI3BAHHON MyTally-
eif reHa CHKB, KomupymoIiero XoJInHKuHa3y B—dep-
MEHT, KOTOPbI/ KaTaJu3upyeT NMepBbIii 11ar OMOCUHTE3a
docharuaunxoarnHa—hochoaunuaa, mpeacTaBlIeHHO-
ro B 00JIbIIOM KOJIMYECTBE B KIETOUYHBIX MEMOpaHax 2y-
KapuOTUYECKUX OPTaHu3MOB [16—19].

Bpoocdennas moumeunasa oucmpogpua Yavpuxa u muo-
namus bemaema

BpoxneHHas MblliedyHast nuctpodust Yibpuxa U MU-
onarus beriema siBisiiorcs 3a06071eBaHUSIMUA MbILIL, CBSI-
3aHHBIMU C MYTalUSIMU B FeHaX, KOAUPYIOUIMX Oel0K
BHEKJIETOYHOTO MaTpukca kosareH VI tuma. Otu nBa
3a00JieBaHNsI OOYCJIOBJIEHBI MYTallMSIMU B T€HaxX KoJula-
reHa VI Tuna u B mocieqHEM BapUaHTE TEeHETUYECKOM
tabnuubl Kannana [20] oTHeceHbI K TpyIine BpoXKAeHHbIX
muonuctpoduit. Panee cumtanoch, yto Muomnarust ber-
JieMa HacjiefyeTcsl 1o ayTOCOMHO-IOMUHAHTHOMY TUITY,
aMuonartust Yibpuxa — I10 ayTOCOMHO-PELECCUBHOMY.
OpHako B IocjeHee BpeMsl YCTaHOBJIEHO, YTO Mopaxe-
Hue cyobenuHulbl A2 Tipu Muonatuu berinema moxer
HacJenoBaThCsl ayTOCOMHO-pelieccuBHO [21]. TeHsl, oT-
BETCTBEHHbIE 3a (popMupoBaHue KoareHa VI tuna, Jjio-
KaJIM3YI0TCS Ha JUIMHHOM Ilieye XxpoMocoMbl 21 (21g22.3
— COL6AI, COL6A2) v Ha IIMHHOM ILIeYe XPOMOCO-
MbI 2 (2937 — COL6A3) [20].

ITpu BpOXAEHHBIX MBIIIEYHbIX AUCTPODUSIX, CBSI-
3aHHBIX C MopaxeHueM KosutareHa VI Tura, HapylieHue
MUTOXOHIPUI SIBJSIETCS OCHOBHBIM MAaTOr€HETUYECKUM
MeXaHU3MOM. MUTOXOHIpUaIbHasl TUCHYHKIIUS Pa3BU-
BaeTCs BCJIEACTBUE HAPYILIEHUSI TPOLIECCOB OTKPBITHUSI TTe-
PEXOHON TOPbl BHYTPEHHENH MEMOpaHbl MUTOXOHIPUIA
u ayrodarum [22]. MuobaacThl, MojiydueHHbIE OT MallM-
€HTOB C BPOXIIEHHON MblllIeYHOI AUCTpodueit Yibpuxa
u Muonarueit betnema, mposiBISIIOT CKPBHITYI0O MUTOXOH/I -
puUaIbHyI0 TMChYHKIIUIO, HE3AaBUCUMO OT T€HETUYECKOTO
HapylleHUs], OTBETCTBEHHOI'O 32 OTCYTCTBUE WU CHUXKE-
Hue kojutareHa VI. B muoGnactax nmpu muoguctpoduu
VYnbpuxa nopor [jist OTKPBITUSI MIEPEXONHON MOPbl OYEHb
0JIU30K K MEMOpPaHHOMY IOTEHLMAy TMOKOsI, MO3TOMY
Jlaxke He3HAuuTesbHAsl AETOJsIpU3alnsl MOXET BbI3BaTh
OTKpPBITHE TIOp ¥ YcKOpuTh nctomeHue AT® [11]. Mwuo-
0JIaCTbl OT 9TUX MALMEHTOB NEMOHCTPUPYIOT (BYHKIIU-
OHAJIbHYIO HEJIO0CTATOYHOCTh U CKJIIOHHOCTb K arnonTo3y
BCJICAICTBUE HEHAUJICXKALLETO OTKPBITHS IEPEXOIHBIX ITOP
[12, 23]. OnHO U3 uccaenoBaHU MMOKa3ano, 4TO AUC-
(GYHKIMU ~ MUTOXOHAPUI, TMPUBONSIIME K aromnTo-
3y, MOTYT ObITb BBISIBJIEHbl HE TOJBKO B MMOOJIACTax,
HO U B KJIETOYHBIX KyJbTypax ¢puOpo01acToB NMallueHTOB
C MBIIIEYHBIMU TUCTPODUSIMU, CBSI3AHHBIMU C Hapylle-
HueM koJjuiareHa VI tumna. IloTeHUManbHO, 3TO MOXET
ObITb MCIIOJb30BAHO B KAYECTBE METOAA AUArHOCTUYE-
CKOT0 CKPUMHMHTIA, a B KIMHUYECKUX MCCAENOBAHUSIX —
IUUISI ©3MEPEeHUsl peakiiuy MaiMeHTa Ha Tepanutio [ 14].

OTKpbIBaHUE TEPEXOHON MOPbl BHYTPEHHEWH MeM-
OpaHbl MUTOXOHAPUIA, KaK MOJAraloT, MPEeACTaBISIET KO-
HEYHYIO YacTb IyTU TMOeIM BOJJOKHA CKEJIETHOMN MBIIIILIBI.
BBeneHue nukiocnopuHa A, MoaudukaTopa NpOTOHHOMN
MOMIbl U MHTUOUTOpPA OTKPBIBAHMSI YKa3aHHOW TMOPBHI,
MPUBOJUT K HOpMaiu3aluu padoThl nopbl. CKazaHHOE
MpeAoCTaBysieT 000CHOBaHUE ISl MPOBEACHUS KIMHU-
YECKUX MCCJIENOBAHUI 3TOro BellecTBa Yy MallMEHTOB
C BPOXXJIEHHO! MBILLIEYHO! aucTpodueii Yabpuxa u MUo-
narueit betnema [12, 13, 15]. TepaneBtuueckuii acdbekT
TaKKe MOATBEPKIAETCsl Ha MOJIEIU MblIlIei ¢ AucTpodu-
eit, cBsi3aHHOM ¢ reHoM COLG6A 1, v Ha MOIeIN PBHIOKI TI0-
nocatbiii [lanuo [24]. dist 000CHOBaHUSI KIMHUYECKOTO
HCCJIeIOBAaHUSI TTPUMEHEHHUS LIMKJIOCTIOPUHA B KYJIBTYPE
MBIIIEUYHBIX KJIETOK MUOAUCTpOUM Yabprxa ObLIO BOC-
MPOU3BENIECHO HAPYIIEHUE PETYISIIMY TIEPEXOAHOM MOPHI.
D. Hicks u coaBT. [25] oOHapy>Xuiu HapyluIeHUs Perysi-
LIUU TEPEXOIHON MOpbl B MUOOJIACTaX MalMEHTOB C KO-
HEYHOCTHO-TIOSICHOW MBbIIIEYHOUN auctpodueii tuna 2B
U HE BBISIBWIM 3TO HapylleHWe Y MallMeHTOB C MUOMa-
tueil betyieMa, Mepo3uHAEPUIIMTHON BPOXKIECHHON MbI-
1IeYHON AucTpodueit, KOHEUHOCTHO-TIOSICHOW MbIIlIeY-
HOUl auctpodueit Tuna 2A, MbIIIEYHOU aucTpodureit
HiolieHHa U cuHaApoMoM JIu.

L. Merlini u coaBT. [26] coobmuim o 6 marmeHTax
¢ muoauctpodueil Yibpuxa v MyTalUsIMU B reHax, KO-
nupytomux kosnared VI. B Bospacre 5—9 et aetu no-
Jydasiu 3—S5Mr/Kr B CYyTKU IIMKJIOCIIOpMHA A B TeUEHUE
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1—3,2roma. Y 5 u3 6 MalUeHTOB 3HAYMTELHO Hapocia
MbIlIEYHAasl CWjia, HO He YJIyYUIWIUCh MOTOPHbIe (DYHK-
LIMU, a COCTOSIHUE JbIXaTeIbHON (DYHKIIMU YXYyAUIUIOCh
y Bcex mauuveHToB. JleueHre LIMKIOCTIOPUHOM A CKOp-
PEKTUPOBAJIO MUTOXOHIPUATBHYIO AUCHYHKIINIO, YCU-
JIUJIO PEreHepaluio MbIIIL W YMEHBIIUIO KOJIUYECTBO
arornToOTUYECKUX sep. Pe3yabraTbl 3TOro ncciaenoBaHus
MOKa3bIBaIOT, YTO UTUTEJIbHOE JIeYEHUE AAHHBIM IIpe-
MapaToM YJay4ylllaeT XapaKTEPUCTUKHU MBIIIIL KOHEYHO-
CTel, HO HE JbIXaTeJbHbIX MBI, a TakXe XOPOIIYIO
MepeHOCHMOCTb TIpenapara nauveHTamu. [laHHbie pe-
3yJIBTaThl MPEIONaraloT UCIOJb30BAHUE LIMKIOCIIOPU-
Ha A WIM HEUMMYHOCYIPECCUBHBIX LIMKJIOCIIOPUHOB,
KaK MOXHO paHbllle Y MallMEHTOB MNpU MUOAUCTPpODUU
Vinbpuxa ¢ HEOOJbIIMMU HapylIEHUsIMU aAuadparMaib-
HbIX QYHKIMIA.

B cBs13U € BbIpaXX€HHBIMU HEXeJaTeJbHbIMU MOO0Y-
HbIMU 3(PdeKTaMu LIUKIOCTIOPUHA ObUIU MPEANPUHSITHI
MOMBITKU pa3padoTaTh JI€KapCTBEHHbIE CPECTBA, HE BbI-
3bIBAIONIME UMMYHOCYIIpeccrio. TakuM npenapaTom siB-
Jisgercsl uHruouTop uukiaodbuamua Debio 025. OH Obl1
pa3paboTaH Ha OCHOBE LIMKJIOCIIOPMHA A, HO B OTJIUUME
OT HErO He MPOSIBJISIET CPOACTBO K KaJbLIMHEBPUHY. 3-
BecTHO, uTo Debio 025 wMHruOUpyeT IMepexoaHylo IMopy
BHYTpEHHEN MeMOpaHbl MUTOXOHAPHUIA B TOJJOBHOM MO3-
re [27]. BToT npemnapat npeacTanisieT co00i CyIeCTBEH-
HbII War K 3¢pdeKTBHON Tepanuu BPOXICHHOW MbI-
eyHoi nuctpoduu Yiabpuxa u muornatuu bernema, Tak
Kak He TMOo/iBepraeT MalueHTOB MOTeHIMAIbHO BPeTHOMY
BO3/ICICTBUIO UMMYHOCYIIpeccuu [28].

Bpoocdennaa motmeunas oucmpogus c eueanmcxkumu
MUMOXOHOpUAMU

BpoxneHHass MbliliedyHast AUcTpodusi ¢ MUTOXOHI-
pUAJIbHBIMUA CTPYKTYPHBIMU aHOMAJTUSIMU, TakKe Ha3bl-
BaeMasi BpOXIEHHOW MbIILIEYHON AUCTpOdUEN ¢ TUraHT-
CKMMM MUTOXOHAPUSIMU (MEraKOHUaJIbHAsI BPOXKIEHHAsI
MbllIEYHasi AUCTPOdusi), KIMHUYECKU XapaKTepU3yeTcsl
PaHHUM HayaJloM MCTOLUEHMSI MBILILL U TSKEJIOM yMCT-
BEHHOH OTCTasoCThi0. [1py GUONCUYN MBIIIILL BBISIBISIIOT-
Cs XapaKTepHbIe YBEJIUYEHHbIE MUTOXOHAPUU, KOTODBIE
MpeBaIupPyIOT Ha neprdeprun BOJOKOH, HO PEIKU B LIEH-
Tpe MbILIEYHOTO BOJIOKHA.

Ha ocHoBaHuu cx0CTBa C JAaHHBIMU OMONCUY MbILLIE
C MBIILIEYHOM OuCTpodueil, BBHI3BAHHOW pELIECCUBHOM
Mytareil B rene CHKB, KomupyionieMm B-XOJTMHKWHA3Y,
I. Nishino u coaBT. [29] cekBeHMpOBaaM NAHHBIIA TeH
y 15 maiueHToB, CTpaJalolX BPOXIACHHONW MbIIIEYHOMN
nuctpodueil ¢ TMTAaHTCKUMU MUTOXOHAPUSIMU, Uy BCEX
MalMeHTOB BbISIBUIM OUasuieSibHble MyTaluu. B Mblii-
1ax 3 MalueHTOB C HOHCEHC-MYTalUSIMU aKTUBHOCTb
XOJIMHKMHA3bl ObUla yrHETeHa, YpoBeHb dochaTuani-
XOJIMHA TIOHUXEH, a YpOoBeHb (pochaTuaniaTaHoIaMUHa
He U3MEeHEeH. MUTOXOHIPUHU B LIEHTPE MBILIEYHBIX BOJIO-
KOH TMOABEPTaAIMCh ayTodaruu 1 He o0aJaiu HUTOXPOM
C-okcuiasHoi akTMuBHOCTbIO. CBOEOOpa3HbIN XapakTep
pacrnpeneieHus yBeJTMYeHHbIX MUTOXOHAPUI Ha MbIIIeY-

OB30PbI JINTEPATYPbI

HBIX Cpe3aX, BO3MOXHO, CBSI3aH C KOMIIEHCATOPHbIMU
MEXaHU3MaMu Tocjie YHUUYTOXEHUS! (YHKIIMOHATbHO-
nedeKTHbIX MUTOXOHApUii [17].

MerakoHuaibHasi BPOXIEHHAs! MbIIIEUHAs! AUCTPO-
dus, cBsizaHHas ¢ mytauusimu reHa CHKB, no nocieaHe-
ro BpeMeHHU Oblj1a ONMCaHa y MaJloro KOJIMYeCcTBa NalueH-
TOB B SINOHCKOM, TYpeLIKOW, OpUTAaHCKOM 1 (ppaHIy3CKOit
ponmocnoBHBIX [16, 17, 19]. P. Gutiérrez Rios u coabr. [18]
MpeACTaBWIN OMKUCAHUE MEPBOTO aMEPUKAHCKOTO 0OJIb-
HOTO BPOXIEHHOW MBIIIEYHON AuUCTpodureil, XxapakTe-
pusylolleicsl HATMYMEM B MbILILAX TUTAHTCKUX MUTO-
XOHIpUI, CMEIIEHHbIX Ha MepudepuIo BOJOKOH, a TaKXe
OMNpeNeWIN BO3MOXHbBIE MPOUCXOXIEHUE U MOCIEeNCT-
BUSI MUTOXOHAPUAJIbHBIX WM3MEHEHUM. Y MaiueHta —
NBYXJIETHUI abpoaMepUKaHCKUI MAJIBYUK CO C1abOCThIO
U 33JI€P>KKOI MCUXOMOTOPHOTO Pa3BUTHUSI, BIIEPBbIE ObLIA
BbIsSIBJIeHa HOBasl MyTalus B reHe CHKB v u3onupoBaH-
Hasl HeIOCTaTOYHOCTb 1IuTOXpoM C-okcuaassl. [Ipeamno-
JlaraeTcsl, 4To JaHHOE PACCTPOMCTBO BJIUSIET HA aCCOLIU-
UPOBAaHHBIE C MUTOXOHIPUSMU MEMOpPAaHBbI U OCJIA0ISIET
B HUX MeTab013M (hochonunuaos, BbI3bIBasl KaK Hapy-
LIeHWe pa3Mepa, Tak U CMEIlleHUe MUTOXOHIPUI Ha Te-
pudepuIo MbIILIEYHOTO BOJIOKHA.

Jlpyeue caywau 6poicoennvix MbiuteyHblX Oucmpouii
¢ Hapywenuem Mumoxonopui

H. Kondo u coaBr. [30] cooOuuin o mepBoM KJv-
HUYecKoM ciydae couetaHusi cuHapoma Jiu (Leigh)
C BPOXICHHOW MBIIeYHON nuctpoduein  DyKysMbl.
'Y HOBOPOXIEHHOTO MaJIbYMKa OTMEYAJICSI BbIPAXKEHHBII
MOJIOYHO-KMCJIBIA  auuno3. B KIMHUYECKOW KapTuHe
HabII0aMCh MOHUXEHHOE MUTAaHWE, MbIIIeYHasl cla-
00CTb, TUITIOTOHUSI, cepeyHas AMCHYHKIUS U TUAPOLIE-
danusi. PebeHok ymep B Bospacte 17 Mec. Pesysbratel
MAarHUTHO-PE30HAHCHOU ToMorpacduu Mo3ra yka3blBaJld
Ha HEKOTOopble crienuduyeckre MpU3HaAKU Kak CUHAPO-
Ma JIu CJI, tak u Mmuomuctpoduu Oykysmel. beiia ooHa-
pyXeHa MyTallus, XapakTepHas i 6ome3Hu DYyKysMBl.
OTMEUYEHO CHUXEHWE aKTUBHOCTM MMTOXOHAPUATIbHBIX
nbIxaTeJbHbIX KoMmIuiekcoB I u II; cekBeHupoBaHUe MU-
toxoHapuansHoi JIHK He BbIsiBUIO MyTauvu. Kinuauue-
ckre HabmoneHus ¢ AeUIIMTOM yKa3aHHbIX KOMILIEK-
coB | u Il onuchIBalOTCS 1OCTATOYHO PEAKO, BO3MOXHO
B OTHUX CJIy4aeB UMEET MECTO MyTallMsl SIAEPHBIX TEHOB.

M. Kurihara u coaBT. mpencraBuiau omnucaHue |[31]
JIByX CUOCOB C MEPO3UHITOJIOXMUTEIbHON BPOXIAEHHOMN
MbIIIEYHOU aucTpodueit, He OTHOCSILIENHCS K AUCTPO-
buu tuma OyKysIMBI, KOTOPBIE OBUTM POXICHBI OT 370-
poBBIX pommreneid. [larmenTamMm ObLTM meBOuYka 16 Jier
C MUOMaTUEN, KapAMOMUOIIATUEN, TIXKEION YMCTBEH-
HOI OTCTaJIOCTBIO U dMWJIENCUEN U ee MIaauuii Opar
10 et ¢ MuonaTue, TSIXKeJI0iH YMCTBEHHOI OTCTAIOCTbIO
u anwerncueil. [lokazarenu ypoBHsI cejleHa B CHIBOPOT-
K€ KPOBU JeTell ObLIM CHMXEHbI 10 25 1 55 MKT/J1 co-
OTBETCTBEHHO (TIpu HopMe 97—147 Mmkr/n). PesynabraTel
MBILIEYHBIX OWOMNCUIl ObUIM CXOXM C HaOII0IaeMbIMU
Npu ceieHneUIUTHON MUOTIaTUU: HapYIIeHUEe paclipe-
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JIeJIeHUs] MUTOXOH/APUIA, a TakKe TMTaHTCKHWE MUTOXOH-
npuu. [Tocyie Ha3HaYeHUsI ceJieHa per oS B TeueHue 3 Mec
y MalUeHTOB $SIBHO YyJydlliWwiach mnoxoaka. [IpuumHbI
VAYYIIEeHUsI OCTAIUCh HE SICHBIMM, OIHAKO HapyllleHUe
MeTabojiM3Ma cejleHa MOXET UIpaTh POJb B pa3BUTUU
BPOXIEHHON MBIILIEYHON TUCTPO(GUU U YMCTBEHHOM OT-
CTaJIOCTH.

MuTtoxoHnpuaibibie JAACHYHKIMA TPU BPOKIEHHBIX
CTPYKTYPHBIX MHOTIATHSIX

BpoxaeHHble CTPYKTYpHblE MUOMNATUUM — TeTepoO-
reHHas TpyIna reHeTUYECKU AETEePMUHUPOBAHHBIX 3a-
0oJieBaHUI C pa3HbIMU TUINAMU HaCJIEIOBAaHUSI U MHO-
roodbpasueM BapUaHTOB TeueHMs. ISl MaTooruyeckux
MPOLIECCOB, JieXkKallluX B OCHOBE 3TUX 3a00JieBaHUM, Xa-
PaKTEpHbBIM SIBJISIETCSI OTCYTCTBME HEKPO30B MbIILIEYHbIX
BOJIOKOH M MOCJEAYIOLIEro pa3BUTUsI MUOAUCTpodrye-
ckoro npotecca. [Tpu aToM DyHKIMOHABHAS HEAOCTA-
TOYHOCTb MBIIIEYHOI TKaHU MposiBisieTcs: Ha hoHe (op-
MUPOBaHUS cnielMPuuecKnx NaToJorn4eckux CTPYKTYp
(4acto parouiuMx Ha3BaHUWE HO30JI0TMYECKO (opme)
B MBIIIIEYHBIX BOJIOKHAX. OOIMMMM KIMHWUYECKUMMU TTPO-
SBIICHUSIMU ~ BPOXKICHHBIX CTPYKTYPHBIX MUOTIATHIA,
Kak MpaBWIO, SIBJISIIOTCSI paHHUU NeOI0T (C poXAeHUs
WUJIY C TIEPBbIX MECSLEB XU3HU), TeHEPATM30BAHHASI MbI-
1Ie4YHas] TMMOTOHMS, CHWXKEHUE WU OTCYTCTBUE CYXO-
SKUJBHBIX pedieKcoB, aTpodus MbIIIIL U aHOMAJIUU CKe-
seta [9].

Mumoxondpuaavhvie oOuchynkuyuu npu cmepircHeebix
Mmuonamusx

CrepxHeBble MUOMNATUUM — 00JIE3Hb LEHTPAIBHOTO
crepxHs (centralcore disease) 1 MHOTOCTEPXKHEBAsE MUO-
natust (multiminicore disease) — reHeTMYeCKU TeTepo-
reHHble 3a00JieBaHUsI, KOTOPbIE COBMECTHO SIBJISIIOTCS
HanboJiee YaCTHIMU BPOXKAEHHBIMUA CTPYKTYPHBIMU MHO-
natusamu. OOmIeit onpenensitonieit MopgoIornyecKon
0COOEHHOCTbBIO CTEPXKHEBBIX MUOMATUI CITYKUT HAIMYUE
00J1aCTU CHUXKEHHOU OKUCIUTENbHOW aKTUBHOCTH (ep-
MEHTOB B MBIIIIEYHbIX BOJIOKHAX MEPBOro THUIIA, OIpe-
JieisieMOit  TIpU TMCTOXMMUYECKOM aHallu3e, B coyeTa-
HUU C Ie30praHu3alueil capkoMepoB U MOYTH TOJHBIM
ucTouieHrueM MUTOXoHApUit [32, 33]. [eHeTnyecku crep-
J)KHEBbIE MUOMATUU SIBJSIIOTCS B OOJBIIMHCTBE ClyvyaeB
CJIeICTBUEM MYTallMii B TeHax, KOAUPYIOIIMX JBa Oeiaka
CapKoIlUIa3MaTUYeCKOro peTUKyIymMa: odecreynBarouuii
paboTy KaHajla BBICBOOOXAEHUSI KaJIbLIMSI PUAHOJUHO-
Bblii peuentop (RyR1) u cenenonporenn N (SEPNI),
(yHK1MU KOoTOporo MajiousydyeHsl [32]. MyTtaiiuu B reHe
RyR1 BcTpeyaloTcss HAMHOTO yYallie, YeM MyTalluu B reHe
SEPN . I1aTtoreHe3 3a00J1eBaHU i, 00yCIOBIEHHBIX JOMU-
HAHTHBIMU MyTauusiMu RyR 1, XOpolllo U3y4eH, B TO Bpe-
MsI KaK JaHHbIX, Kacalouluxcsl MaToreHe3a pelieCCUBHBIX
RyRIw SEPNImytanuii, HenoctaTtouHo [33]. CyiuecTBy-
€T MPEeaIoNoXEHUE, YTO HapylleHUe (PYHKIUN KaJlbLIUs,
peryavpylomero 0uosHepreTuueckyo GyHKIUI0 MUTO-
XOHJIpUii, BHOCUT BKJIaJ B Pa3BUTUE MbIIIEUHON c1abo-
CTHU TIPU CTEPKHEBBIX MUOTIATUSIX [34].

B2011r Obulo TpoOBeNEHO MEXIyHapomaHOoe pabo-
yee COBeElllaHWE, TMOCBSIILIEHHOE MUOIMATUSM, CBSI3aH-
HbIM ¢ MyTauusiMu reHa RyRI1 [35]. E Protasi (Mtanus)
Ha NMprUMepe 3J10KaYeCTBEHHON TUIepTepMUU, BbI3bIBa-
eMoii Mytauueil reHa RyRI, B 9KClepUMEHTe Mokasal,
YTO HaOyXaHUE W pa3pyllleHUe MUTOXOHAPUI B CKeJeT-
HBIX MBIIIIAX SIBJISTIOTCS TIEPBBIMU CTPYKTYPHBIMU U3Me-
HEHUSIMU, HAOJII0JJaeMbIMU Y MOJIOZIBIX B3POC/IBIX MbIILIEH
(BO3pacT 2 Mec). DTU U3MEHEHUSI U3HAYaIbHO HACTYIIAIOT
B 00J1aCTSX, Ha3bIBAEMBIX «paHHUMM CTEPXKHSIMU», a 3a-
TEM MOPaKaloT APYTUe PETUOHBI, TPUBO/S K YKOPOUESHUIO
CapKOMEpOB U yTpaTe MMTOXOHIPUI M capKorlia3MaTHu-
YeCKOro peTukyjayma. [loxoxue HapylieHusi oTMeva-
10TCSl Y YesioBeka IMpu 060J1e3HU LEHTPAJIBHOTO CTEPXKHS,
MpU KOTOPO pas3pylieHUe MUTOXOHAPUI U capKoruia3-
MaTUYECKOTOo PEeTUKYJyMa TMPUBOIUT K HAKOIUJIEHUIO
B OrpaHUYEHHBIX y4acTKaX MOHOB KaJblLUs, (popMHpO-
BaHWIO KOHTPAKTyp MBIIIEUYHBIX BOJOKOH M K IPOTpec-
CUpYIOIIIEMY YXYAIIEHUI0 (YHKIUU COKPATUTEIbHOTO
anmnapara cKeJeTHON MbILILIbI.

M. Duchen (Benuko6puTtaHusi) COOOIIMI O HapyIle-
HUW PETYJISIUUM MOHOB KalbLUsT W (YHKIUA MUTOXOH-
JIpUil Kak MexaHU3Me pa3BUTUs 3a00JeBaHUI MBIIIILI.
IToxazaHo, YTO MUTOXOHIPUU TaKXe HAKAIJIMBaIOT UOHbBI
KaJIbLIMs B OTBET HA MECTHOE TTOBBIILIEHUE UX YPOBHSI.

MUTOXOHAPHUY ¢ HAPYIIEHHBIMUA (DYHKIUSIMU YOS -
10TCSl U3 KJIETKU B TIpoliecce ayTodaruu, KOTOpblid MOXET
ObITb AKTUBUPOBAH MyTeM OKUCJIUTEIbLHOTO cTpecca. [le-
pPETPY3KM MOHAMM KaJIbLIMSI MOTYT YBEJIMYHUTHh YPOBEHb
CBOOOJHBIX PAaIUKAJIOB, BTO BpeMsl KaK HapylIeHUE
OKUCIUTENbHOTO  (ochOopuIMpOBaHUsl WU OTKPBITHE
YKa3aHHOM BHIIIEe TTOPBl BHYTPEHHE MeMOpaHbI BBI3bI-
BaeT CHUKEHUE MUTOXOHIPUATLHOTO MOTEHIIMAIA U ya-
JIeHWe MUTOXOHAPUIl mocpenctBoM ayrodaruu. Takum
00pa3oM, BO3MOKHO HECKOJIbKO Pa3IMYHbIX MEXaHU3MOB
naTo(U3NOJIOTMN TPU MUOIIATUSIX, CBSI3aHHBIX C MyTa-
uueit reHa RyRI1. BoisiBienue u nuddepeHimanms Mex-
Iy 9TUMM MeXaHW3MaMU CTaHET BaXKHBIM IIaroOM B OTIpe-
JIeJIEeHUY HOBBIX TEPANIEBTUUYECKUX CTPATETU .

C 1enplo  OOHApYXXEHUSI HOBBIX MATOTEHETUYECKUX
MexaHu3moB J. Dowling u coaBT. [36] mpoaHanu3upo-
BaiiM aBe Mojaenau RyRI-3aBUCMMBIX MUOIIATUiL: pbiOa
JaHno M KyJbTUBMPOBAaHHBIE MBIIIEYHBIE TPYOKH (MHO-
TyOBI) OT MALIMEHTOB ¢ Ry R I-3aBUCUMbIMU MUOTIATUSIMU.
AHaJIM3 BKCIIpeccuu TeHOB Y pbl0 JlaHno oOHapyKui cy-
1LIECTBEHHbIE HAPYIIEHUsI MTPOLIECCOB, CBSI3aHHBIX C KJIe-
TOYHBIM cTpeccoM. [locneayrolire uccieaoBaHus ObUIU
COCPENOTOYEHbI HA OKUCIUTELHOM CTpecce y COOTBET-
CTBEHHO oOcJiabieHHbIX JlaHWO U B KYJIBTUBUPOBAHHBIX
MHOTy0ax. bBblM MponeMOHCTPUPOBAHBI  TMOBBIIIEH-
Hasl OKHWCJIUTENbHasl aKTUBHOCTb, HaJIWYUE OKUCIU-
TeJbHBIX CTPECC-MapKepoB, upe3MepHas MPOAYKIIUSs
MUTOXOHAPHUSIMA OKCHIAHTOB W CHUKEHHME BBIKMBae-
MOCTU B YCJIOBUSIX OKMcCJeHMs. BosmelicTBue aHTUOK-
cugaHta N-aleTUIIUCTeMHA CHU3UIIO OKUCIUTENbHbIIM
CTpPEeCC W MOBBICWJIO BBIKMBAEMOCTb MBIIICUHBIX TPY-
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00K mpu RyRI-3aBUCUMBIX MUOTMATUSIX €X ViVO, a TaKXKe
MPUBEJO K 3HAUUTEJIbHOMY BOCCTAHOBJIEHUIO (DYHKIIUMU
MbILIL Y oc1abaeHHbIX JJaHno, TeM caMbIM MTOATBEPXKIAsI
cBo10 3 (PEKTUBHOCTD in Vivo. DTU JaHHBIC MO3BOJISIIOT
CeJIaTh BBIBOJ, YTO OKUCIUTENbHbIN CTPECC — BaxKHbIN
narouznogornyeckuii - MexaHusm  RyRI-3aBUCUMBIX
MUOMATUi, MpuMeHeHue N-alueTUILMCTEMHA BO3MOXHO
SIBJISIETCS YCTICIIIHBIM METO/IOM JIECUeHUSI.

Mumoxondpuaavnan oOucynkuus npu ueHmpaibHo-
s0epHoill Muonamuu

LenTpanbHo-simepHass MUONaTUsl MPEACTABISIET CO-
00i1 crieKTp reHeTUYeCckr 00YCIOBIEHHbIX 3a00JIeBaHUIA,
XapaKTepU3yloluxcs oo1mumM Mopdosorndyeckum ¢GpeHo-
TUMOM, 3aMETHO YMEHBIIEHHBIMU MbILIEYHBIMU BOJIOK-
HaMU C LIEHTPaJIbHbIM PACTIOJOXEHUEM SIIEP, UTO AEIaeT
HX TTOXOXUMU Ha MUOTYOYJIbl — He3pesble (heTalbHbIe
MbllIeUHbIe BoJIoOKHA. Ho3zonornyeckuit cexrp 3adoJe-
BaHUS BKJIIOYaeT B cebst [37]:

1) X-cuernjeHHyl0 MUOTYOYJISIPHYIO MUOINATUIO, KO-
TOpast SBISETCH TSIXKEJION BPOXIEHHON CTPYKTYpHOM
MUOIIATUENM, BBI3BAHHOM MyTallMell B rTeHe, KOOUPYIOIIEM
0esiok Muotyoynaput 1 (MTMI);

2) MeHee 4YacTyl0 ayTOCOMHO-IOMUHAHTHYIO dop-
MY, WM COOCTBEHHO LIEHTPAIbHO-SIIEPHYIO MUOMATHIO,
CBSI3aHHYIO € MyTaluel BreHax nuHamuHa 2 (DNM2)
nnu ambuduszuna 2 (BINI), xotopblii obecrieunBaeT
B3aUMOJICICTBUE C IMHAMUHOM.

Kpome oTiMunTeIbHOTO MpU3HAKA — MBbILIEUHBIX
BOJIOKOH C LIEHTPaJbHbIMU SIAPAMU, IPYroi OTIUYU-
TEJbHO MOP(POJOrMUYecKOil OCOOEHHOCThIO TIpU aTH-
MUYHBIX X-CLEMJIEHHBIX MUWOTYOYJISIDHBIX MUOMATHUSIX
SBJISIETCSl HATMYKE cyOcapKoeMMalbHbIX 0a30(UIbHBIX
KoJiell, HanmoMMuHawImx oxepesbe («necklace fibers»).
ITpu 7€KTPOHHOI MUKPOCKOITUU BUTHO, YTO 3TU CTPYK-
TYPbl COCTOSIT U3 KOCO OPUEHTUPOBAHHBIX MUODUOPUILT
Majioro JauaMeTpa B OKPYXXEHUM MUTOXOHIpUH, cap-
KOTUIa3MaTUYECKOrO PETUKYJyMa U IpaHysl TJMKOreHa
[38]. MTM1 GbyHKUIMOHUPYET, B YaCTHOCTHU, B Ka4eCTBE
JleCMUHCBs3bIBatolero oenka; MTMI urpaet BaxHYIO
POJIb B PETYJISILIMM JECMUHA, OelKa IIUTOCKEIeTa, a Tak-
K€ TOMEOCTa3a MMTOXOHAPUI B CKEJETHBIX MbIIIILIAX.
Hedextbl B opraHuzaiuu MuUobUOPUIUT U HApYLIEHUS
MUTOXOHAPUATbHBIX (DYHKUMU SIBASIOTCS OOLIMMU Yep-
TaMM B MaTOTeHe3e LEeTPaTbHO-SIIEPHBIX U CBSI3aHHBIX
C IECMUHOM (AecMuHonatuv) muonatuit [39]. BbisiB-
JisseMble TIpY 2JIEKTPOHHOW MUKPOCKOMUU HapyLIECHUS
MUTOXOHAPUI B BUJIE PBAHBIX KPACHBIX BOJIOKOH U yBeE-
JIMYEHHbIE MUTOXOHAPUU, a Takke NUCGHYHKIIUS JbIXa-
TeJIbHON 1IeNMM MUTOXOHIPUI ObLIM 3apeTHCTPUPOBAHBI
pyu MUODUOPUIUTSIPHBIX MMUOMATUSIX — NECMUHOMATU-
sx [40].

Hapyiienust MUTOXOHAPUIA U capKoIla3MaTUYeCcKO-
ro peTuKyjayMa HabjronaloTcs B repeaHeit 0osbliiedep-
1I0BOIi MBIIIILIE F€TEPO3UTOTHBIX MbILLIEH, HOKAyTUPOBaH-
HbIX 110 TeHy K/-Dnm2w pa3BuBaroninx Haubosee yacToie
ayTOCOMHO-IOMUHAHTHbIE (OPMBbI  LIEHTPATbHO-SIIEP-
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Hoii Muonatuu [41]. CoobulaeTcsi TakKe O HapylleHUU
(GYHKIMIA MUTOXOHAPUI B MBILILIAX Y MbIIIEH TpU ae-
seuusix mukpo PHK miR-133a-1 u miR-133a-2, xoto-
pble IPUBOAST K B3pOcCiioi hopMe LIEeHTpaIbHO-SIIEPHOI
Muonatuu (¢ MopGhoJorMyecCKUMU NU3MEHEHUSIMU, HATTIO-
MMHAIOIIUMU LHEHTPATbHO-SJEPHYI0O MUOTIATUIO Y YeJIO-
Beka) [42].

J1si NOHUMaHUSI MEXaHM3MOB, JieXallluX B OCHO-
Be 3a00J1eBaHUsI, KpaliHe BaXXHO OMNPENEIUTh, B KaKOi
CTENEHU OCHOBHBIM TOBPEXIEHHBIM THUIIAM KJIETOK
Tpedyercs 6enmok DNM2. Ucxoas us storo, E. Tinelli
U coaBT. [43] ucnoyib3oBaiu abSALIUIO KJIETOYHO-CIIe-
M(pUIEeCKOro reHa i U3y4eHUsl MOCAeACTBUNA yTpa-
Tl DNM2 xierkamu MbIIIEYHOU TKaHU. YCTaHOBJIE-
HO, 4TO pyHKUMOHUDYIOIIUIK TeH DNM2 Heobxoaum
NIl TPaBUJIBHOTO pPa3BUTUS MbllIL. YTpata DNM?2
CKEJIETHON MBIIIEYHOW TKaHbIO MPUBOIUT K CHUXE-
HUIO MBILIEYHOU MacChl U YMCJIa MbIIIEYHBIX BOJIOKOH,
U3MEHEHUIO pacipeiesieHUus UX pa3MepoB, HapyllIeHU-
SIM HEPBHO-MBbIIIEYHbIX CUHANCOB W U30JUPOBAHHO
JlereHepalud BHYTPUMBILIEYHBIX Mepudepruueckux
HEPBHBIX BOJOKOH. MIHTEpeCcHO, UTO OTCYTCTBUE DKC-
npeccuu reHa DNM2 B MbllIliaXx OPUBOIUT K YBEJIM-
YEeHUIO JUMUIHBIX Karnejlb U MUTOXOHIPUATbHBIM Jie-
dexram. DT JaHHbIEe ObOecreyuBalOT HEOOXOAUMYIO
OCHOBY ISl JaJIbHEUIIUX UCCAEAOBAHUN (yHKLMU
u nuchyHKuun reHa DNM2 B CKeJNeTHBIX MBIIIIAX
B HOpME U MPU NMAaTOJOTUU.

Bposwoennaa muonamus c eueanmcexumu MunoxoHopu-
amu

Ponb mutoxoHapuit B nud@epeHIIMPOBKE MBbILIIL
Obli1a HelaBHO OLIEHEeHA MPU UCCIIeOBAHUN MbIILIEYHOM
Ouoricun pebeHka ¢ HEOOBIYHOUM M HektaccubUuiIupo-
BaHHOM BpOXJIeHHOI MuormaTueii [44]. Xopolilo u3BecT-
HO, YTO MUTOXOHAPUU CIIOCOOHBI MEHSITh CBOIO (POpMmY,
pa3Mep, MECTOTOIOKEHUE U KOJIUYECTBO BHYTPU KUBOI
KJIeTKU. JleleHne MUTOXOHIPUIA SIBISIETCS Ype3BblUaii-
HO BaXHbIM MPOLECCOM, MOTOMY YTO BbIXKMBAa€MOCTb
KJIETOK 3aBUCUT OT HaJIMYKsI JOCTATOYHOIO YK CJIa MUTO-
XOHAPWH B Kaxnoil 3 HuX. OyHKIIMOHUPOBAHUE ITUX
opraHejis 0COOEHHO BaXKHO JIJIS1 HOPMaJIbHOTO Pa3BUTUSI
9MOpuroHaIbHbIX KileToK. A. Fidzianska u Z. Glinka u3-
yurwin MopdhOJOTUYECKUE U YJIBTPACTPYKTYPHBIE OCO-
OEHHOCTHU HE3peJIbIX MBIIIEYHBbIX KJIETOK C MOSIBJEHU-
€M aHOMAaJbHbIX I'MTAHTCKUX MUTOXOHAPUH Yy pedeHKa
C HEOObIUHOW BpoOXIeHHOW Muomnarueil. bbuin mpoa-
HaJIM3UPOBAHbl OMOMNTAThl ABYIJABOM MBILILIBI TIIeYa
U YEThIPEXIJIaBON MBbILILBI Oepa. YIbTpacTpyKTypHbIE
OCOOEHHOCTU HE3PEJIbIX MBIIIEYHbBIX KJIETOK MPOSIBU-
JIUCh B TIPUCYTCTBUU MEPBUYHBIX U 3PEJIbIX MbIIIEYHbBIX
TpYOOK, COCYIIECTBYIOIIMX C aHOMAJIbHBIMU TUTAHTCKU -
MU MUTOXOHAPUSIMU. DTO TMO3BOJUJIO CAENaTh BbIBOJ
0 TOM, YTO MOBPEXIEHUE MUTOXOHIPUATBLHOTO MeXa-
HU3Ma CJIMSHUS /IeJIeHUs] Ha paHHEe cTaaiuu pa3BUTUS
MOXET MPUBECTU K 3aMEJIEHHOMY CO3PEBAHUIO MbI-
LIEYHbIX KJIETOK.
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Mumoxondpuaavnsie Hapywenus npu opyaux epoiicoeH-
HbIX CMPYKMYPHBIX MUONAMUSAX

Hamu Gbut orvcaH KJIMHUYECKUIA CiTydaii BpOXKIeHHON
MMOIIATUU C AUCTIPOIIOPLIME TUTIOB MBILLIEYHBIX BOJIOKOH,
MpY KOTOPO Obljla OTMEUEHA BbIPaXXEHHAsl NECTPYKIIUSI
MUTOXOHIPUI (1edopManivs, BaKyoau3alus U aedopma-
uust kpuct). [IpuMeyaresbHO, YTO Y MaLIMEHTKU XOPOIIUA
o3¢ deKkT UMeno MpUMEHEHUE 3HEProTPOIHON Tepamnuu,
BKJIIOYABIIEH B c€0sl KOMIUIEKC, COCTOSIIIMI U3 JIEBOKAP-
HUTHHA, KO3H3UMa Q, , BUTaMMHOB rpynmbl B. OrMeua-
JIOCh YBEJTMYEHME MBIIIEYHOI CUJIbl, paHee He XOAUBLIast
JIeBOYKA CTaJIa XOAUTb O€3 IMTOCTOPOHHEH oMol [45].

3HauuTebHbIE BapualMM pa3mepa, yucia v Gopmbl
MUTOXOHIPUI, HAPSIY C MATOJOTUYECKUM HaKOTUIEHUEM
[JIMKOTeHa, OOHAPYKMBAIOTCS U Yy TALIMEHTOB C TUITUYHOM
WJTM TSDKETOM (hopMOil HeMaTMHOBOIM Muonatuu [46].
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OKuCMTEIbHBI CTPEeCC M MUTOXOHAPHAJIbHASA TMCYHKINSA B naToreHese 00;1e3um Jlayna

C.H. Cmasuesa, E.A. Hukonaesa, B.C. Cyxopykog

OpnoBCKN MEOULMHCKUIA UHCTUTYT; Hay4HO-1ccnenoBaTenbCKnii KIIMHUYECKN MHCTUTYT neamatpum, Mockea

Oxidative stress and mitochondrial dysfunction in the pathogenesis of Down’s disease

Stavtseva S.N., Nikolaeva E.A., V.S. Sukhorukov

Medical Institute, Orel State University; Research Clinical Institute of Pediatrics, Moscow

Cunnpom /layHa — 0HO U3 CaMBIX PACIPOCTPAHEHHDBIX HACIEACTBEHHBIX 3200 eBannii. COIIACHO MCCIIeJOBAHUSM NMOCJIEIHUX JIET,
B OCHOBe 00.1e3HH JIeXHUT 3¢eKT 103bl TeHOB U AucOaIaHe reHHoil akcnpeccuu. Ilpeacrasien 0630p cBeaeHuil IMTEPaTyphbl, yKa-
3bIBAIOIIMX HA HAJIMUMe Npu cuHApoMe JlayHa OKHCIMTEIBLHOTO CTpecca, KOTOPBIil BeleT K OKHC/IUTE/IbHOMY MOBPEKIIEHHIO M INC-
(dynkuun mutoxonapuanasHoii THK u, no-suaumomy, onpesensieT TsKecTb HeiipoaereHepaTUBHbIX Hapymenuii. O0cyxaaeTcs poJb
KooH3uMa Q,, B OHO3HEPreTHYECKOM MeTab0.1M3Me M BO3MOKHOCTD €r0 IPUMEHEHHUS 1151 KOPPEeKIMH MeTa00IM4€eCKUX U NICHXOHEB-
POJIOTHYECKHX PACCTPOICTB y neTeii ¢ cuuapomom Layna.

Knrouesole crosa: demu, cundpom Jlayna, okucaumenshoii cmpecc, MUmMOoXoHOpUaLbhas OUcyrKyus, Kosusum Q,, reuenue.

Down’s syndrome is one of the most common genetic diseases. Recent studies have indicated that gene dosage effects and imbal-
ance of gene expression underlie the disease. There is a review of the data available in the literature that in Down’s syndrome
there is oxidative stress that gives rise to oxidative injury and mitochondrial DNA dysfunction and seemingly determines the severity
of neurodegenerative disorders. The role of coenzyme Q,, in bioenergy metabolism and the possibility of its use to correct metabolic

and psychoneurological disorders in children with Down’s syndrome are discussed.

Key words: children, Down’s syndrome, oxidative stress, mitochondrial dysfunction, coenzyme Q,, treatment.

Cmmpom JayHa sIBIsieTCSI OMHUM W3 CaMBIX pac-
MPOCTPAHEHHBIX HACJEJICTBEHHbIX 3a00JIeBaHUIA.
ITpumepHo 1 pebeHok u3 700 mosiBAsSETCSI Ha CBET
¢ cuHapoMoM JlayHa, exerogHo B Poccuu takux nerei
poxnaercs okojio 2500 [1, 2]. Cpeau OOJBbHBIX OJIU-
rodpeHueit cuHapoM JlayHa siBisieTcs caMoii pacrpo-
cTpaHeHHOU dopmoii 1 cocrapisier 10% [3]. Hecmo-
TPsSI Ha BHEAPEHME BO MHOTHX CTpaHax MHUpa IporpaMMm
10 MpeHaTAIbHON  auarHoctuke  (YJIbTpa3BYKOBO
1 OMOXMMUYECCKWI CKPWUHWHI, WHBa3WBHAs IIMTOTE-
HeTUYeCcKash AMArHOCTHKA), €ro 4acToTa B MOIYJISIIMI
He yMeHbIaeTcsl. B HacTosiee BpeMst MHOTUMU CeMbsI-
MU POXIEHHE «OCOOEHHOIro» pedeHKa He BOCIIPUHUMA-
eTcs Kak tpareausi. O01IeCTBO pacrosiaraet psiioM Bo3-
MOXHOCTE, MO3BOJISIOIIUX HE TOJIbKO CBOEBPEMEHHO
BBISIBUTH, HO M OCYIICCTBUTH KOPPEKIIUIO OTKIOHEHMM
3MOPOBbSI TAKUX JCTEH, YIYIIIUTh KAaYeCTBO M YBEIMUH -
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BaTh MPOJOKUTEILHOCTD XKU3HU, 00€CIeUYUTh COLMa-
Jm3aumio [4]. B ¢BA3M ¢ 3TUM, HECOMHEHHO, aKTyaJIbHbI
HWCCIIe0BaHUsI, HalpaBJeHHbIE Ha U3yYeHHE 3BEHbEB
naTtoreHe3a 6oJie3Hu JayHa M KOpPEKIIMIO BBISIBICHHBIX

HapyLIEHU.
Kinununueckue mnposiieHus: 6one3nu JlayHa xopo-
IO W3BECTHHI — TIpeXIe BCEro, YMCTBEHHAs OTCTa-

JocTh, auddy3HasT MBIIIeYHass TUIIOTOHUS, MaJble
aHOMaJINU Pa3BUTHUS, IUCIIPOIOPIMOHATHLHOE TEJIO-
cioxeHue uap. [1, 2]. Y gereil 4acTo BBISIBISIOTCS
BPOXIEHHBIE MTOPOKU (Ceparia, KeJIyT0IHO-KAIIeYHO-
ro TpakTa, MOUYEIOJOBOI cuCTeMbl), JuMbonponude-
paTUBHBIC 3a00JIeBaHMS, SHAOKPUHHBIE PACCTPOMCTBA
(runoTupeos, caxapHblii 1uadeT 2-ro TUIA, OXUpe-
HUe), HapylleHWe 3peHus u ciayxa u ap. [Ipu usyde-
HUU OOIMPHOU MHGMOPMAIIMK O JUTUTSIHHON TUHAMU-
K€ MOCTHATAJIBHOTO Pa3BUTHUS OOJBHBIX C CHHIPOMOM
[ayHa oOpamiaer BHUMaHWe (QeHOMEH MpexXaeBpe-
MEHHOTO CTapeHMSI OpraHW3Ma dTHX MAllMeHTOB, paH-
Hee TOSIBJICHWE y HUX BO3PACT3aBUCUMBIX COCTOSTHUI
(kaTapakTa, caxapHblii nuabeT 2-ro Tumna, 00Jie3Hb
AJpIITEiMEpa, MmoceneHne BOJIOC, KIMMaKe, aTepoMa-
103). [IpuuemM 6ose3Hb AsblreliMepa AMarHoCTUPYET-
cs 'y OOJBITMHCTBA MAIlUeHTOB C TPUCOMUEH XPOMOCO-
MbI 21 — 6osiee yeM 'y 70% B Bo3pacte 60 JieT (B oOIIei
nonyassuuu 60Jie3Hb AJbIreliMepa B JaHHOM BO3pacTe
BcTpevaeTcs He 6ojiee ueM y 10% nu), y 10% nepBbie
KJIMHUYECKUE MPU3HAKU OOHApYXUBAIOT YK€ B BO3pa-
cre 30—39 et [5—9].
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JIucOoananc 3kcnpeccuu reHoB NMPU TPHCOMMH XPOMOCO-
mbl 21

MoutekyJisipHasi OCHOBa HapyllleHU, pa3BUBAIOLIUX-
cs1 ipu 6oe3Hn JlayHa, — 3dekT 1036l TEHOB U Aucha-
JIaHC TeHHoi1 akcripeccuu [10, 11]. Xpomocoma 21 comep-
kUt 60see 500 reHOB, MHOTUE U3 KOTOPbIX HE U3YyUYEHBDI,
ux GYHKIMS OCTAeTCsl HEU3BECTHOM. YCTAaHOBJIEHO HATU-
Yyye Ha 3TO XpOMOCOME I'€HOB, KOAMPYIOIIUX (hakTopbl
WJIW PETYJISITOPBI TpaHCKpUMNIMKU, cyobenuHuubl K- u Ca-
KaHaJioB, npoueccuHr 6enkoB u PHK, dakropsl oOMeHa
aMujIonaa, KJIETOYHYIO a[re3uto, MUTOXOHIPUAIbHYIO
(byHKIIMIO, OKUCIUTETbHO-BOCCTAHOBUTEbHbIE PEAKIIUU
u ap. [12, 13]. BeickazaHo npeamnoyiioxXeHne, YTo KpuTude-
ckuM peruoHoM (DSCR), oTeeyaroiium 3a GOJBIIMHCTBO
XapaKTepHBIX MPOsIBIeHUI Oosie3HU JlayHa, CIyXUT yya-
CTOK pa3MepoM OKoJio 5 Mb, pacrnojioXXeHHbII Ha IJIMH-
HOM [uiede xpomocoMmbl 21 [14, 15]. OnHako psii aBTOPOB
HE TOJIEP>KUBAET 3Ty TOUKY 3PEHUSsI, CUUTASI, YTO MHOTOO-
Opasue KIMHUYECKOH CUMIITOMATUKU Npu O6osie3Hu layHa
HE cJielyeT CBSI3bIBaTh C TPUCOMUEN OMHOTO y4acTKa Xpo-
MOCOMBI 21 1 OTHeTbHBIX TeHOB [6, 12].

B nocneaHue rombl ocoboe 3HaueHUE B MATOTeHE3e
KJIMHUYECKUX pacCTPOMCTB Ipu 6osie3Hu JlayHa mpuaa-
10T OKMCJIUTEIbHOMY CTPECCY U MUTOXOHIPUATBHOM AUC-
dyukuuu [11]. [To-BuauMoMy, yKazaHHbIe HapylleHUsI
MMEIOT KOMIUJIEKCHBIN reHe3. YCTaHOBJIEHO, YTO Ha XpO-
MocoMme 21 pacrosiokeHbl TeHbl, KOaupylolue Oenku
1 GepMeHTbl, Y4YacTBYIOIIME B OKUCIUTEIbHO-BOCCTA-
HOBUTEJIBHBIX TTpolieccaX, TeHepallid SHEPTUU B MUTO-
XOHIPUSX, TTPOAYKIINK Y YTHIN3AIINN PEaKTUBHBIX (opM
Kuciopona, B ToM uucie [13]: cynepokcuaaucmyTasa |
(SOD1); kap6onunpenyktasbl 1 u 3 (CBRI1, CBR3); Mu-
TOXOHIpUAThHBIE PUOOCOMATbHBIE IMTPOTEMHBI S6 1 39
(MRPS6, MRPL39); cyobenuuninsl O u F6 MuToxoHm-
puanbHoit AT®-cunTasel (ATP50, ATP5J); ¢nasompo-
tenH 3 HAJIH-youxuHon okcupopenykrassl (NDUFV3).

OKuCcIMTENbHBINA CTPECC MPU TPUCOMUHM XPOMOCOMBI 2 1

O NOBBIILIEHUU AKTUBHOCTU CYMEPOKCUIAUCMYTA-
361 (MTpUOIM3UTETHHO Ha 50% BBIIIIE HOPMBI) BO MHOTHX
TKaHsIX (KOpe TOJOBHOIO MoO3ra, (pOpMEeHHBIX BJIeMeH-
TaX KPOBM W JAp.) TAIIMCHTOB M IUIOMOB C TPUCOMUEH
XpOMOCOMBI 21 M3BECTHO IOCTaTOYHO AaBHO [16—18].
B HopMe cymnepokcumaucMyTasa SIBJASETCS MPOTEKTUB-
HbIM (DepMEHTOM, 3allMIIAIIIMM KIETKY OT ACUCTBUS
aKTUBHBIX (POpPM KHCJIOpo/a MyTeM IMepeBoia dTUX Coe-
JNUHEHUI B MOJIEKYJISIDHBIN KUCTIOPO/ U NEPEKUCH BOJO-
pona. [MocnenHsist TpaHcopMupyeTcsl B BOLY KaTaaasoi,
YTUJIU3UPYETCS  [JIYTaTUOHIEPOKCUIA30M U APYTUMU
nepokcunazamu. B Toxe Bpemsi NMpoaeMOHCTPUPOBA-
HO, 4TO CyNepaKCIpeccusl CyNnepoKCUIANCMYTa3bl JaeT
0o0patHbIi 3 (PeKT, BI3bIBAST OKUCIUTEILHOE TTOBPEXKIe-
HUE KJIETOYHbIX MeMOpaH [19, 20].

[Tpu 6one3Hu JayHa moBbIlIeHHAsI 9KCIIPECCUS CyTTe-
POKCUIMCMYTAa3bl HE COMPOBOXIAETCS aIeKBATHBIM IO-
BBILIEHUEM AKTMBHOCTU (hEPMEHTOB, 0OECIIEUMBAIOLINX
HeUTpanu3aluioo NepeKucu BOJOPOAA U CYNEPOKCUI-

OB30PbI JINTEPATYPbI

HOTO pamuKaia. DTO BeleT K MepOKCHIAINU JIMITUIOB,
HapyIICeHUIO CBOWCTB OMOJIOTMIECKUX MeMOpaH ¢ U3Me-
HEHWEeM WX MIPOHUIIAEMOCTH, BSI3KOCTH, MeMOpPaHHOTO
MoTeHIMana U ap. O HATMIMKM Y OOJBHBIX CUCTEMHOTO
MPOOKCUJIAHTHOTO CTaTyca CBUAETEIbCTBYIOT PE3yjibTa-
Thl MHOTHMX WCCJICIOBaHWMN, YCTAHOBUBIIMX B KJIETKAX
MMallMeHTOB C 0ojie3Hblo JlayHa BBICOKYIO aKTMBHOCTH
CYITEPOKCUIIMCMYTa3bl  TIPW OTCYTCTBUM  TTOBBIIIICHUS
(WM He3HAYMTETLbHOM TTOBBIIIEHUN) aKTUBHOCTHM Karta-
JIa3bl, TIYTaTUOHTIEPOKCUIA3HI, CHIDKCHUN CONMEPKaHUS
[JIyTaTUOHA, TIOBBIIIICHHOM YPOBHE OOpa30BaHMS CyIie-
POKCUIHOTO paaukasa, OKUCIeHUsI OeJKOB U MEepOKCHU-
Al JIMIUIOB. BaxkHo, 9TO yKazaHHBIE HapyIIeHUS
O0OHapyXeHbl U Y IUIOAOB C TPUCOMUEH XpOMOCOMBI 21
[8, 11,18, 19, 21—-27].

B akcriepumenTe Ha XXUBOTHBIX ITOKa3aHo,
YTO TIPU TTOBBIIICHHON 3KCIIPECCHU CYTTEPOKCUITNUCMY-
Ta3bl TPOUCXOIUT AECTPYKIIUS MUTOXOHIPUIA, WX B3IY-
THe, BaKyOJIM3allvsl, YTO BeleT K HApyIICHUIO OOyIeHUS
u namsTH [8]. B TkaHM Mo3ra mioaoB ¢ 6ose3Hblo JayHa
ObLTM BbISIBIEHBI U3MeHEHUST HOCHOIUNUIOB — OKUC-
JIUTENTbHASI JIeTpanalys, ITOJMMepU3alns, HaKOTUICHWE
nunodycuuHa [18].

Murtoxonapuanbias AUCHYHKIMS W IHepreTHIecKas
HEeI0CTATOYHOCTH NpHu 0osie3nu /layHa

MUTOXOHAPUM TIPEACTABISIIOT COOOM KJIETOYHBIE Op-
TaHEeJUTBI, BBHITIOJHSIONTNE BasKHbIe (DYHKIIMW: CHaOXKEHUE
KJIeTKU 3Heprueir B opme ATD, reHepallds W peryiv-
pOBaHME PEaKTUBHBIX (hOpM KHCIOPONIa, PEeryTMpoBaHUE
HMOHOB KaJIBIIMS B IIUTOIIa3Me, MHUITAIMS arronTosa [11,
28, 29]. HapyiieHusi (pyHKIMKU 3TUX OpraHes/ul MIpaioT
BEYIIYIO POJb B IMPOMCXOXICHUN Y KIMHUIECKUX TIPO-
SIBJIEHUSIX MMTOXOHIPUAbHBIX 3a00JieBaHUIi, OOYCIOB-
JIEHHBIX MyTallMSIMU TeHOB MUTOXOHIPUAITBHOMN WU sSIIep-
Hoit IHK, komupyrommx 3HepreTM4ecKuii MeTaboIn3M.
BToXe BpeMs YCTaHOBJIEHO, YTO MUCGHYHKIIUS MMHTO-
XOHIPWIA W HAKOIUIGHWE B TKAHSIX MMTOXOHIPHATHHBIX
MYTalWiA BHOCSIT CYIIECTBEHHBIM BKJIAI B ITPOIIECCHI CTa-
peHusl, a TaKKe B MaTtoreHes psiia 3abosieBaHUil, XapakTe-
PUBYIOITNXCS HeliponeTeHepayeid, B YaCTHOCTH, 00JIe3HI
Anbireiimepa [30, 31]. Myrauuu BeAyT K YCUJIEHHON Te-
Hepalyy CBOOOIHBIX PAIUKaOB, CHIKEHUIO ypoBHSI AT®
U SHEPreTUYeCKON HEMOCTATOYHOCTH KJIETOK.

O MUTOXOHIPUATBHON MTUCHYHKITUH, YIBTPACTPYKTYP-
HBIX ¥ OMOXMMHIYECKIX aHOMAJTUSIX MUTOXOHAPUH TIpH 60-
Jie3Hn JlayHa CBUIETENBCTBYIOT UCCIIEIOBAaHUS psiaa aBTO-
poB [21, 26]. Bbin moka3zaH JeUIIUT MUTOXOHIPUATEHBIX
bepMeHTOB (MOHOAMUHOKCHIA3bl, aKOHUTA3BI, ITUTOXPO-
MOKCH/Ia3bl, M30LUTPATACTHIPOTEHA3bI) B KOPE TOJIOBHO-
To Mo3ra M (QOPMEHHBIX 3JIeMEHTaX KPOBU TP JaHHOM
3a6oieBaHuu [11, 32|, MpoaeMOHCTPUPOBAHO HAKOILIE-
HUe MyTauuit MutoxoHapuanbHoii JIHK B HelipoHanbHOI
TKaHU TUIOOB C Tpucomueit xpomocomsl 21 [33]. B num-
dormTax OOMBHBIX IETeil BBHISIBICHO HapyIIEHWE OCHOB-
HBIX CBOMCTB KJIIETOYHBIX MEMOpPaH, B YaCTHOCTU ITOTEPS
MeMOpaHHOTO ToTeHMaa [34] 1 10CTOBepHOE CHUKEHUE
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ypoBHS1 kjieTouyHoro apixanus [35]. IMokazaHo, uto B hu-
Opobiacrax 1ipu 6oie3Hu JlayHa HapylieHa CIIoCOOHOCTh
K perapaiyi OKUCIUTEIHHOTO TOBPEXICHUS MUTOXOH-
npuanbHoit JIHK [36]. Tlo pesynbratam wucciaeqoBaHUI
TKaHU Mo3ra, (pubpob1acToB, aMHUOLIMTOB NP OOJE3HU
JayHa coob11iaeTcst 0 CHUXKEHUU aKTUBHOCTU KOMILJIEKCOB
I, IV, V npixaTenbHOI 1IENU 1 MUTOXOHAPUAIBHOTO (haKTO-
pa tpaHckpunuuu [11].

TakuM 00pa3oM, BJIMTEpaType OOCYXKIAeTcsl BOIPOC
HaJIM4Msl OKWCJIUTEJIbHOTO cTpecca npu 6ose3Hu JlayHa,
KOTOPHIH BeJIeT K OKMCITUTETLHOMY ITOBPEXXICHWIO U THC-
byukuru muroxonapuaibHoit JHK. DTo coctosiHue
TIpeapacIioaraeT K HaKOTUICHUIO MUTOXOHIPUATBHBIX
MyTalMii, 0OCOOEHHO B YCJIOBUSIX HapyllIeHHOW pernapa-
i JIHK. @opmupyromuiicss TKaHEeBBI 3Heproaehu-
1IMT, TIO-BUAMMOMY, JISKUT B OCHOBE HEMpOIeTeHEPAIIHH,
TIPEKIEBPEMEHHBIX CEHUIBHBIX M3MEHEHWi. PaHHemy
BO3HMKHOBEHMIO 00Jie3HU AJblireiimepa ujiu AJIbLIreii-
MEpOMNOJOOHBIX HapyllIeHU, BEPOSITHO, CIOCOOCTBY-
€T cymnepaKcnpeccusi JIOKATU30BAHHBIX Ha XpOMOCO-
me 21 reHoB APP w BACE2, xopupywouux ¢aKTopbl
aMWJIOUIOTeHEe3a.

ITokasarenu kosnsuma Q,, npu 6oaesnu Jlayna

[Tpu nmpoBeaeHNN MacIITAOHBIX OMOXUMMYECKUX MC-
CJIeIOBaHUI He yJaJloCh YCTaHOBUTh Kakux-JIubOO cre-
IMGUISCKUX U TIOCTOSTHHO OOHapyXXMBaeMBIX MeTabo-
JIMYECKUX PACCTPOMCTB y neteil ¢ 6onesHblo JlayHa [2].
ITo TaHHBIM HEKOTOPHIX aBTOPOB, Y OOJBHBIX HEPEIKO
OTMeYaeTcsl TIOBBIIICHWE YPOBHS XOJeCTepWHA, JIW-
MTONTPOTEUIOB HU3KOW TUIOTHOCTH W TPUTIUIICPUIOB,
YTO MOXET COUYETAThCS C OKMpeHueM naitueHTos [37, 38].
ITo MHeHMIO psina uccienoBaTesielt, B CBSI3U C HATMUUEM
OKMCJIMTEJbHOTO CTpecca U HEPreTUYecKoro aeduumnra
npu 6ose3uu [JayHa cienyet o6paTUTh BHUMaHWE Ha MO-
Kazareiu KOoH3uMa Q, ), KOTOPbIA UrpaeT BaXHYIO POJib
B OMosHepreTuuyeckoM Metabonusme [39, 40].

KoaH3uMm Q,, — GUONOruyecKr akTUBHOE, KMPOPACT-
BOPUMMOE COEIMHEHUE, BXOAUT B COCTAB OMOJIOTMYECKUX
MeMOpaH U CIYXUT KOMIIOHEHTOM 3JIEKTPOHHO-TPaHC-
noptHoii uenu. B okucieHHoit ¢popme (YOMXMHOH) OH
BBITMOJTHSIET POJIb IEPEHOCUUKA SJIEKTPOHOB OT KOMILJIEK-
coB I u II x kommuiekcy 111 u onpenensieTr UHTEHCUBHOCTD
(yHKUMOHUpPOBaHUs MepBoro 3BeHa dochopunupona-
HMS B IBIXaTeJBHOM IIETTM MUTOXOHIPUI, KOTOpOe Ha-
pyliaeTcsl B yCJIOBMSIX TMIIOKCHM, CEpACYHON HeaocTa-
TOYHOCTH, TIPH APYTUX TATOJOTMYECKUX COCTOSTHUSIX.
BeicTynasi B pojiv mepeHOCYMKa 3JeKTPOHOB B KJIETOU-
HOW NBIXaTeJIbHOW IIETH, YOMXWHOH YBEIMIUBAECT ypO-
BeHb AT® B Ki1eTKe [41—43].

Boccranosnennas ¢opma kosHzuma Q ; (YOMX1UHON)
SIBIIIETCST aHTUOKCHUIAHTOM, OKa3bIBaeT MPSIMOE TTPOTEeK-
TUBHOE NEHCTBUE Ha OMOJIOTMIECKE MEeMOpaHBI, pery-
JIpyeT WX PU3NKO-XUMUIECKUE CBOMCTBA M IMPOHUIIA-
€MOCTb, MPEeAyNpexkaaeT OKUCIUTEIbHOE MOBPEXICHUE
JAHK, obecrnieurBaeT BOCCTAHOBJIEHUE aKTUBHOCTU JPY-
rOro MOILIHOTO aHTUMOKCHUJAHTa — Tokodeposa, UHIU-

OUpyeT MEepOKCUAALIMIO JIUMONPOTEUAOB I1a3Mbl KPOBH,
B COCIMHEHUN C KOTOPBIMU OH IHUPKYJIUPYET B KPOBU
[44—46]. TaxuMm oOpa3oM, SHIOTEHHBI KO3H3MM Q
SIBIISIETCST HE TOJIBKO BaXXHBIM KO(MaKTOPOM JIbIXaTeTh-
HOW IIeNM MUTOXOHIPWI, HO TaKXKe aHTHMOKCUIAHTOM,
OMOMapKepOM CUCTEMHOTO0 OKCUAATUBHOTO COCTOSIHMS,
perysitopoM arnornrto3a. C 3TUMU CBOMCTBAMU CBSI3aHO
€0 aHTUTUTIOKCAHTHOE NIeHCTBHUE. B yCIOBUSAX TUITOKCUHT
€ro 3auluTHbIA 2¢hdeKT 00YCIOBIEH KIIOYEBON POJIbIO
penokc-koMnoHeHTa mexny HA/ITH* u komriekcom m-
toxpomoB C [44, 47, 48].

B oprannsmMe MIEKONUTAIOLIMX KOSH3UM Q  coep-
JKUATCSI B CEPACUYHON U CKEJIETHOW Mbllax (Hauboib-
lee KOJIMYECTBO), B IUia3Me KpoBu. [lpu ctapeHuu
cozepxaHue KosHsuma Q) nonuxaercs. Ilo-suaumo-
MY, 5TO CBSI3aHO C TOPMOXEHHEM 2HEeproodpazoBaHUs
B pe3yibrate HakoruieHuss myranuii JJTHK mutoxoH-
JIpUii, YTO, B CBOIO OUEpPEllb, CTUMYJIUPYET 00pa3oBaHUe
cBOOOHBIX panukanoB [49]. KpoMe Toro, cHuXeHue
cozepXaHusa KosH3uMma Q,, 0oOHapyxXuBaloT 1pu 6o-
Jne3nsix [IlapkuHcoHa, AusblreiiMepa, aTepockiiepo-
3¢, CEepIeYHO-COCYAUCTON M OHKOJOTMYECKOW MaTo-
Jjoruu, caxapHoM auabere. Huskuit ypoBeHb MOXET
OBbITh CJIENCTBUEM MpUEMA Psilla JIEKAPCTBEHHBIX Mpe-
naparoB, B YaCTHOCTH, CTaTMHOB. MMmewTcs cooliie-
HUA O CHUXEHHU COEPXaHUs KodH3uMa Q) B KPOBU
U TKaHSX MPU HEKOTOPbIX HACJEeACTBEHHbIX 3a00JeBa-
HUAX — atakcnu Opuapeiixa, MBIIIIEYHBIX TUCTPODU-
sIX, MUTOXOHAPUAJIbHBIX 3a00J€BaHUsAX, MEBAJIOHOBO
anuaypuu u ap. MzsectHbl hopMbl epBUYHOTO nedu-
uuTa KOsH3uMa Q) BCIEACTBME TEHETHYECKU OETEp-
MWHHUPOBAHHBIX Ne(eKTOB ero OMOCUHTE3a — MYTalll1
reHoB PDSS1, CoQ2, CABCIu np. [50].

IIpoTuBOpeurBbl CBEAEHUSI OTHOCUTENBHO MIETEd.
[To HEKOTOPBIM TaHHBIM, Y A€Tel B Bo3pacTe o 6 JIeT To-
KazaTeJib YOMXIHOHA B KPOBH BBIIIIE, YeM Y IITKOJIEHUKOB.
Jpyrue aBTOpHI IEMOHCTPUPYIOT HU3KUIA YPOBEHBb 3TOTO
COEIMHEHMUS Y IeTel MEePBbIX MECSEB XXU3HU [51].

B otaenbHbIX paboTax NpUBOASTCS CBEIEHMSI O CO-
IepXaHuM KO9H3uMa Q | B KPOBY Y TKAHSAX Y MALMEHTOB
c 6one3ubto HdayHa. L. Tiano u coast. (2008) BbIsiBUIU
3HAYUTEJIbHOE CHUXEHHWE €ro YypoBHS BJIMMOOLIUTAX
M TPOMOOIIMTAaX TIPW HOPMAJTBHBIX ITTOKA3aTeNsIX B KPO-
Bu [40]. ITo nanubiM M. Miles u coaBt. (2007), B mia3me
KpoBH 14 neTeii ¢ TprcoMueis XpoMocoMbl 21 ObLT 3HAUM -
TEJIbHO MOBBILIEH YPOBEHb OKUCIEHHON (hOPMbI KOIH3U-
Ma, YTO MOIATBEPKAAET MPOOKCUAAHTHOE cocTosiHUE [39].

Koppeknusi 0KMCAMTEILHOTO CTATYCA W MUTOXOHIPHU-
anbHo# muchyHKuy npu oose3nu JTayna

Ha ocHoBaHWMM  BBISIBIEHUS ~ MPOOKCUAAHTHOTO
craryca, MO-BUAMMOMY, WMIPAIOIIEro KJIOYEBYIO POJb
B ITaTOTeHe3¢  HelpomercHepaTWBHBIX  HapyIICHWI
npu 6osie3Hu JlayHa, ObLIO TIPEIIOXKEHO BBECTU B KOM-
IUIEKC JIEYCHUsI TAlMeHTOB AaHTUOKCHMIAHTHI, BHTa-
MWHBI, MUKpPO3JIeMEeHTHI. [lomuepKuBaeTcs, UYTO aaxe
MPY HOPMAJIBHOM YpPOBHE 3THX COCIWHEHUU B KPOBHU
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MOXET UMEeTb MeCTO (yHKUMOHAIbHBINA AedhULUT, 00-
YCJIOBJICHHBIN TIOBBIIIEHHOW mMOTpeOHOCThIO [9, 52,
53]. OmHako He yCTaHOBJIEHO YOeAuTeJIbHOTo Oyiaro-
npusiTHoro adbdekra Ha3HayeHUs1 ToKodeposa, ¢dona-
TOB, aCKOPOMHOBOMW U JIMTIOCBOM KMCJIOT B OTHOIICHUU
HEUPOIICUXOJIOTUIECKOTO COCTOSTHUSI OOJIBHBIX, XOTSI
Ha 3KCITEPUMEHTATbHON MOJEM TOKa3aHO YIyJIIeHNe
OKWCJIUTETLHOTO CTaTyca M KOTHUTUBHBIX (DYHKIIVH ITO-
cJie ipuMeHeHust Tokodepoa [54, 55].

B To e Bpems BBIsIBIICHO [39, 56, 57] monoxuTepHOE
neiicTBue KosH3MMa Q, ), MPUMEHEHNE KOTOPOTO MPHBE-
JIO K CHIDKCHUIO TTOKa3aTelield OKMCIUTEIEHOTO CTpecca
u monyssiimu penapaiuu JIHK y maimeHToB c 6oses-
Hbto MlayHa. biaronpusiTHas AMHaMMKa 3akKiio4yauach
B YBEJIMYCHUHN COOTHOIIIEHUSI BOCCTAHOBJICHHOW W OKHC-
JIeHHO (popM YOUXWHOHA, CHUKEHHMU TIPOIIEHTa KIIETOK
C BBICOKMM YPOBHEM OKHWCJICHHBIX HYKJICOTUIOB.
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HeJII/laKI/ISI N aCCOIMHMPOBAHHBIC 3a001eBaHusA

U H. 3axaposa, K0.A. Imumpuesa, @.C. [[3ebucosa

Poccuiickas meamumHckas akagemMmns nocneamnniomMmHoro obpasosanus, Mockea; CeBepo-OceTuHcKkas rocyaapcTBeHHas
akagemMmusi, Bnagukaskas

Celiac disease and associated diseases

I.N. Zakharova, Yu.A. Dmitrieva, F.S. Dzebisova

Russian Medical Academy of Postgraduate Education, Moscow; North-Ossetian state Academy, Vladikavkaz

B cooTBeTCTBHY € COBpEMEHHBIM ONpeeIeHHeM, NpeiioKeHHbIM EBponeiickum o01ecTBOM IeTCKHX TaCTPOIHTEPOIOTOB, TeNnaTo-
JoroB u Hyrpuuosoros (ESPGHAN, 2012), neanakuio pacCMATPUBAIOT KAaK HMMYHOONOCPEIOBAHHOE CHCTEMHOE 3a00JieBaHue,
BbI3bIBAEMOE IIIOTEHOM U COOTBETCTBYIOIIMMHU NMPOJAMUHAMY y TeHeTHYECKH TpeIpaciooKeHHbIX JuL. JleTanabHoe U3yyeHue na-
TOreHe3a IIIOTEHOBOI SHTEPONATHH CO3/1AJI0 OCHOBY JIJIsl UCCJIEI0BAHUS BO3MOXKHBIX PUYHH YACTOTO COYETAHUS LEJTHAKUM C PSAIOM
AYTOMMMYHHBIX ¥ SHIOKPHHOJIOTHYECKHX 3a00.ieBaHuii. B KayecTBe BO3MOXKHBIX MPHYMH ACCONMALMHA PACCMATPUBAIOTCS HAIMYHE
Y NALMEHTOB 00LIMX reHeTHIECKNX MAPKePOB, NePeKPeCTHAS peaKkuus 00pPa3yIoIMXCs NMPU HEeTUAKAH AyTOAHTUTEJ M AKTUBUPOBAH-
HbIX T-1MGonnTOoB ¢ COOCTBEHHHIMH AHTHT€HAMH OPTAHM3MA, CHCTEMHOE BO3[eiCTBIE MPOBOCHAIUTEIbHBIX HINTOKHHOB. Hecmo-
TPA HA TO YTO MHOTHE BONPOCHI NATO(U3UOIOTHH OCTAIOTCS NMpPeAMETOM JAMCKYCCHH, B HACTOsIEee BpeMsI He BbI3bIBAET COMHEHMSI,
YTO NMALMEHTHI, CTPAJAIOMINE PSAIOM 3200/1eBaHuii, ()OPMUPYIOT IPYIITYy PUCKA MO PA3BUTHIO HEJHAKHH M HYXKIAIOTCS B THIATEILHOM
Ha0.II01eHNH 1 00CJIeI0BAHNH /IS CBOEBPEMEHHOI OCTAHOBKH AMATHO32 1 HA3HAYeHNsI 0310 TEeHOBOI ANETHI.

Kntouegoie crosa: demu, yeauakus, accoyuuposantoie 3aboneeanus, HLA-zenvl, aymoanmumena, npomoxon OuazHOCMUKU yeauaKuu
ESPGHAN 2012.

In accordance with the current definition proposed by the European Society for Pediatric Gastroenterology, Hepatology, and Nutri-
tion (ESPGHAN)in 2012, celiac disease is regarded as an inmune-mediated systemic disease caused by gluten and respective prola-
mins in genetically predisposed people. Detailed studies of the pathogenesis of gluten enteropathy provided the basis for investigating
the possible causes of the common concurrence of celiac disease with a number of autoimmune and endocrine diseases. The possible
reasons for the association are considered to be common genetic markers in the patients, a cross reaction of the autoantibodies
formed in celiac disease and activated T lymphocytes with the body’s intrinsic antigens, as well as the systemic action of proinflam-
matory cytokines. Although many issues of pathophysiology remain a matter of debate, the fact that patients suffering from a num-
ber of diseases form a group at risk for celiac disease and require a careful follow-up and examination for timely diagnosis and use
of gluten-free diet is currently beyond question.

Key words: children, celiac disease, associated diseases, HLA genes, autoantibodies, 2012 ESPGHAN celiac disease diagnosis protocol.

C COBPpEMCHHbIM OIIPECACIICHUEM, HO KaK CUCTEMHOM ayTOI/IMMyHHOﬁ I1aTOJIOI'MU CTAJIO BO3-

B COOTBETCTBUU
npeanoxeHHbiM EBponeiickuM 0011ecTBOM  JIeT-
CKHX TacTPOIHTEPOJIOTOB, TEeNaToJOroOB W HYTPUIIMO-
qgoroB (ESPGHAN, 2012), neanakuio paccMaTpuBaloT
KaK UMMYHOOIIOCPEJOBAHHOE CUCTEMHOe 3aboJsieBaHue,
BbI3bIBAEMOE TJIIOTEHOM U COOTBETCTBYIOLIMMU MPO-
JJaMMHaMM Y TEHETUYECKU TMPEeAPACIIONOXKEHHBIX JIMIL
U XapakTepusyolleecs HaIMYMEeM DPa3HOOOpa3HbIX CO-
YeTaHU MIIOTEH3aBUCUMBIX KIMHUYECKUX MPOSIBJICHUI,
cneuudpudeckux anturesa, HLA DQ2 u DQS8 raruiorumnon
u 3HTeponaTuu [1].

IToHnMaHue LeMaKuK He TOJIbKO KaK SHTepOMnaTuu,
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MOXHBIM Ha OCHOBaHWMM DPE3YJBTaTOB MHOTOYMCIICHHBIX
HCCIIeIOBaHU, IPOJCMOHCTPUPOBABIIINX YPE3BBIUATHOE
pa3HooOpa3ue KIMHUYECKUX TIPOSIBJICHUIN TJIFOTEHOBOM
SHTEPOIIaTUH, JOKA3aBIIUX ¢ aCCOLMAIINIO C AaHTUTEHA-
MU TJIaBHOTO KOMILTEKCa TMCTOCOBMECTUMOCTH, OTIpeie-
JIMBUIMX pOJib ayToaHTuTea U addexkTopHbix T-mumdo-
IIMTOB B ITATOT€HE3¢, a TaKXKe IMOATBEPAMBIINX YaCTYIO
acCOoIMAIINIO IIETUAKUM C APYTUMH ayTOMMMYHHBIMU
3abosneBaHusiMU. Ha HacTosiliMii MOMEHT YCTaHOBJIEHO,
YTO IeTMaKUs MMEeT YSTKYIO B3aUMOCBSI3b C HEKOTOPHI-
MU HEBPOJOTMYECKUMM COCTOSTHUSIMU, ayTOMMMYHHBIMU
HapyIIeHUSIMA SHIOKPWHHOM, CepIeYHO-COCYIMCTOMN
U TeTaTOOWIIMAPHOM CUCTEM, a TaKKe PSIIOM TeHeTuJe-
CKUX CUHIPOMOB. TaK, K aCCOIIMUPOBAHHBIM C IIETHAKU-
eii 3a00JIeBaHUSIM OTHOCST clieaytoiue [2]:

3a00JIeBaHUSI SHIOKPUHHON CHUCTEMBI;

*  caxapHbIif 1MabeT 1-ro THMa;

*  ayTOMMMYHHBIC 3a00JIeBaHUsI IIIMTOBUIHON Ke-
JIE3H;

. 00J1e3Hb AITNCOHA;
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*  HapyIIeHUS PEPONYKTUBHOU DYyHKIIMH.

Hesponornveckue 3a60ieBaHUS:

*  MO3XEYKOBas aTaKCHs;

. HeWponartus;

*  SIWIETICHs.

3abosieBaHUS CEPIACYHO-COCYIUCTON CUCTEMBI:

*  uauomnaTWyecKas AWIATallMOHHAs KapIuoMUO-
TTaTusI;

*  ayTOMMMYHHBII MUOKAPIUT.

3abosieBaHKs renaToOUIMapHOi CUCTEMBI:

. MEePBUYHbINM OWJIMAPHBIA LIMPPO3;

*  ayTOMMMYHHBII TCTIaTHT;

*  ayTOMMMYHHBII XOJIAHTHT.

TeHeTMIeCKME CHHIPOMBI:

*  cuHapom JlayHa;

+  cunHapoM llleperreBckoro — TepHepa;

. cuHapowm lllerpena.

Hpyrue 3a00eBaHNUA:

*  pEeBMaTOWIHBIN apTPHT;

. 6ose3Hb KpoHa;

*  SI3BCHHBII KOJIWT;

. cesieKTUBHbIA neduuut IgA.

B teuenue 6osee yem 30 JieT nccaenoBaTes oTMeva-
JI 4acTylo acCOIMAIUIO IeJTMaKWK C CaXapHBIM auade-
ToM 1-ro Tuna. M3yyeHue pacrpoCTpaHEHHOCTH JIIOTe-
HOBO HTEPOITaTUH Y TIAIIMEHTOB C CaXapHBIM T1a0eTOM
1-To THITa CTaJI0 BOBMOXHBIM C BHEIPEHUEM B IPAKTUKY
CEePOJIOTMYECKUX TECTOB. B Xome CKpMHWHTOBBIX HCCIIe-
JIOBaHU, TIPOBEACHHBIX 3a nocyueanue 20 JieT, yCTaHOB-
JIEHO, YTO paclpOCTPaHEHHOCTh IIeJTMAaKWM B JaHHOU
IpyIIie manueHToB BapbupyeT oT 0 mo 16,4% u coctaB-
nset B cpenHeM 4% [3]. Tlpu peryiasipHOM TpOBeIeHUU
CEPOIOTMYECKOTO MCCIICIOBAHUS B OOJIBIITMHCTBE CITyJa-
€B IIeJIMaKWsI MOXET OBITh MUAarHOCTUPOBaHA B TEUCHUE
roja ot aebioTa caxapHoro nuatera [4]. [Tpu aTom y ma-
IIMEHTOB, CEPOHETATMBHBIX MPYU MIEPBUIHOM 00CIIeI0Ba-
HWM, He UCKITIOYAETCS TOSIBJICHUE XapaKTEPHBIX aHTUTET
U pa3BUTHE aTPODUUECKONIHTEPOIIATUY TIPY ITOCIIEIYIO-
1eM HaOJoneHuu [5].

YacToTa 1eIMakuy cpeny IMalMeHTOB C ayTOMMMYH-
HBIMU 3a00JIEBaHMSIMU IMUTOBUIHON 3XeJe3bl, 10 ITaH-
HBIM CKPUHUHTOBBIX MCCIENOBAHUI, COCTABIISIET OKOJIO
2—4%. B OTHOCUTENIBHO HEJABHO MPOBEACHHOM HCCIIe-
noBaHuu R. Valentino ¥ coaBT. TponeMOHCTPHUPOBAIIH,
9T0 ¥ 43% OONBHBIX TUPCOUANTOM XaITUMOTO TTPU MOP-
(oormueckoM nccae0BaHNM OBUTO BBISIBJICHO YBEIUYe-
Hue konundecTBa YO T-1MMGOLMTOB B CIM3UCTON TOHKOM
KUIITKHA, YTO COOTBETCTBYET 1-# CTENeHW SHTEPOIATHH,
B COOTBETCTBUU ¢ KJaccudukauveir M. Marsh (moBbI-
IeHNE KOJMYECTBA MEXAIMUTEIUATBHBIX JTUM@OIIUTOB
MPU COXPAHHOI BOPCUHYATON CTPYKTYpE CIAUBUCTOM) [6].

HNmerorcss maHHBIe, yKasbIBalOIIME Ha coYeTaHUe
Leavakuu u 6onesHu ApaucoHa [7]. B uccienoBaHuu
C. O’Leary 1 COaBT. YaCTOTA LIEJIMAKWUU Y OTUX MAIUEHTOB
coctasuia 12,5% [8].

MexaHU3MBI aCCOLMAIMM TIeTMAKUU C YKa3aHHBIMU

3axaposa U.H. u coaem. llenakus 1 acCOLMMPOBAHHBIE 3a00/IeBaHMS

3200J1€BAaHUSIMU MPOAOJIKAIOT U3Y4aThCsl 10 HACTOSIIIETO
BpeMeHU. B KauecTBe OHOI U3 BO3MOXHbBIX IPUYUH pac-
CMAaTpUBAaIOT OOLIHOCTb FTEHETUYECKUX MAPKEPOB.

B xone MHOrouMciieHHBIX HCCAENOBaHUI TOKa3zaHa
accouMalusl LEeIMakKuyd C aHTUTeHaMHW [JIaBHOTO KOM-
miekca ructocopmectumoctu yenoseka (MCH I1) HLA
DR3 — DQ2 (DQ2.5 — DQAI1*0501 — DQB1*0201
i DQ2.2 — DQA1*0201 — DQB1*0202) w» HLA DR4
— DQ8 (DQA1*0301 — DQB1*0302), pacrojoxXeHHbI-
Mu Ha 6p21 xpomocome. Terepomumep DQ2 obHapyxu-
BaeTcs ipuMepHo Y 90—95% GonbHbIX, DQ8 — y ocTaB-
muxcst 5—10% [9]. B3aBucuMocTH OT KOJIMYeCTBa
U coYeTaHUsl ajuiesieil, MpeACTaBIeHHbIX Y KOHKPETHOTO
00JILHOTO, MOXET BapbUpOBaTb PUCK BO3HUKHOBEHMSI
U TSDKECTh  KJIMHUYECKUX TMPOSIBICHUIT 3a0o0JieBaHusl.
HmMetoTcst aHHbIE, YTO HAMOOIBILMI PUCK PA3BUTHUSI TSI-
XeJbIX pedpakTepHbIX GopM nMmeroT DQ2 romMo3uroTs
[10]. Ponb mMoseKkys rjaBHOrO KOMILJIEKCAa THCTOCOBME-
CTUMOCTH B MaTOreHe3e LeJIMakuu O0yCJIOBIeHa UX y4ya-
CTHEM B Ipollecce Mpe3eHTaluu aHTUTeHOB T-KJieTKaM.
J1st pa3BUTHS MATOJIOTMUYECKOTO Tpoliecca B CAU3UCTOM
000J104Ke TOHKOI KMIIIKK B OTBET Ha YIIOTpeOJIeHUE TJTI0-
TEHa TMeNTUIbl [JMaguHa JAO0KHBI ObITh MpPEACTaBICHBI
AHTUTEHNPE3CHTUPYIOLIMMU KJIETKaMU C MOCenylolei
aktuBauueit T-mumbouurtos. [Ipu 3TOM UMEHHO MoJie-
kyasl HLA DQ2 u HLA DQS8 obecrnieunBatoT mpoiecc
npe3eHTauuu [11].

Ilepen tem, Kak cBsi3aThbes ¢ MoJieKysiamMu HLA Ha no-
BEPXHOCTU aHTUTEHIIPE3EHTUPYIOIIUX KJIETOK, MENTUIbI
MIMaJMHA TOJKHBI OBITh MPEABAPUTETHbHO MOIUGBULIU-
poBaHHbI B mpoiiecce abcopOimu. BaxHyo posb B MOIM-
duKauuu ravaavHa UrpaeT TKaHeBasi TpaHCIIyTaMUHA-
3a-2, KaJIbLIMA3aBUCUMBIN (DEPMEHT, KaTaIU3UPYIOLIUIA
peakuuio IeaMUIMPOBAHUS AMMHOKUCIIOT C 3aMEHOI
JIyTaMUHA Ha TJIYyTAMUHOBYIO KUCJIOTY B OEJIKOBBIX MO-
Jekynax. Ilog neficTBueM TKaHEBOU TpaHCIJyTaMUHAa3bl
MenTUIbl IIMaarHa TpaHCHOPMUPYIOTCS, UTO MOBBIIIAET
HX POJCTBO C COOTBETCTBYIOLIMM CBSI3bIBAIOIIMM Y4YacT-
koM MmoJiekynl DQ2 u DQS8 u criocobcTByeT MpOYHOMY
coenrHeHuto HLA-monexkynbl ¢ peuentopamu T-num-
douuToB. AKTUBUMPOBAHHbIE JUMGOUUTHI BbIpAOATHI-
BatoT mnpoBocnanutenabHble nuToKuHBl (IFNy, TNFa,
TNEFB, IL10, IL1B, TGFB), moBpexmnaioniye CIM3UCTYIO
000JI0YKY KUIIEUHUKA, a TAKXKE CTUMYJIUPYIOT B-KkieTku
K IPOAYKIMU CcreuubUIECKUX aHTUTeN Kak K [vagu-
HY, TaK U K TKAaHEBOW TPaHCIJIyTaMUHA3€ U CTPYKTypam
CJIM3UCTOI 000JI0UKM TOHKOW KUIIKU (KaJbpETUKYJIUHY,
9HIOMU3KI0), KOTOPbIE MOMAJAI0T B CUCTEMHYIO LIUPKY-
JISILIMIO U MOTYT OBITh BBISIBJIEHBI MTPY MTPOBEACHUU CEPO-
JIOTUYECKOTO MCCIIeIOBAHMSI.

Cnenyer otMeTUTh, YTo HLA TeHbl UTpaloT BaxKHYIO
pOJIb B Pa3BUTUU JIPYTMX ayTOUMMYHHBIX 3a00JieBaHUI
U TeHeTUYECKUX CUHIpoMOB (Tabsu. 1). BuactHoCTH,
y MallMEHTOB C UHCYJIMH3aBUCUMBIM CcaxapHbIM jauabe-
TOM TIpU FEHETUYECKOM UCCAENOBAHUN MOTYT ObITh BbI-
sieieHsl raruiotunisl HLA DR3 — DQ2 u DR4 — DQS8,
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XapakTepHble Wi Leauakuu. [1pu 3ToM, TOCKOIbKY 6J11-
>Kallle pOJACTBEHHUKU OOJIbHBIX CaxapHbIM ITHAOETOM
TaKXe YaCTO HECYT aHAJIOTUYHbIE aJUIeIU, PUCK PA3BUTHUS
3a00sieBaHUS Y HUX BbIIlIe, YeM B oOuieit nonyssiuuu [12].
XapakrepHble rariotunisl HLA DR3 — DQ2 u DR4 —
DQS8 BbIsIBJEHBI Y MALIMEHTOB € 00JE€3HbIO AIIMCOHA,
cunapomowm llerpeHa, ayrTouMMyHHBIM renatutoM [13].

Crenyer OTMETUTb, 4TO rereponumepbsl DQ2/DQS
BCTpEYarOTCsA B MOMyIAIMKA ¢ 9actoroil 30%, omHako
4yacToTa lieJIMakKuM, B COOTBETCTBUU C COBPEMEHHBIMU
SMUAEMUOJOTUYECKUMU UCCIEIOBAHUSIMU, COCTABJISI-
et 1%. Ipunsaro cumrath, 4To HLA TreHBI ONpeaensiorT
PUCK pa3BUTHS 3abojieBaHUS JUIIL Ha 36—53% [14],
SIBJISISICH 00513aTeIbHBIM, HO HEIOCTATOYHBIM KOMITOHEH-
TOM B natoreHese. [Touck Apyrux BO3MOXHbBIX TeHETUYE-
CKHUX (paKTOpPOB, OTBETCTBEHHBIX 3a pa3BUTUE OOJIE3HU,
MPOMIOJIKAETCST 10 HACTOsIIIEero BpeMeHU. [eHeTuueckue
HcceIoBaHusl, TPOBEEHHbBIE B MOCIEIHUE TOMIbl, TO3BO-
JIUJIA YCTAHOBUTb BO3MOXKHYIO CBSI3b PA3BUTUS LIEIMAKUU
c He HLA-reHamu, pacrnoyioXeHHbIMU Ha XpOMOCOMax
5 (5q31—-33), 2 (2933), 19 (19p13), 4 (4927) [15]. Ana-
JIOTUYHbIE TEHETUYECKUE MapKepbl YacCTO BBISIBJISIIOTCS
y MalMEeHTOB C BOCHAIUTEIbHBIMU 3a00J€BaHUSIMU KU-
IIEYHUKA, WHCYJIMH3aBUCUMBIM CaxapHbIM JIUa0EeTOM,
CUCTEMHOI KpacHOW BOJIYAHKOI, PEBMATOUIHBIM ap-
TPUTOM, UTO TAKXKE OIpPeNessieT BOZMOXHbIE MEXaHU3MbI
accouualMy 1LeJMakui C JaHHBIMU TATOJOTUYECKUMU
coctosiHusIMU [ 15] (Tadun. 2).

CoBpeMeHHbIe TeHETUYEeCKHUE UCCIeN0BaHUs JEMOH-
CTPUPYIOT, 4To U3 39 TunuuHbXx He-HLA reHoB, ormpe-
JesieMbIX Y TTAIMEHTOB C Lienakueit, 64% MoryT ObITh

BBISIBJIEHBI  €Ile XOTSI ObI  TIPY OMHOM  AyTOMMMYHHOM
3a00eBaHUM. B 3HAUMMOM KOJIMYECTBE TEHETUYECKUE
MapKepsl IeJIMaKUU COOTBETCTBYIOT T€HOTHUITY IIpH ca-
xapHoM auabete (coueranue mo 10 JoKycam), peBMaTo-
unHoMm aptpure (9 JoKycoB), 6one3nn Kpona (17 j1oKy-
coB). [eHBI yKa3aHHBIX JIOKYCOB MTPAIOT BAXHYIO POJIb
B OCYIIECTBJICHUW PETYJIAIMN TPOAYKIIMKM ITUTOKMHOB
(TNFa, IFNy, IL2, IL21, IL10), akTuBaiuu ecTecTBeH-
HBIX KujuiepoB, T- u B-nmumdornuTos, a Takxke B moanep-
XaHUU GapbepHOUN DYHKIIMK CIIU3UCTON 0OOJIOUYKU TOH-
KoI Kuikw [16].

Hanmuune o01mx reHeTHIeCKMX MapKepoB TIPH I -
aKWM U IPYTMX ayTOMMMYHHBIX 3a00JIEBAaHUSX OTKPbIBa-
€T HOBBbIE BO3MOXHOCTH JUTS Pa3pabOTKN COBPEMEHHBIX
METOJIOB JIeYeHUsI. B yacTHOCTH, TpeOyeT u3ydeHus 3¢-
(EKTUBHOCTb AHTULIMTOKWUHOBOM Tepanuu LeJuakKuu
(maruouToper 1L12/1L23, antu-®HO!), ycrenrHo uc-
MTOJTb3YyeMO TIpM TaKWX 3a00JIeBaHUSX, KakK 00JIe3Hb
KpoHa v peBMaTOMIHBIN apTPHT.

JIpyTiM BO3MOXHBIM MEXaHU3MOM B3aMMOCBSI3U
LIETUAKUM C ayTOMMMYHHBIMHU 3a00JICBaHUSIMA MOXKET
SIBIIATBCST TIepEeKpeCcTHasT peakIWsl aHTUTEN K TKaHEBOK
TpaHcrytaMuHase (aHTu-TTI) u akTuBUpoBaHHBIX T-
JUM@OIINTOB C ayTOAaHTUTeHAMHW OpraHu3Ma. B gacr-
HOCTH, TIOJ IEHCTBMEM TKAaHEBOW TpaHCIIyTaMUHa-
36l MOXET IPOMCXOAWTh IeaMUIMPOBAHUE TENITHUIOB
B CTPYKTYpe Ppa3IUYHBIX OPraHOB W TKaHE#l, 4TO BemeT
K 00pa30BaHMIO HEOAHTUTECHOB U IMPOBOLUPYET pa3-
BUTHEC PEaKIIMii MMMYHHOTO OTBeTa 3a IpenelaMi K-

! dakTop HEKPO3a OMYXOJIH.

Tabauya 1. Teneruka acconMMpoOBAHHbIX ¢ NeTMAKUeil 3200 1esanmii [10]

TeHorun

3abojieBaHUS

DQAI1*0501 — DQB1#0201 (DQ 2.5)
DQAI1*0201 — DQB1#0202 (DQ 2.2)

DQAI*0301 — DQB1*0302 (DQ 8)

DRB1*0401, DRB1*0404,
DRB1*0405, DRB1*0408

DRBI1*1501, DRB1*1502, DRB1*0103

PaccestHHBIN cK1EpO3

CucteMHas KpacHasi BoTYaHKa
AyTOMMMYHHBIE 3a00JIeBaHUSI ITUTOBUIHOM Kee3bl

CaxapHblit tnabeT 1-ro Thma

PeBmarownnHblit apTpUT

Bonesnb KpoHa, si3BeHHbII KOJUT

Ta6auya 2. Tipumepbi ne- HLA-reHOB npH e TMAKHMH, CBSA3aHHBIX € PA3BUTHEM JAPYTHX aAyTOMMMYHHBIX 3a60.1esanmii [10]

3g25.33
4q27

IL12A, SCHIP1
IL2, IL21, TENR, KIAA1109

Jlokyc Ten Hanuuue npu accourMMpoBaHHbBIX C LEIMaKKUel 3a00J1€eBaHUSIX

2q33.2 CTLA 4, ICOS PeBmaTOouaHBINM apTPUT
CaxapHeliinuaber 1-ro Tuma

2pl6.1 REL, PUS10, PEX13, AHSA2 PeBMaTounHsblil apTpUT

SI13BEHHBIN KOJUT
Bbonesnp Kpona

CHCTEMHBIN CKIIEPO3

PeBMaTOUIHBIM apTPUT
CaxapHblit 1uabeT
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mweyHuka [17]. O6pasyoiinecs: UMMYHHbIE KOMILJIEKCHI
antu-TTT ¢ camum hepMEHTOM MOTYT OBITh BbISIBIECHbI
KaK B CJIM3UCTON 000JI0YKE TOHKOU KMIIKHW, TaK U B APY-
IMX OpraHax 1 TKaHsiX, BKJII04asi eueHb, TOJIOBHOI MO3T,
JuMbaTUYECKue Y3Jbl, TOUYKU, KOXY. IMeloTcs naHHbIe,
4yTO Yy 6epeMeHHbIX XeHIIUH aHTU-TTI crnocodHbl mpo-
HUKAaTh Yepe3 IUIALleHTY U HapyluaTh HOpMaJbHOE Teye-
HUE OEpeMEHHOCTH, TPUBO/ISI K BHYTPUYTPOOHOM rudenu
IJ10[1a WJIK MOBTOPHBIM BbiKuabIIIaM [18]. B maToreHese
caxapHOro jauabera y MallMEeHTOB C LEeJMaKueil orpe-
NIeJIEHHYIO POJIb MOXET Urparb CBsi3biBaHuWe aHTU-TTT
C TPAHCIJIYTAMMHA30M TMOXETYTOUYHOM Kee3bl, yJacT-
BYIOIICH B Mpoliecce CeKpelud UHCYJIMHA OCTPOBKOBBI-
MU KJieTkamu [19].

Haxkownel, psin aBTOpoB MoJiaraet, 4YTo B CTUMYJISILIUU
ayTOUMMYHHBIX peaKlUMii Tpu HeJeUEeHOW LeIuakuu
BaXHOE 3HAUYEHUE MOXET UMETh MOBBILIEHWE MPOHUIIA-
€MOCTH CJIU3UCTOI 000JI0YKU TOHKOUN KUILIKH IS TTUIIE-
BbIX M OAKTepUATIbHbIX AHTUTEHOB [17].

C y4eToM JOKa3aHHBIX OOIIMX MaTOTeHETUYECKUX
MEXaHU3MOB Pa3BUTHUS LEJMAKUU U psiia APYTUX ayTo-
WMMYHHBIX COCTOSTHUY OTHWM U3 aKTYaJIbHBIX BOITPOCOB,
o0cyXaaeMbIX B HacTosliee Bpemsi siBisieTcs: 3hdeKT
0e3MII0TEeHOBOW IMEThl B IJIaHe MPOPUIAKTUKMU U Tepa-
MUK acCOUMMPOBAHHBIX 3abosieBaHuii. B uccienoBanuu
(panysckux aBropoB B 2008 . ObL1a MpoBeAeHA PETPO-
CIEKTUBHASI OLIEHKA YaCTOTbl BO3HUKHOBEHUS ayTOMM-
MYHHBIX 3a00JIeBaHUI Y OOJIbHBIX LI€JIMaKueld B 3aBU-
CUMOCTU OT COOJIIONIEHUSI UMW CTPOTOi Oe3MII0TEeHOBO
nuetsl [20]. BoisiBeHO, YTO Mocie YCTAaHOBJIEHUST quar-
HO3a 1eJIMaKUU ayTOUMMYHHbIE 3a00J1€BaHMST Pa3BUINCh
y 55 u3 788 OOJbHBIX, MPU ITOM PUCK (HOPMUPOBAHUS
ayTOMMMYHHO naTojiornu B 10-1eTHUIA CpOK TOCIIe AU-
arHOCTMKM TJIIOTEHOBON HTEpOINaTuu ObLT T1OCTOBEPHO
(p=0,02) Huxe y nauueHTOB, COOJIOJABIINX OE3IJII0Te-
HOBYIO nueThl (6+2% mpotus 15,61£5,9% cooTBeTCTBEH-
HO). OO0I11asi yacToTa ayTOMMMYHHbBIX 3a00JIeBaHUI CO-
craBuia 5,4 Ha 1000 mauMeHTOB B rol B cJiydyae CTPOTroro
coOJII0JIeHsI IMeThl MO cpaBHEHMIO ¢ 11,3 npu ee Hapy-
wenusix ((p=0,002).

B uccnenosanuu O. Saadah u coast. (2004) mpo-
JIEMOHCTPUPOBAHO, UTO CTPOroe coboeHrue 0e3TIo-
TEHOBOU JUEThl CIOCOOCTBYET JydyllIeMYy KOHTPOJIIO
3a MeTaboIMYeCKMMM TapaMeTpaMu [pU caxapHOM
nuradeTe M MOJOXUTENbHO BJIMSET Ha IMokKa3aTeJu po-
cra mauueHToB [21]. N. Abid u coaBt. (2011) npone-
MOHCTPUPOBAJIN, YTO CPEOU IETEH C LieJMakuenl U ca-
XapHbIM IMA0ETOM MeEHblIee KOJUYECTBO MAlMEHTOB
UMeJY 3MU30/bI TSXKEJI0W rTMNoruKeMuu Ha poHe Te-
panuu WHCYJIMHOM B CJIy4yae CTPOroi Oe3TT0TeHOBOM
nueTsl [22].

YuuTeiBasi JOKa3aHHYIO CBSI3b LIEIUAKUM C PSIIOM ay-
TOMMMYHHBIX 3a00JIeBaHUI M BO3MOXHBIN 3 dekT 0e3-
[JIIOTEHOBOW JMEThl B IJIaHEe MPOMUIAKTUKUA HMX Pa3BU-
TUSI WK obsieryeHusT TeyeHust, akcriepramu ESPGHAN
MPEAJIOXKEH MPOTOKOJ JUArHOCTUKU LETUAKUU Y Malu-
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CHTOB TPYMITHl PUCKA MPU HATMINHU aCCOIMMPOBAHHOMN
MaToJO0TUH.

B coorBercTtBUuM ¢ pekomeHnauusmu  ESPGHAN,
MMallMeHTaM NaHHOW TPYNIBI B OTCYTCTBHE Y HMX KITH-
HWYECKUX TTPOSIBIICHW, CBOWCTBEHHBIX IIETUAKWUM, IIe-
JIecooOpa3HO MCXOJHO IMPOBECTU T'€HETUUYECKOE MCClie-
noBaHue c omnpenesieHuem mapkepop HLA DQ2/DQS.
B ciygae BBIABICHWS] TUIMYHBIX aJUTejield TTallMEeHTHI
JIOJKHBI ObITh 00C/IeZIOBaHbl HA HAJIMYMU aHTUTEN K TKa-
HeBoil TpaHcraytamuHase (aHTU-TTT-1gA) B coueTaHuu
C IEPBUYHON OLIEHKOI YpOBHS 00111ero IgA B CHIBOPOTKE.
ITpu otpunaTenbHbix 3HaueHusix aHTU-TTT-IgA u Hop-
MaJIbHOM ypOBHe o0111ero IgA Ha MOMEHT o0c/ieOBaHUS
HaJluuve LeJuakuu ManoBeposiTHo. OJHAKO C y4yeToM
TOTO, 4YTO 3a00JieBaHWE MOXET NeOI0TUPOBATh TMO3HEE,
CEpOJIOTMYECKOE HCCeNOBaHUE 11€1eCcO00pa3HO MOBTO-
PSATH He pexe, ueM Kaxnble 2—3 roga. B ciayyae ncxomaHo
MOJIOXUTEIBHOTO Pe3yJibTaTa CepoJIOTMYECKOro obce-
noBaHusl U ypoBHe aHTU-TTI-IgA Gonee 3 HopM HeoO-
XOIMM JIeTallbHbIl cOOp aHaMHe3a C LEJbl0 BbISIBICHUS
y NalMeHTOB KAaKUX-IMOO0 MPU3HAKOB LIeJIMAKUU (TacTpo-
WHTECTUHAIBHBIX ITPOSIBIICHUIA,, TeUITUTHBIX COCTOSTHUI
UT.A.). [Ipyu HAIMYUM COOTBETCTBYIOLIMX CUMIITOMOB
0OJIbHOW TOAJIEXUT AaJIbHEHIIeMy 00CIeI0OBAHUIO B CO-
otBeTcTBUU € TipoTokoioM ESPGHAN 2012 mns maum-
€HTOB C CUMIITOMaMu 3a00J1eBaHus (CM. pUCYHOK) [1].

B cityyae oTcyTCTBUSI KaKUX-IMO0 TUITMYHBIX [JIsT 1IE-
JIMakuu TposiBjieHUil u ypoBHe aHTU-TTI-IgA Oonee
3 HOpM MauKeHTaM HeoOXOAMMO MPOBEAEHUE DHIAOCKO-
MUYECKOro McciefoBaHus ¢ 3abopoM 3—4 OUOMNTATOB
CJIM3UCTON ABEHANLIATUIIEPCTHON KUIIIKK SIS MOP(OJIO-
ruyeckoro uccienoBaHus. [1pu BbIsSIBI€HUU YPOBHS aH-
Ti-TTT-IgA HUKe 3 HOPM JU1S1 UCKITIOUEHUST JIOXKHOTIOJI0-
JKUTEJIbHBIX PE3YJIBTATOB UCCJIEI0BaHUs 11e1eCc000pa3Ho
ornpenejaeHre aHTUTeN K sHaoMu3uo (aHTU-EMA-IgA).
B ciiyyae nmonoxuTtesnbHOro TUTpa aHTU-EMA nauueHTs
JIOJKHBI ObITh HAaMPaBJIEHbI HA 9HAOCKOMUYECKOE UCCIIe-
JIoBaHKE C 3a00pOM OCTATOYHOTO KOJuWYecTBa OuomnTa-
TOB 7151 MOP(OJIOTMYECKOTO KCCIeOBaHUsI (He MeHee
4 W3 HUCXOIANICH YacTH NBEHAIIIATUIICPCTHOW KUIIKU
+ | u3 nykoBuiisl). [Tpy yMEpEHHO MOBBILLIEHHOM TUTpE
aHTu-TTT (MeHee 3 HOPM) M OTpPULIATEJbHBIX PE3YJibTa-
tax aHTu- EMA manyeHT nomjieskuT HabIIoIeHUIO, HaXo-
JISICh HA OOBIYHOI AUETe ¢ KOHTposieM ypoBHS aHTU-TTT
Kaxmele 3—6 Mec ITo TOro, KakK YpOBeHb aHTHTEN JTOO
He MPUIET B HOPMY, JIMOO MPEBBICUT 3 HOPMBbI, YTO CTAHET
MOKa3aHueM JIJIsl SHA0CKOIMUYECKOTO uccaenoBanus [1].

Takum oOpa3om, ocoboe BHMMaHHE K MalMeHTaM
C QyTOMMMYHHBIMU U SHIOKPUHOJOTUYECKUMU  3200-
JIEBAHUSMU U PETYJIIPHOE TPOBENeHNE CKPUHWHTOBBIX
CEpOJIOTMYECKUX UCCAENOBaHUIA B IpyImnax pucka OyayT
CITOCOOCTBOBaTh CBOCBPEMEHHOMY BBISBICHUIO IIe/THMA-
KWM, B TOM YUCJIE MAJIOCUMIITOMHBIX (hOpM 3a00JIeBaHUsI.
CBoeBpeMEHHOE Ha3HauyeHUe Oe3IJIIOTEHOBOW JIUETh
B TAKMX CIy4asiX MOXET MpeAoTBPaTUTh KakK Mporpec-
CUpPOBaHUE OCHOBHOIO 3a00JieBaHUsI, TaK W Pa3BUTHE
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OB30PbI JINTEPATYPbI

| Pe6eHok unu NoAPOCTOK C CUMNTOMaMK, XapaKTepHbLIMU ANA Lenuakum |

[narHo3 uenuakum ¢ 6onbLon

¥
| AHTU-TTT IgA + 06wuit ypoBeHb IgA B cbiBOpOTKe |
——
| AwwTTr+ | AHTu-TTF —

/

HanpaeneHue k AeTCKOMY racTpo3aHTeposory

/\

BEPOATHOCTLH UCKIHOYEH

[anbHenwWwun AUarHoCTUYECKMIA NOUCK:

- pecouumt IgA

- Bo3pacT pebeHka <2 net

- HeAOCTaTOYHOE NOTpe6GneHue rNTeHa
- NeYyeHne UMMyHOCynpeccaHTamn

YposeHb aHTu-TTT YposeHb aHTu-TTI - HanW4Me acCoLUUPOBaHHbIX 3a6oneBaHum
>10 HopM <10 Hopm - BbIpaXeHHble CUHAPOMbI Manbabcopbuum
\ N
AnTu-EMA + HLA DQ2/DQ8 |—>| Het Bo3mMoXHOCTH |—>| ®Ir[C c 3abopom GuonTtaratoB |
/ \
EMA + EMA + EMA - EMA -
HLA + HLA - HLA - HLA + | MARSH 0-1 | [mARsH2-3 |
N T~ N v Y
[OuarHo3 uennakum | | NoxHo — HLA ? JloxHo + NoxHo + ceponorus? [narHo3 uenmakum
noaTeepXaeH Paccmotpetb aHtn TTr? NoxHo — 6uoncua? noaTBepXAeH
Bo3MoxHocTb ®IrAC ¢ MoTeHunanbHas uenuakua? 1’2
— 3abopom GuonTatoB Kontponb ceponorum/HLA/ HasHaueHue
Mmopdponoruu Bro

TAXKECJIBIX HCOGpaTI/IMHX OCJIOXKHEHU I OeJIMaknum, BKITIO-
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OPUITNHAJIbHBIE CTATbU NEPUHATOJIOIrNS " HEOHATOJ10Insi

IIpenonepanuonHoe BeJeHHE MJIAJICHIIEB C BPOXKIEHHBIMM IOPOKAMH CEPILA M THEBMOHHEN

E.A. Jleemapesa, E.C. Ilasnrosa, /1. 10. Oscannuros

JeTtckas nHdekumoHHas knuHmnyeckas 6onbHmua Ne 6, Mockea; Poccuinckuin yHmBepcuteT apyx0bl Hapoaos, Mocksa

Preoperative management of babies with congenital heart disease and pneumonia

E.A. Degtyareva, E.S. Paviova, D.Yu. Ovsyannikov

Children’s Infectious Diseases Hospital Six, Moscow; Peoples’ Friendship University of Russia, Moscow

IIHeBMOHUS siBNIsIETCS: HANOOIEe YACTOIl MHTEPKYPPEHTHO¥ MATOJIOTHEN Y ieTeii ¢ BPOKIeHHBIMI IOPOKAMY CEPINA B 00NEPANNOH-
HOM IlepuoJie U NPHYMHOIi BHIHYK/IEHHOH OTCPOYKM KapAHOXMPYPIHYECKOro BMelIaTebcTBa. B Mcciie0BaHNu 10Ka3aHA BO3MOXK-
HOCTb NIPOTHO3UPOBAHKS BAPUAHTA TeYeHUs] MHEBMOHUH Y MJIAJIEHIIEB C MOPOKAMM CEPNA C HEIbI0 BBIOOPA ONTUMAIBHOTO AJITOPHT-
Ma IMATHOCTHKH M TePANHH VISl COKPAIeHHs] Pe0NepaNoOHHOT0 Neproa.

Karouegoie cnosa: demu, pannuii 603pacm, 8poxcoentblii NOPOK cepoua, NHe8MOHUS, (pakmopsl pucKa.

Pneumonia is the most common intercurrent disease in babies with congenital heart disease in the preoperative period and a reason
for the forced delay of cardiac surgery. The investigation has proven that the course of pneumonia may be predicted in babies with
heart defects to choose the optimal algorithm for diagnosis and treatment in order to reduce a preoperative period.

Key words: babies, infancy, congenital heart disease, pneumonia, risk factors.

Poccuiickoit @enepaiiiy BposkIeHHBIE TTOPOKY Cep-

nia coctaBisiioT He MeHee 30% Bcex IMTOPOKOB pa3-
ButusA [1] 1 craHOBATCS TpuawHOM 11% MirageHIeCKuX
cMepTeit u 10 50% Bcex cMepTeit, CBI3aHHBIX ¢ TTOpPOKa-
Mu pa3Butus [2]. [TporHo3 y mijiaieHeB ¢ BpOXKAEHHbIMU
ITOPOKaMM Ceplla BO MHOTOM OTIPE/IEISIETCS CBOEBpe-
MEHHOCTbBIO KapANOXUPYpruiecKoro jeueHus [3—6]. Ot-
CpOYKa OTepaIvii 9acTo 00YCIOBIeHA MHTEPKYPPEHTHOMN
3200JIeBACMOCTBIO, TIPEUMYIIECTBEHHO ITHEBMOHMEHH,
MMEIONIeH y MJTaIEHIIEB C TIOPOKAMM CepAIla OCIOXKHEH-
HOE€ TeYeHUe U BBICOKUIT PUCK JieTalibHOTO ucxona [7, §].
Panee ObUTM ycTaHOBJICHBI aHAMHECTHUYECKHUE (DAKTOPHI
pUCKa HEOJIAroNpHUsATHOTO TEUYCHUsI TTHEBMOHUU Y MJla-
NIEHIIEB, TaKWe KaK OTSATOIICHHBIN aKyIepCKUi aHaMHe3
MaTepy, HEeIOHOIIEHHOCTh 1 TSKEI0e COCTOSTHUE peOeH-
Ka TIpM POXKICHUN, NCKYCCTBEHHAs! BEHTWJISIIIUS JIETKUX
B aHaMHe3e, BHYTPUYTpOOHasT WHMEKIMs, aHTUOaKTe-
pUabHAas Teparnus B TCUCHUE 3 Mec, MPEaIIeCTBYIONINX
rocnuranu3anuu, mnosgHee (Oojiee 3 OHEH C MOMEHTa
3a00JIcBaHUsA) TOCTYIUICHWE B CTAllMOHApP, a TAKKe PsIIT
CONYTCTBYIOLIMX 3a0ojieBaHuiA. BpokIeHHble MOpOKHU
cepllia MpU3HaHbl HauboJjee 3HAUMMbIM MOAUGDUIIUPY-
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Anpec nas koppecnonaeHuuu: [lertsipesa Enena AjnekcaHnpoBHa — I.M.H.,
npod., 1. Bpau JAeTcKoii MHMDEKIIMOHHOM KITMHIUIECKON 6oabHUIIB Ne 6 Mo-
CKBbI

[TaBnoBa EBrenust CraHuciaBoBHA — 3aB. OTIEJIEHUEM JHEBHOTO CTalllOHapa
TOM ke OOJIbHULIBI

125438 Mockaa, 3-it JIuxaueBckuii nep., 1. 2b

OBcsaHHUKOB IMutpuii FOpreBry — 1.M.H., 3aB. Kad. neauarpuu Poccuiicko-
T'O YHUBEPCUTETA JPYXObl HAPOIOB

117198 Mocksa, yi. Mukiyxo-Makiast, 1. 6

oM (PaKTOPOM HeOJArONMPUSITHOTO TEUESHHS W UCX0Aa
MMHeBMOHMMU [8].

Ienbio ccienoBaHUS SIBUICS KOMITIEKCHBIN aHAIU3
PHCKa TSKEJIOTO, OCJIOXKHEHHOTO TeYeHUs U JIETaTbHOTO
HMCXOJa TTHEBMOHUHU TPU BPOXICHHOM ITOpPOKE ceprla
B 3aBUCHMOCTH OT HEOJIarOMPUSITHBIX aHAMHECTUIECKUX
(akTopoB, aHATOMO-MOP(OIIOTMUECKUX XapaKTEPUCTUK
MOpOKa, CTEMEeHW MUOKApIMAIbHOW AUCHYHKIUH, Jie-
TOYHOM THUIEPTeH3UN W apTepUaIbHON TUITOKCEMUU,
BUIA WHQWIBTPAaTUBHBIX M3MEHEHUN B JIETKMX, BbIpa-
JKEHHOCTH CHCTEMHOM BOCITAJIUTEIBHOM peaKIIvu.

XAPAKTEPUCTUKA JTIETEN 1 METO/bI
NCCJIELOBAHNUA

B niepuon 2008—2010 rr. Ha 6a3e JleTcKoit nHDeKIn-
OHHOM KIIMHUYeCKOW 60JbHUILBI Ne 6 MOCKBBI 00¢Ie10-
BaHbl 100 MJjameHIEB ¢ TeMOAMHAMMYECKU 3HAYUMBIMU
BPOXIEHHBIMU TTOpOKaMM cepaia. Jletn ObUM HampaB-
JIEHBI C IMATHO30M «ITHEBMOHUSI», BO3PACT JAETEM COCTaB-
JIsuT OT 3 ¢yT 1o 24 Mec (cpenHuii Bo3pacTt 5,924+0,68 mec,
sd=6,1). ManbuukoB 066110 54 %, neBouek — 46 %. OCHOB-
Hast 9acTh (65%) nereil OblIa HATIpaBJieHA U3 KapIHUOXHU-
PYPTMUYECKUX KIMHUK MOCKBHI B CBSI3W € OOHapyKeHU-
€M OYaroBbIX M3MEHEHWI Ha pEHTreHOIpaMMe OpPraHOB
IPYOHOM KJIETKH, YTO IMOCIYXWJIO TPUYMHOM OTKa3a
B XMPYPTAYECKOM JIEUEHNH MOpOKa CeP/lia.

Bepudukaiys muarHo3a ITHEBMOHUM TIPOBOIMIIACH
Ha OCHOBaHMM KputepreB «Kiaccupukanmy KIMHWYE-
CcKX (GopM OPOHXOJIETOYHBIX 3a00JICBaHMIA Y AeTeit» [9]
u HaumoHanbHo# iporpammbl Poccuiickoro pecnimparop-
Horo obuiectBa «BHeOOIbHUYHAS TTHEBMOHUS Y AETeii»
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[10], T.e. KMMHUKO-aHAMHECTUIECKIX TAaHHBIX, Pe3yJIbTa-
TOB peHTreHorpaduy OpraHOB IPYTHOM KIETKH, JJabopa-
TOPHBIX TTapaMeTpoB. B pesynbrate yroYHeHUS AMarHoO3a
OBUTM BBIIEIEHBI OCHOBHAS, |- TpyIIa, BKIIoYaBmas 79
(79%) neteii c MONTBEPXKICHHON B XOmE OOCITECIOBAHUS
MMHeBMOHMe, 1 2-s1 tpynmna — 21 (21%) peGeHOK, y KOTO-
PBIX TUATHO3 «ITHEBMOHUST» OBbLT MCKITIOUeH. B ocHOBHOM
TPYTITIE BBIICICHBI TPY BO3PACTHBIC TIOATPYIIITHI: HOBOPO-
xneHHble netu (n=13) B Bo3pacte 0—28 nHeit (cpeaHuit
Bo3pact 5*1,12 cyT), nmeTu mepBoro roma XusHu (n=>53)
B Bo3pacte 1—12 Mec (cpenHuii Bozpact 4,7110,44 mec),
JIeTU BTOPOTo roja xu3Hu (n=13) B Bo3pacre 13—24 mec
(cpemnuit Bo3pact 16,87+1,19 mec). CoBOKYITHasI TSIKECTh
TEUCHUST, HATMINE OCIIOKHEHUH, JIETATbHBIN MCXOJT ITHEB-
MOHUH CITYKUJIN «<KOHEYHBIMU TOYKAMU» B TTOCIICIYIOIEM
aHaJIM3¢ B COOTBETCTBUM C IMPUHITUTIAMH JOKa3aTeIbHOMN
MEIUIIAHBI.

KoMmrutekcHOe  KIIMHMKO-WHCTPYMEHTAJIBHOE U Jia-
OopaTopHOe 00cCieIoBaHWE MJIAICHIIEB C BPOXIEHHBIM
IMOPOKOM cep/la U THeBMOHUel (1-s1 rpyrina) BKiIovaio
cOOp U OLIEHKY aHaMHe3a, OCMOTpPbI Meauarpa, AeTCKO-
ro KapauoJiora, IMyJbMOHOJIOTa, HeBpoJjiora. AHAaIW3U-
poBajach COBOKYMHOCTb MOAMGMUUMPYIOIIUX (PaKTOPOB
pUcCKa HEOJArOMPUATHOTO TEYCHUS W MCXOoma 3abojie-
BaHMS. YUWTBHIBAJIUCH HEOIArONpUSTHBIA aHaMHe3; Te-
MOIMHaMWUYeCKHe (haKTOPHI, BKITIOYAs TUITCPBOJICMUIO
MaJIoro Kpyra KpoBOOOpaIleHUs, JeTOYHYIO THUIICPTEH-
3U10, apTePUATBHYIO TUTIOKCEMUIO; PEHTTCHOJIOTUIECKIUE
XapaKTepUCTUKU BHUIA WHQUIBTPATUBHBIX U3MEHEHUIt
(MHTEepCTUIMATBHAS MHOWIBTPAIINS; aTbBEOJISIpHAsT WH-
unsrpauus u ee Mopdosiornyeckre hopmbl); 3HaUMMAsT
COTIYTCTBYIOIIAs TATOJOTHS (OPOHXOJETOYHAST TUCILIA-
3Us1, TEHETUIECKUI CUHAPOM, MHOXECTBECHHBIC TTOPOKU
pas3BuTus, runorpodusi 2—3-il cTeneHu, TsKenaoe nepu-
HaTanbHOoe nopaxeHue LIHC).

BceM peTsiM mpoBOAMIOCH KapAMOJOTUYECKOE O0-
cienoBaHue c olleHkoil DKI-npusHakoB runeprpoduu
U TIeperpy30K OTHeNoB cepaua, S7—7 W3MEHEHUN; U3-
yYeHUEM 3XoKapauorpaduieckux MophOoIOTHIecKUX
XapaKTepUCTUK ITOPOKa Cepalia, IETOUHON TUTIEPTCH3WH,
HaCOCHOU U COKPaTUTEbHON (GYHKIIMN MUOKap/a.

PentreHorpacdusi opraHoOB TPYIHONW KJIETKH BBITION-
HSUTAaCh B TIPSIMOM W, TIO TTOKa3aHUSIM, B OOKOBOI TIPOCK-
mu. B cirygasx mucconuaiy KIMHUKO-JTAb0paTOPHBIX
U PEHTTEHOJIOTUIECKUX TaHHBIX, a TAKXKe TPH MTOI03pe-
HWM Ha XPOHWUYECKHME 0OCTPYKTUBHEIC 3a00JIeBaHMSI JICT-
KUX, BpOXXICHHBIC aHOMAJIVS Pa3BUTHSI OPOHXOJIETOYHOMN
cucteMsl [8, 11, 12] mpoBoauIack BEICOKOpA3peliaolias
KOMIThIOTEpHAsT TOMOTpadhusi OPTaHOB TPYTHOM KIIETKU
C VICTIOTb30BaHUEM METONUKHU OTAETBHBIX CPE30B C IO-
CIICAYIOIINM OTIpeIeJICHUEM TDIOTHOCTH JIETOYHOM TKaH!
o mkajne XayHcpwiga (HU).

YuuteiBasi paHee YCTAaHOBJICHHYIO UMMYHHYIO HEIO-
CTaTOYHOCTh Y IeTel C BPOXIECHHBIMU TTOPOKAMU Cep-
nua [7], olleHKa KJIMHUKO-J1a00paTOPHBIX MPU3HAKOB
cucTeMHOTro BocnanuTenbHoro orsera (SIRS — systemic

inflammatory response syndrome-KpUTepru) OCYyIIECTB-
JIIIaCh B COOTBETCTBUU € PEKOMEHIAIMAMU  MEXKIY-
HapOIHBIX COMJIACUTEBHBIX KOH(EpEeHIINI. YpOBeHBb
apTepuaJIbHON TUITOKCEMUWM OIIPENEeNISUICS TI0 TaHHBIM
TPAaHCKYTaHHOTO MOHWTOpHUpoBaHusA SpO,, KHCIOTHO-
OCHOBHOTO cooTHowenus (SpO,, pO,). Ilposoaumics
OMOXMMHWYECKUIA aHAIN3 MapKepoB MHMOKapAWaIbHOTO
noBpexneHus — gakrataeruaporerasst (JIAT), JIAT 1,2,
kpeatuHdochorkmHazsl (KOK) u KOK-MB, TpononnHa
I 1 MUOKapaMaTbHOM IMCGHYHKITMA — TIPEACEPIHOTO Ha-
TPUIYPETUYECKOTO TTETIITHIa ¥ MO3TOBOTO HATPUYpPETH-
YecKoTo nenTtraa. s yToUHeHUS BEPOSTHON STHOJIOTHI
ITHEBMOHHMY METOIOM FeTePOTeHHOTO TBEpIOo(ha3HOTO UM-
myHodepMeHTHOoro aHaiu3a (ELISA) ucrnonb3oBanu ce-
poJiormyecKoe 00ceoBaHNE C OTIpeaeIeHUEM CTIenbU-
yeckux aHTures KiaccoB M, G k Mycoplasma pneumoniae,
M. hominis; muxkpoopranuszmam cemeiictBa Clamydiaceae
— C. pneumoniae, C. trachomatis; P. carinii (jurovici), uu-
TOMETaJIOBUPYCY, BUPYCY TTPOCTOTO Teprieca 1—2-ro tuma
1 6aKTepUOJIOTUIECKOE WCCIIeIOBaHNE TPaxeoOpPOHXU-
TBHOTO OTIENISIEMOTO.

Cratuctrdeckast 06paboTKa pe3yJabTaTOB OCYIIIECTB-
JisTach C TIOMOIIBIO TlakeTa Tporpamm «Statistica 8.0»
(StatSoft, CLLIA, Windows XP). Bbruucasuiuce cpeaHsist
apudmeTndeckas (M), ommbKa cpemnHeii (m), ctaHaapT-
HO€ OTKJIOHEHUE (sd) MPU HOPMAJILHOM pacrpelneieHuu
KOJIMYECTBEHHBIX TIpU3HaKoB, MemuaHa (Me) w95%
noBepuTeabHblid MHTEpBaI (W) — B ciyuae HeusBecT-
HOTO/OTAUYHOTO  OT HOPMAJBHOTO  pacIpeneIeHIs
npusHaka. [IpUMeHsUIM HemmapaMeTpuJecKue KpuTe-
puu MaHHa—YUTHU i BBIOOPOK C HEU3BECTHBIM /HeE-
HOPMaJIbHBIM paclipelieiecHueM, a Takke KpUTepuil X2
TIPY M3BECTHOM YMCJIE CTETIEHe CBOOOIBI TIPY aHAIM3e
KaTeTOPUAJIbHBIX U KaYeCTBEHHBIX IIEPEMEHHBIX.

PE3VJIBTATBI 1 OBCYXK/JEHUE

ITHeBMOHUs Oblla uHcKIOUeHa Y21 mnauuMeHTa
(2-s1 rpynmna) ¢ o4aroBbIMU peHTreHorpauuecKumMu u3-
MEHEHUSIMA U OTCYTCTBUEM COOTBETCTBYIOLIUX KJIWHU-
KO-71a00paTOpHbIX KpuTepueB: Juxopanku >38°C B Te-
yeHue 3 cyT u boJjiee, Kalulsg ¢ MOKPOTOH, (PU3UKATbHBIX
CHUMIITOMOB ITHEBMOHMH, JieiikouuTo3za (>15¢10°/m)
W/WH ToTMMOpdHO-sIIepHbIX  HedTpodunos  >10%.
¥ 5 naumeHToB ¢ cenTaabHbIMU IeeKTaMu Ha (hOHE KO-
PEKIIMU HENOCTATOUHOCTH KPOBOOOpAaIlEHUs Ha 3-U CYyT-
KU Obl1a 3aperucTpUpOBaHa OTYETIMBASI MOJOXUTETbHAS
JMHAMUKA PEHTIeHOJOTMYeCKUX W3MEHEHMi, 4TO Mo-
3BOJIWJIO MCKJIIOUUTh BOCHAIUTEIbHYI0O UHMUIBTpALUIO
M PaClICHUTh WX Kak rurnepBojiemMudeckue. Y 16 (16%)
MalMEeHTOB UarHo3 ObLJI YTOUHEH C MOMOIIBIO BICOKO-
paspeuwiaionieii kommnblorepHoit Tomorpaduu [11—14],
KOTOpasl BO BCEX CJIydyasix MO3BOJIMJIA YCTAHOBUTbH TeHE3
0YaroBbIX U3MEHEeHUH (Tadu. 1, 2).

B 1-i1 (ocHOBHOI1) rpymnme ¢ BpOXAEHHbBIMU MTOPOKa-
MM cepjlla U MOATBEPKIAEHHBIM TUAarHO30M MHEBMOHUU
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Tabauya 1. YacroTa perucTpamuy peHTIeHOIOTHYECKHX IPU3HAKOB N0 JaHHLIM 0030pHOii pentrenorpaduu (PT) u Bricokopaspe-
maiomeii kommnbioTepHoii Tomorpaduu (BPKT) opranos rpynHoii kietku (n=16)

ITpusnaxk Yucio 60JbHBIX C Yuciio 60JbHBIX C U3Me-
u3MeHeHusiMu Ha PT HeHussMu Ha BPKT

AJbBeoJispHast MHWIbTpaLus 7 1
DoKyChl CHIKEHUS ITHEBMATU3ALIMI 16 1
ATeseKkTasbl 2 12
DoKyChI MOBBIIIEHHS IPO3PAYHOCTH 4 4
JleHTOOOpAa3HbIEC YIVIOTHEHUS 1 1
YacTuuHOe 3aIroJIHEHUE aIbBEOJI XKUIKOCTHBIM CyOCTPATOM («MaTOBOE CTEKJIO») 0 9
VromeHne cTeHOK OPOHXOB 4 6
BponxoskTasbl 0 3
[oBbllIeHNE COOTHOIIEHUSI CETMEHTapHas apTepusi/OpoHx 6onee 1 0 9
WMHrepcTuiinanbHas THGUIBTPALINS 11 2
YToneHre Mexa0ibKOBOrO MHTEPCTULLUAS 0 9
O06enHeHNe COCYTUCTOrO pUCYHKa Ha mepudeprun 5 5
Pacunpenue u nepopmarus cocynon 1 4
Pacmmmpenue cocymucToro myJka 8 8
Beimor 0 0
Tabauya 2. Yrounennslii auarao3 B cranuonape (#=100)

JuarHo3 Yucio nereii

aoc. %

JarHo3 MHeBMOHWY MOATBEpKAEH (-5 rpyrima) 79 79
JlnarHo3 MHEBMOHMY He MIOATBEPKACH (2-51 rpyrma) 21 21
B Tom uncre:

OOCTPYKTUBHBII OPOHXUT 10 10
TUTIEPBOJIEMUST MAJIOTO KPyra KPOBOOOPAIIEHUS 1 OTCYTCTBUE OCTPOTO 6 6
MHGEKIMOHHOTO 3a00JIeBaHUST

BPOXXIEHHAs aHOMAJIMSI Pa3BUTHSI JIETKUX 3 3
OpOHXOJIErOYHAs JUCILIA3US 1 1
00JIUTEPUPYIOIINI OPOHXUOIUT 1 1

u3 79 MnaneHieB B Bo3pacte oT 0 no 24 Mec (cpeaHuii
Bo3pacT 5,924+0,677 Mmec.) MaIbuMKOB ObLTO 39, neBO-
yek — 40. JdnutenbHOCTh 3a00yieBaHUSI ITHEBMOHMEN
Ha MOMEHT TIOCTYIUIEHUs1 cocTaBuia 5,7910,997 cyr,
MpY 3TOM MUHUMAJIbHBIHI Cpok 3abosneBaHus 1 cyT (19 ne-
TEH, MM OKOJIO '/, OCHOBHOM TPYMITBI), MaKCUMAIIbHbIi
— 60 gHeit (1 pedbenok). [To3aHee 3 cyT oT Havaja 3a60-
JneBaHus Tmoctynuian 48 (61%*) MnameHIEB OCHOBHOM
IPYIIbI, 60JbIIMHCTBO aeTeit — 71 (90%) peGeHOK ObLTN
MHOTOPOAHUMMU, U3 KAPIANOXUPYPIUMIECKUX KIMHUK ObIJI
HampasiieH 51 (65%) mauueHT.

«bnenHbie» TMOPOKM cepilia ObUIM JAUMArHOCTUPOBA-
HBl y 58 (73%) MnanmeHIleB, <«IMaHOTUYeCKUe» — Y 21

* 3nech u nanee % BBIYMCICH YCIOBHO, TaK KaK KOJWYECTBO Ae-
teit <100.

(27%); TutiepBOJIEMUST MaJIOTO Kpyra KpOBOOOpAICHUS
Habmomanachk y 69 (87%) nereii. JlerouHast TUTIEpTEH3US
MUAarHOCTUPOBAIACh  DXOKapauorpaduIecku TIpH CHU-
CTOJIPYECKOM apTepuaJbHOM JaBJIeHUU >36MM PT.CT.
y 42 (53%) nmeteii [15]. Y nomasistiomero 60JbIIMHCTBA
MMallMEeHTOB OTMEeYajlach HEIOCTaTOYHOCTH KPOBOOOpa-
menus (HK): HK 2A crenenu — y27 (34%), HK 2b
crerienn — y 37 (47%), HK 3-it crerienn — y 6 (7,6%).
Hanmuume BBIpaskeHHOM IBIXaTeIbHON HEIOCTaTOUHOCTH
(AH II—III) y6onpmuHCcTBa (67%) meTeil OCHOBHOIM
TPYIITB OOBSICHSIIOCh KaK TeMOIMHAMUYIECKUMU Hapy-
LIEHUSIMU, TaK U TSKECThIO MTHeBMOHUU. PU3uKaibHbIE
W3MEHEHUS B JIETKUX B BUIE JIOKATHHOTO OCTaOICHUS
neixanust y 35 (44,3%) MallMeHTOB M JIOKAJTbHOM KpeTv-
tamvu y 40 (50,6%) He SIBIAIUCH OTOCTOBEPHBIMU KpU-
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TEpUSIMUA TTHEBMOHHWU, YTO COTJIACYeTCsl ¢ peKOMEeHIa-
uusamu Poccuiickoro pecniparopHoro ob6iectsa [10].
Tsxenast THEBMOHYS Oblla AMarHoCcTHpoBaHa y 49 (62 %)
nmeteit 1-it rpynmbl, cpenHerskenas — y 30. Y 60 (76%)
JeTeil THEBMOHUST OblJIa HEOCTOKHEHHOU. OCIOXKHEHUS
ITHEeBMOHMU ObUTM BbIsiBJieHbI Y 19 mumanenneB. Cornac-
HO peKOMEHAAIUSM BeAyIMX criennantucTos [9, 16, 17],
K HUM OBLJIM OTHECEHBI: TUIeBPUT (Y 3 neTeit), MoJIOCTHBIC
ob6pazoBaHust (y 3), MH(PEKIMOHHO-TOKCUYECKUI 110K
(y 13), cencuc (y 13). Cinyyan nmHeBMOTOpakca He ObLIU
3apeTUCTPUPOBAHEI.

PentreHonorndecku y 6onpmuHcTBa (82 %) mauneH-
TOB OBUIA TTONTBEPKICHA AJTbBEOJIIPHAS WHOWIBTPAIINS
B BUJIE OYaroBbIX U3MeHeHUit y 23 (29%) meteit, o4aroBo-
cuBHBIX — y 24 (30%) u cermeHTapHBIX — Yy 16 (20%).
HoneBoe nopaxenue Habmonantocsy 2 (2,5%) nereit.

B otimune ot OOJIBIIMHCTBA MCCIeqoBaTeNeil, Ha-
OJIIOMABIIMX OTCYTCTBHE BOCITATUTEIBHBIX W3MEHEHMI
reMoTpaMMBbl y IeTel C BPOKIECHHBIMU TTOPOKaMH Cep-
nla, HalM J1abopaTopHble NaHHbIC Y JIeTeil OCHOBHOM
TPYIIIBI TTONTBEPAIIA HAJIMIWE CHUCTEMHOM BOCTIANIU-
TEJIPHOW peaklMM B OOJBIIMHCTBE CIyJaeB, TPU ITOM
JIEUKOLIUTO3 perncTpupoBancd y 35 (44%), B TOM duciie
y27 — 6onee 15+10°/01 ny 8 — Gonee 25+ 10°/n; Heil-
Tpodmires — y 41 (52%) u roBbIIIeHUEe HEUTPODUITHEHO-
ro wHaekca (>0,2) — y 11 (14%). OrcyTcTBUE MOBHIIIIE-
HUS conepxkaHust C-peaKTUBHOTO OejTka y OOJBITHHCTBA
(81%) manmeHTOB OCHOBHOW TPYIIITBI COBITATAaeT C MHe-
HHMEM O HEJOCTOBEPHOCTH ITaHHOTO KPHUTEPUS IJIs TH-
arHo3a mHeBMoHuU [15]. CoBpeMeHHas JjabopaTtopHas
MIUATHOCTUKA II03BOJIIET YCTAHOBHUTH 3THOJOTHYCCKUIA
nuarHo3 He 6oyee 4yem B 20—50% ciydaeB, Mpu 3TOM
OCOOCHHOCTH KITMHUKO-PEHTTCHOJIOTUIECKON KapTUHBI
HE MOTYT CUYMTATHCS «aJIeKBATHO OTPAKAIOIIMMHU 3THOJIO-
ruto 3abosieBaHMsI» [ 15]. B HalleM nccienoBaHUM TaHHbBIE
CEPOIOTMYECKOTO 00CIeIOBAHMS TIO3BOJIMIIN YCTAHOBUTH
BEPOSTHYIO CMEIIaHHYI0 BHPYCHO-0AKTepUAIBHYIO 3TH-
OJIOTMIO MTHEBMOHMU Y '/, MAlMEHTOB OCHOBHOM IpPYII-
nbl (Tadiu. 3). JaHHble OaKTepUOJIOrMYecKOro obdcieno-
BaHMS POTOIJIOTKM, ITPOBEICHHBIC IO ITOKa3aHUsIM Y 29
MTAlIMeHTOB, BBIABWIA 3HAYMMBIE OWOIICHOJOTUYECKUE
HapylIeHus y 6obImmHCTBa (66 %) obcmenoBaHHbIX: K.

Tabnuya 3. Pesynsrathl cepoormyeckoro obcaenopanus (n=40)

pneumonia 6b1a ooHapyxeHay 10 (34,5%); Ps. aeroginosa
— v4 (13,8%), accoumauus Kl. pneumonia ¢ Candida
albicans — y 3 (10,3%) w Ps.aeroginosa c C. albicans —
v2(6,9%).

B pesynbrarte MpoBeneHHOTO JICYCHUS! OOJBITMHCTBO
(65%) neTteit ObITN TIEpeBEIEHBI B KAPAMOXUPYPIHUUECKIIE
KIMHUKA. [IprauHaMu JieTaTbHOTO McXoaa y 15 marueH-
TOB CTaJIN: CETICHUC y MeTel ¢ TeHETMYECKMMU CUHIPOMa-
MH — Y 5, OCTPBIN pecIMpaTOPHBIA TUCTPECC-CUHIPOM
y 4, TIoMopraHHas HEIOCTaTOYHOCTh — Y 4 W TSKeJoe
nepuHaTtaibHoe nopaxeHue LIHC cMelanHoro rexesa
—vy2.

AHanmm3 (haKTOPOB PHCKA TSKEJIOTO TEYCHUs ToKa-
3aJ1 CTATUCTUYCCKU 3HAYMMYIO CBSI3b IPUHSITBIX COBO-
KYITHBIX KPUTEPUEB TSDKECTU ITHEBMOHUM Y MJIAICHIICB
C BPOXIEHHBIMU MOPOKAMU CepAlla C HU3KON OLEHKOI
no wkane Anrap (p=0,012) u He0OXOIUMOCTbIO TPOBE-
NEeHUS] peaHMMAIIMOHHBIX MEPOTIPUSITUH TP POXICHUN
(p=0,021), T. €. C TOKyMEHTUPOBAHHOM TSIXKECThIO COCTO-
SIHUSI IPU POXKIEHUH; C BO3pacTHOM rpymnmnoit 1—12 mec
(p=0,012), 1.e. ¢ nepuogomM GHU3NOIOTUIECKON UMMYH-
HOI HEIOCTaTOYHOCTH, YCYTYOJIEHHON HAJIMYHUEM TTOPO-
Ka cepaua [9]; HaIMYMeM COITyTCTBYIOIIE MaTOJOrUu
B BUae OpoHxojierouHoil nucruiazuu (p=0,008) u Ts-
xesnoro nepuHataibHoro nopaxenus LHHC (p=0,017).
Takue mpenmonaraeMbie (haKTOPhI PUCKA, KakK OTSATO-
IIEHHbI aKyuiepckuii aHamHe3 warepu (p=0,277),
dakT BHyTpUyTpoOHOI uHpexkuuu (p=0,429), HegoHO-
meHHocTh (p=0,794), MOBTOpPHbBIE MOCTYIJIEHUSI B CTa-
uuoHap (p=0,929), nmpoBeneHHbIEe 3a 3 MeC [0 HACTO-
SNIe TOCTUTANIM3allMi  KYypChl aHTUOAKTepUaTbHOMN
tepanuu (p=0,194), HanMYMe TEHETUYECKOTO CUHIPO-
Ma (p=0,645) ¥ MHOXECTBEHHBIX ITOPOKOB DPa3BUTHUS
(p=0,0934), He UMeNM CTAaTUCTUUYECKON 3HAYMMOCTH,
T.€. He SIBJsUIUCh (haKTopaMu, OJHO3HAYHO OIpeaessi-
IOIIIMMU MPOTHO3 Tsixkesioro TedeHusi. Hanbosee 3Hauu-
MBIM TeMOJIMHAMWYCCKUM (haKTOPOM TSIKEJIOTO TCUSHUSI
ITHEBMOHUM Y MJIAJICHIIEB C BPOKIEHHBIM TTOPOKOM Cep-
nia okasanoch Hanmuue (p=0,041) u crenens (p=0,048)
JlerouyHoil runepreHsuu (puc. 1). TsaxxecTb MHEBMOHUU
He 3aBMceNa OT BUJa I[OpOKa cepalia [0 KPUTEPUIO
«OneaHble» U «uMaHotuueckue» (p=0,270), oT peHTre-

Bozoynurenn IgM KomuuectBo nereit IeG KomnuuecTBo nereit
abe. % a6e. %
M. pneumoniae >20 1 2,5 >20 2 5
M. hominis >1:800 0 — >1:200 2 5
C. pneumoniae 21:50 1 2,5 21:50 14 35
C. trahomatis 21:50 1 2,5 21:50 2 5
P.jurovici >1:200 1 2,5 >1:100 3 7,5
Bupyc npocToro reprieca 1—2 >1,1 0 — >1,1 8 20
LuTomeranoBupyc >10 0 — >10 7 17,5
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Onenka no mkaze Anrap <3

p=0,012
Peaunmaius npu poaenin TsKeCTh COCTOSHIS MpH
=021 poKzCHIH

. Bospact
TsxecTh naumenta

THEBMOHHH p=0012

5

Conyrersyionnie BJL p=0.08
Taénoe nepunatabioe
3aboneBanus opanenne LHC
P=0,017

Puc. 1. ®akropsi pucKa TSHKeJI0ro TedeHHUs THEBMOHMM.
JIT' — nerounas runeprersusi, bJ1/] — 6poHxoerouyHasi Iucriiasusl.

Temoammameckue dakropst

= =

i
P=0,041
Bripakenocts
T p=0,048

HOJIOTUYECKUX XapaKTePUCTUK BHIA WHOWIBTPAIIMN
(p=0,776) 1 MmopdomorndecKoil hOpMBI aTbBEOIPHOU
nHuasrpanuu (p=0,186), BOMIpeKH CYIICCTBYIOIIUM
TIPENCTaBICHUSIM.

ITpw aHam3e (haKTOPOB pHCKAa OCJIOXHEHHOTO Tede-
HUST YCTAaHOBJICHO 3HA4YeHWe HENOHOIICHHOCTH pebeHKa
(»p=0,021), coxpaHsulOCb 3HAY€HWE BO3PACTHON TPYMIIbI
ot 1 mo 12 mec (p=0,016), bakra Hamuus (p=0,0041) u cTe-
rmeHu JierodyHoit runepreHsun (p=0,002), ponu coryTcr-
BYIOIIICH TTATOJIOTMM B BUIEC OPOHXOJICTOUHON MUCIUIA3UN
(p=0,012). OT™MeYeHO yBeaMYeHNe Y1CIa aHAMHECTUYECKIX
(bakTOpOB pHCKa aHTe- M MOCTHATAILHOTO WHGMUIMPOBA-
HUsI, BTOM YUCJe BHYTPUYTpoOHbIX MHbeKkuuit (p=0,007)
Y TIPEIIIECTBYIONNX KypCOB aHTUOAKTEpUATBHON Tepariu
(p=0,005). OnuHakoBas YacToTa OCJIOXHEHUI Ha0JI01a1aCh
TIPY AJTbBEOJIPHON Y MHTEPCTUIMATBHOM  MH(WITBETPAITAN
(p=0,521), oqHaKO PUCK OCJOXHEHUII CTATUCTUYECKH 3HA-
YMMO YBEIMYMBAICS B 3aBUCHMOCTH OT MOP(OIOTHIECKOMN
(hopMBI MTHGOWITETPAIINH, XapaKTepU3YIOIIe CerMeHTapHBIN
wm noneBoit (p=0,031) 06beM nopaxkeHust (puc. 2).

AnavmecTieckie GakTopst

BYH
P=0,007

- Kypest AB
P=0.005

Bospact naumenta or 1
10 12 mec p=0,016

TemoauHamueckite axropst
Henonomennocts
p=0.021
T p=0,004
Ocioxnenus
ITHeBMORIH

Crenen, JIT p=0,002

Mopdoorueckas
Qopya
nHeBMOHHI

P=0.031

BJA

Puc. 2. ®axropsl pucKa 0C/10KHEHHOT0 TeYeHHsl THEBMOHUM.
3nece n Ha puc. 3: JII' — nerounas runeprensus; bJIJ — 6poH-
XoJierouHast gucruiasusi; BYU — BHyTpuyTpoOHBIe MH(PEKIINN;
AB — aHTUOMOTHUKHU.

B ciyyasix netanbHOro ucxoia HapacTajia KOHIEHTpa-
1ust pakTopoB pucka. CTaTUCTUYECKU 3HAYUMBIMU ObLIN
nosnaHee, 6osee 3 cyT OT Hayasa 3ab0yieBaHusl, MOCTYILIE-
Hue B crairioHap (p=0,01), coxpaHsijiach poJjib peHTIeHO-
JIOTUYECKU YCTAaHOBJIEHHON MOpPdOJOru4eckoit ¢hopmbl
nHeBMoHuM (p=0,007), BbicOoKasi cTaTUCTUYECKas 3Ha-
YUMOCTb JieTouHoM runepreH3uu (p=0,006) u ee TIKECTH
(p=0,000), oTMe4YeHO yBEeJIMUECHHUE TSKECTU M YKCJia HO-
30JIOTMYECKUX (DOPM COMYTCTBYIOIIEH MAaTOJIOTUM B BUIIE
reHeTnyeckoro cuHapoma (p=0,050), GpoHXOIETOUHOM
nucrazuu (p=0,005), Tskenoro neprHaTaIbHOIO IMopa-
xenuss HHC (p=0,019). CraTtuctuueckoit 3HaYMMOCTU
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Trxecs
COCTOAHMS
TIPH POKICHHN

Peammatns npu
posIeHny
P<0,05

T p=0,006
Bhipakentocts

JIT p=0,000

BYH p<0,05

JleTabHblii HEX0Q

AnamuecTHuecKHe (aKTOPbI

TeneTnueckuii CHIAPOM

p=0,050 Mopdoaoruseckas

(opma nienMomHH
P=0,007

»
TaEioe nepunaraboe
nopaenme LHC

P=0,019
B p=0,005

Puc. 3. ®akropni pucka seranbHOro ucxona.

Pa3IMIMIA B TPYITITAX «OJICTHBIX» U «IIMAHOTUIECKUX» TT0-
POKOB cep/lia mojiyueHo He Obuto (puc.3).

ITo pe3ynsraTaM OMOXMMHUYECKOTO CKPWMHWHTA ObLIA
yctaHosneHa TuriepdepmerTeMuss KOK MB, mpeumy-
IIECTBEHHO Y HOBOPOXICHHBIX NETEU, YTO B OTCYTCTBUE
TTOBBIIIICHUS] COICPXKAaHUS TPOIMOHWHA SIBJISIETCS CBU-
TETETLCTBOM COUYETAHHOTO TICPUHATAIIBHOTO THITOKCH-
YeCKOr0 M MH(MEKIIMOHHO-TOKCHYECKOTO MMOKapIy-
aJlbHOTO MoBpexneHus. Y neteid oT 1 1o 12 Mec Xu3Hu
¢ IOKa3aHHO HaMM HauboJiee BLICOKOU YacTOTOM TsKe-
JIBIX W OCIOXHEHHBIX (DOPM ITHEBMOHMM OTIPEACIISITNCH
BBICOKME TIOKa3aTeJIM TpaHCaMUHA3 (aJlaHWH-, acTiapTar-
amuotpaHcdepasa), JIT, JAT-1,2, KOK, KOK MB,
YTO TIPU HEU3MEHEHHOM YPOBHE TPOIIOHWHA SIBJISIOCH
OTpaXXeHHEM TSKeCTH MHMEKIIMOHHOTO TTporiecca 1 He-
KOPOHApOTeHHOTO MHMEKITMOHHO-TOKCUIECKOTO TTOBpe-
XIEeHWsT MUOKapaa. 3HaYuMoe TIPeBBIIIeHNE pedepeHT-
HbIX 3Ha4yeHuil acnapratamuotpaHcdepassl (p=0,037),
JIAT (p=0,000), KOK (p=0,02) u dpakimu KOK MB
(p=0,031) Bcayyasix JeTaJIbHOrO MCXO/Aa ITHEBMOHUM
Yy MJTAICHIICB C BPOXIEHHBIMUA TIOPOKAMU CEPIIIA SIBIISI-
JIOCh, TIO-BUIMMOMY, CIIEACTBUEM COYECTAHHOTO BIIASTHUS
TeMOIMHAMWYECKMX HapyIIeHWN, OOYCIOBJICHHBIX IIO-
POKOM, ¥ MHGEKITMOHHO-TOKCUYECKOTO TIOBPEXKICHUS
MHOKap/a, 9YTO MOXET PaCCMaTPUBATLCS B KaUeCTBE TIpe-
TMUKTOPOB HEOJIATOTIPUSITHOTO MCXO/A.

VY nereii ¢ 1abopaTOpHbIMU TIpU3HAKAMU WHOEKIH-
OHHO-TOKCHYECKOTO TIOBPEXICHUS MMOKapaa B IIpo-
11ecce TOCTIMTAIN3allK OblJTa OTMEYCHA ITOJIOXKHUTETbHAS
nuHamuka ucxogHblx DKI-uzmenenmii. lenpeccust ST
B Ipenesax 2MM, UHBepcus 3youa 7, BTOPUYHOE YIJIU-
HeHue uHreppaia O—7T (B npeaenax +0,05) 1uKBUIUPO-
BaJICh MPYU pa3peliecHUU ITHEBMOHUHY Ha (hOHE Teparvi,
BKJTFOUABIICH METaOOTMIECKYIO KapIUOIIATOIIPOTEKITHIO.
DTO MO3BONWIO UcTob30BaTh DKI-MOHUTOPUHT B Ka-
YeCTBE JOITOJTHUTETHBHOTO KPUTEPHS TSKECTH MHQPEKIIN-
OHHO-TOKCHYECKOTO TTOBPEXKICHUS MUOKapIa.

[lpu olleHKe YpPOBHSI HATPUNYPETUIECKUX TICTITH-
noB [18] y MiaseH1IeB ¢ TUTIEPBOJIEMUYECKUMHU TTOPOKa-
MU cepaiia 6ojee BBICOKAs KOHIIEHTPAIMS MO3TOBOTO
HaTPUIypeTUIECKOTO TIENTHIA BBISABIICHA Y IAIIMEHTOB
C YMEPEHHO! M BEICOKOI CTETIEHBIO JIETOYHOI TUTIEPTEH-
3UU TIPU CUCTOJTMYECKOM JaBJICHUU B JISTOYHOW apTepuu
6osee SImm pr.et. (p<0,05), B TO BpeMsl Kak y MalueH-
TOB C JIETKOM JIETOYHOU TUIIEPTEH3UEH MPU CUCTOIMYC-
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Tabnuya 4. Yposenb HaTpuiiypeTHIeCKHX NENTHAOB P PA3/IMYHOM CTeNeHH JeTr0YHOi rHnepTeH3Hu

[Tapamerp CJIJTA 36—50MM pr.cT. CIJIA >51 MM.pT.CT. p (U-test
Me[LO: UQ| min — max Me [LO: UQ| min — max Manra—Vurin)

BNP, dmomns/mn 758 [519;1136] 376—1136 1789 [1324;2389] 1267—2583 0,020922*

ANP, ikr/mi 236 [230;260] 230—260 223 [213;243] 210—258 0,157300

Tpumeuanue. CIIJIA — cuctonmdeckoe qaBjieHue B jerouHoi aptrepun; BNP — Mo3roBoit Hatpuitypetnueckuii nentua, ANP — nipencepaHbrit

HATPUNYpPETUYECKUIA TENTUI.

CKOM [TaBJICHWH B JIETOYHOU apTepuu MeHee 50 MM PT.CT.
9TOT MapKep MMeJl HU3Koe TUaTHOCTHYEeCKOe 3HaYeHUE
(p<0,05). CyyeToM COXpaHHOCTM HACOCHOW (YHKIIUU
MMOKap/a y Bcex nauneHToB ((ppakiius BIOpoca JIEBOro
Xenyaouka >56 %) aTo moaTBepKIaeT MH(GOPMATUBHOCTh
TMAHHOTO TTapaMeTpa ISl OLIECHKU CTETICH! JIETOYHOMW TH-
MePTeH3WHU, Ha YTO YKa3bIBaJIM CIWHWYHBIC ITyOIMKa-
M. 3aBUCUMOCTH YPOBHS TIPEICEPIHOTO HATpUype-
TUIECKOTO TIETITUIA OT CTETICHU JIETOYHOU TUIIePTEH3UU
He ObuTo (TabuI. 4).

BrIsiBIIEHME TPYIITT pHCKa HEOIArOMPUSTHOTO TCUCHUS
¥ CXola ITHEBMOHUWY TIO3BOJIMJIO OMPENETUTh TaKTHUKY
TepaIuu y TTallMeHTOB OCHOBHOM IpyIIImel. Bee MitameHITbI
C BPOXICHHBIMM TTOPOKAMHU CEpIIla U TMOATBEPKICHHOMN
IMTHEBMOHMEN «TPYIIIBLI PUCKA OCIOXHEHHOTO TEUYECHUS»
ITHEBMOHWH TTOJTYYWIIA SMITMPUICCKYIO CTAPTOBYIO COYe-
TaHHYI0 aHTUOAKTepHUATHHYIO TepaInio B 103axX, obecrie-
YHBAIOIINX «OaKTEPULIUIHBI» CHBIBOPOTOUHBIN YPOBEHb
TT0 Ie3CKATAIIMOHHOMY TIPUHITHITY.

IMokazaHUSIMU K KOPPEKIIMHU TePaITUK SIBJISTIOCH OT-
CYTCTBHE TIOJIOKUTETbHON TMHAMUKH Ha 4-¢ CYTKH Jieue-
HWS, TaHHBIE CEPOJIOTMYECKOTO TN OaKTeprUaTbHOTO 00-
cnenoBanus. [lomasisromee 60abIIMHCTBO (96 %) meteit
TTOJTYIVITA WH(Y3MOHHYIO TEPAITHIO B PEKUMe HOPMOTHUI-
paTan W3 pacyeTa (U3MOIOTUISCKON ITOTPeOHOCTH
B XXHUIKOCTH, 00beMa AeUIInTa XKUAKOCTH Ha MOMEHT
Ha3HavYeHWs] WH(QY3NMOHHON Tepamnuu, DOIOJHUTEITHHO-
ro oobemMa TeKyIlUX MaToJOrMyeckux norepb. C yyeToM
HaJIM4Ms ObIXaTeJIbHOW U CEPAEYHON HELOCTaTOYHOCTH
00beM MH(QY3MOHHOM Tepanuu cocTasnsn '/, husnono-
TMYECKON TTOTPEOHOCTH TP OOIIeM 0ObheMe BBOTUMOM
XUIKOCTU He Gonee 2/, OT PU3MOIOrNYecKoii MmoTpe6-
HocTH. [IpW KITMHUKO-1ab0paTOPHOM TIOATBEPKICHUHI
MUOKapAWaTbHOTO TIOBPEXACHUS ICTSIM OCHOBHOM TPyII-
ITHl Ha3HAYaJIM KypC IIUTOITPOTEKTOPHOM Teparuu B BUIE
kpeatuHdocdara (HeotoH) BmHo3e 250—500mr/cyr
netsim 10 1 roga u 1—2 r/cyT aeTsiM BTOPOTro Trojaa XKu3-
HM, TIapeHTepaJTbHBIX CYKIIMHATOB (peaMOepWH B M03¢
10 mu/kT, utodnasuH B no3e 0,2—0,5 MJI/KT B CYyTKM),
B OCTAJIGHBIX CJIyJasX WCIIOIb30Bau KapHUTUH, K-Mg
acriaparuHaT. B 6ompmmHcTBe (68%) HabmMIOneHU Hc-
ITOJT30BATTMCh UMMYHOTPOITHBIE CPEICTBA C ITPEUMYIIIe-
CTBEHHBIM BO3ICMCTBMEM Ha MakpodaraabHOe 3BEHO.
[Ipu COTTYyTCTBYIOIINUX TEHETHYECKIX CUHAPOMAX U B CITy-
YasX OCJIOXHEHHOTO TeYEHMS] ITHEBMOHUU C MMMYHO3a-
MECTUTETHHOM 11eJThI0 TIPUMEHSITUCH BHYTPUBEHHBIC M-
MYHOTJIOOYJIMHBI B KypcoBoii fo3e 0,5—1 r/Kr, B ciyyasx

cercrca MCIToNIb30Balach CTaHAApTHAS Teparvs TeHTa-
moouHoM (15 mu/xr 3a 72 4). [lpu oTCyTCTBUU BbIpa-
KCHHBIX TTPU3HAKOB CHHIPOMAa BOCTIAJIUTEIBLHON peak-
LMY TIPUMEHSUTHCH TTpeTiapaThl HHIYKTOPBI MHTEpdhepoHa
B BO3PACTHBIX JO3MpOBKax. [IpWHATAas TaKTHKa TUArHO-
CTUKM W Tepalliy TO3BOJIMJIAa CHU3UTh CPOKU TOCTIMTA-
JIM3AIHY MJIAICHIIEB C BPOXKICHHBIMM ITOPOKAMU CepIlia
¥ MHeBMOHMEN ¢ 24,1+4,9 no 18,51£3,7 nHS u B paHHUE
CPOKM  KIIMHUKO-PEHTTCHOJIOTMYECKOTO  pa3pellieHust
ITHEBMOHMU TTepeBeCTU GOJNBIIMHCTBO (65%) MallMeHTOB
B KapIMOXUPYPTHUECKHUE CTAIIMOHAPHI.

BBIBO/IbI

1. Ipynmoit pricka HeGJIaronpusITHOrO TEUCHUS U UC-
XoJla TTHEBMOHUM TIPU BPOXKIEHHBIX TTOPOKAX Cepllia sIB-
JIAIOTCSl MJIaIeHIIbl C BBICOKOW KOHIIEHTpalueil Heobsa-
TOMPUATHBIX aHAMHECTUYECKUX W reMOIUHAMUYECKHUX
(aKkTOpOB MpPU CETMEHTAPHOM WJIU JOJEBOM O0bEME TO-
paxkeHusI JIETOYHOI TKaHU B COYETAHWM CO 3HAUMMOM CO-
MYTCTBYIOIIECH MaTOJIOTUEl, TaKoil Kak OpOHXOJIerouHast
nucrasus, Tsekenoe nopaxenue LIHC, cunnpoMainbHbie
3a00s1eBaHUS.

2. [1py OTCYTCTBUM KJIMHMKO-J1a00paTOPHBIX KPUTE-
pUeB THEBMOHUU U CUCTEMHOTO BOCITAJIUTEJIBHOTO OTBE-
Ta 'y MJIaZICHLIEB C BPOXICHHBIMU MTOPOKAMU CEPIILIA yCTa-
HOBJICHA BBICOKAsl IMAarHOCTUYecKass MH(GOPMATUBHOCTh
BbICOKOpa3pelalomeid  KOMIbIOTEpHOI  ToMorpaduu
OpraHoOB I'PYyTHOM KJIETKU JJISI UCKJTIOYEHMST 04aroBO-MH-
(UIBTPAaTUBHBIX U3BMEHEHU B JIETKMX Ha (pOHE TUIepBO-
JIEMUM MAJIOTO Kpyra KpoBooOpalieHus .

3. Ucnionb3oBaHue OMOXUMUYECKOTO CKPUHUHTA T0-
Kazarejeil MUOKapAUaJIbHOTO TMOBPEXICHUSI U OMpe/e-
JIeHe MO3TOBOT0 HAaTPUIYpEeTUYECKOTO TeNTUIa B Kaue-
CTBE MapKepa TSXKECTM MUOKapAWaIbHON MTUCHYHKIIMU
W JISTOYHOM TUIePTEeH3UU Y MJIaJICHIIEB C IMTHEBMOHUEN
Ha (poHE BPOXIEHHOrO MOPOKa cep/lia MO3BOJISIET CTpa-
TUULMPOBATh PUCK HEOJArONMpPUSATHOIO TEYCHUSI U UC-
Xofa, olleHuBaTh 3¢ (GEKTUBHOCTD TEPAIUH.

4. [1aroreHeTnyeckn OOOCHOBaHHAasl KOMILJIEKCHasI
Teparnusi, BKJIIOYaIoIlasi JIeYeHUEe HEeTOCTATOYHOCTU KPO-
BOOOpalleHsI, STUOTPOITHYIO aHTUOAKTEPUAIbHYIO, 1IM-
TOINPOTEKTOPHYIO Y UMMYHOKOPPUTUPYIOIIYIO Teparuio
MO3BOJISIET ONTUMU3UPOBATH TMPeNoINepalOHHOE Bele-
HUE MJAIeHLIEeB C ITHEBMOHMEH Ha ¢hoHE BPOXKIEHHOTO
MopoKa cep/lia, CHUXast CpOKHM MOJTOTOBKU K KapAHOXM-
PYPru4eCcKMM BMEIIATEILCTBAM.
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(I)yHKl_ll/IOHaJ'leaﬂ XAPAKTEPUCTHUKA MOYEK HEAOHOMICHHBIX HOBOPOZKJICHHDBIX, POAUBIINXCA

y MaTepei ¢ npedKJiamncuet

H.®. Ilanaxosa, C.1II. Iacanos, A.A. Axyndosa, C.M. Aneckeposa, A.A. Iloayxosa

AsepbanoxaHCKUin MeANLMHCKUIA yHUBEpCUTeT, Baky

Functional characterization of the kidneys of preterm infants born to mothers with

preeclampsia

N.F. Panakhova, S.Sh. Gasanov, A.A. Akhundova, S.M. Aleskerova, A.A. Polukhova

Azerbaijan Medical University, Baku

Iesb ucclienoBaHus: BbisiBIEHHE 0COOEHHOCTEl (DYHKIMOHAIBHBIX HAPYIIEHHIi IOYEK Y HOBOPOXK/IEHHbIX, POJUBIIMXCS NPEXKIEB-
peMeHHo y MaTepeii ¢ npedkiamicueii. O0cien0BaHbl 48 HeJOHOMEHHbIX HOBOPOXKIEHHBIX, CPeId KOTOPBIX 15 MiianeHnes, poaus-
HIMXCS y MaTepeii ¢ npedkamMncueii (0CHoBHAasi rpynmna), 13 HOBOPOXKIEHHBIX OT MaTepeii C OTATOLIEHHbIM TeYeHHEeM GepeMeHHOCTH
0e3 pa3BuTHS Npe3KJIaMncun (rpynna cpapHenus). [pynmy KouTposisi cocrauiu 20 yc10BHO-310POBbIX HEOHOMIEHHDBIX AeTeil. Jlns
BbIsIBJIEHUS (DYHKIMOHAJILHOTO COCTOSIHMS TYOYIsIpHOTO anmnaparta novek B 1—3-u u 7—10-e CyTKH KU3HA B MOYE ONpeIeisIu Cie-
JyIOlIHe MOKa3aTeIn: MoIeKy1y nospexaenns nouek (KiM-1) u mmokamnu-2 (NGAL). JI7151 oueHKH paGoThl TOMepYJISIPHOTO afi-
napara BbIMUCISUIA CKOPOCTh KJIy0OOYKOBOIi (hHiIbTpanuu. YCTAHOBJIEHO, YTO HOBOPOK/IEHHbIE OCHOBHO# TPYIIIbI XaPAKTEPU3YIOTCS
BBICOKHMH 3HAYEHUSIMM MAPKePOB MOPAKEHUS TyOYISPHOTO annapara ¢ MepBbIX JHEi KU3HH, COXPaHAIomUMucs 10 7—10-x cyTok
JKH3HM M IOCTOBEPHO OTIMYAIOIMMUCS OT MOKa3aTeJieil KOHTPOJIbHO# rpynmbl u rpynnbi cpaBHenus (p<0,05). CkopocTb Kiry0ou-
KOBO# (DUIIBTPAIIMM, 0TPAXKAIOMIAS BO3MOKHOCTH KJIYOOUKOBOIO annapara noyeK y HOBOpOkKIeHHBIX OT MaTepeii ¢ mpedKIamMIcHei,
ObLIa HIKE, YeM Y HOBOPOXKIEHHBIX KOHTPOJIbHOM IPYNNbl, HO He OTIMYAJIACH OT MOKAa3aTeJseil TPYNnbl CPABHEHUS C TeHAeHUMeil
K HOPMAJIM3AIIUH K KOHIIy PAHHET0 HEOHATAJBLHOTO mepuosaa. Takum odpa3oM, mopaxkeHne IOMEPYJISPHOTO ANMNAPATA HMeJIO KpaT-
KOBPEMEHHbIii XapakTep U HOPMAJIM30BAIOCH HA (hOHE MPOBOAMMOIT TEPANKH, B TO BPeMs KAK BLICOKOe cozep:kanue B moue KiM-1
¥ JIMIOKAJIMHA-2 C ePBbIX JHEl MOCTHATAJBLHOTO eproa, coxpanssineecs 10 10-X CyTOK KH3HHU, YKa3bIBAET HA CTOMKOCTb MOpa-
2KeHHs TyOYJISAPHOTO annapaTa noYek HOBOPOXKIEHHBIX, POAMBIIMXCS Y MaTepei ¢ mpe3KJIaMICHeid.

Karouesvie crosa: nHoopodcdennvie, npesxaamncus y mamepu, GYHKUUOHANLHOE COCMOAHUE NOHEK, MONKYAQ NOBPeNCOeHUs NOHeK
(KIM-1), aunokanun-2 (NGAL).

The aim of the study was to identify kidney dysfunction in infants born prematurely to mothers with preeclampsia. Forty-eight preterm
infants, including 15 babies born to mothers with preeclampsia (a study group), 13 neonates whose mothers had complicated preg-
nancy without preeclampsia (a comparison group), and 15 apparently healthy infants (a control group) were examined. To evaluate
renal tubular function, the indicators, namely: kidney injury molecule-1 (KiM-1) and neutrophil gelatinase-associated lipokalin-2
(NGAL) were determined on 1—3 and 7—10 days of their life. Glomerular filtration rate was estimated to assess the performance of
the glomerular apparatus. The study group was found to have the high values of tubular injury markers on 1 to 7—10 days of life, which
significantly differed from those in the control and comparison groups (p<0,05). The glomerular filtration rate reflecting the capacity
of the glomerular apparatus in the infants born to preeclamptic mothers was lower than that in the control group, but similar to that
in the comparison group with a tendency towards normalization by the end of the early neonatal period. Thus, glomerular injury was
short-term and abolished during adequate therapy whereas the high urinary levels of KIM-1 and NGAL from the first to 10th days of
life confirm persistent tubular injury in the infants born to preeclamptic mothers.

Key words: newborn infants, preeclamptic mothers, renal function, kidney injury molecule (KIM-1), neutrophil gelatinase-associated
lipokalin-2 (NGAL).

Oz[Ha 13 OCHOBHBIX TPOOJIEM aHTEHATAILHOTO IEPUO-
Jla — TPE3KJIaMIICHs], CONTPOBOXAAoLIasics nepdy-
3MOHHO-TUG(Y3MOHHON HETOCTaTOUHOCTHIO TUIALIEHTHI
C pa3BUTUEM BHYTPUYTPOOHOU rumokcuu tuiopa [1, 2].
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BaxkHeluM KpuTepreM OCIOXHEHHOTO TeUYeHUs Ipe-
SKJIAMIICUU SIBJISIETCS] TTOJIMOPTAHHOCTb MOPaXKeHUsl, T. €.
BOBJIEUEHUE B [aTOJIOTMUYECKHUII MPOLIECC BCEX OPraHOB
U CUCTEM III0Ja W HOBOpOXAeHHoro [2]. B autepaty-
pe MMEIOTCSl OTHENbHbIE NaHHbIE, CBUIETEbCTBYIOIINE
O MPSIMOI CBSI3U TSIKECTU TMITOKCUU C MOPAXKeHUEM I0-
yek [3—5]. YcraHOBAEHO, YTO pelyKIMsl PErMOHAPHOTO
KPOBOTOKA TIPY TMIIOKCUY TIPUBOAWT K CHUKEHHIO pe-
HaJIbHOM nepdy3uu, 4to Ha hoHE HE3PETOCTU MOYEUHOM
TKaHU IJ10/1a K MOMEHTY POXIEHMSI MTPENOTIpeNesieT pas3-
BUTHE TMITOKCUYECKON HedpornaTtuu y HOBOPOXKIEHHBIX
[6]. B akcniepuMeHTaIbHBIX Y KIMHUYECKUX HUCCIIeIoBa-
HUSIX TTOKAa3aHO HEOJAronpusTHOE BIUSIHUE MPEedKIaM-
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MCUU MaTepy Ha peHaIbHble (PYHKIIMU HOBOPOXKJIEHHOTO
[7, 8].

B Hactosiiiee  Bpemsi HauboJjiee  COBPEMEHHBIMU
Y TICPCIIEKTUBHBIMA PaHHUMU HEWHBAa3WBHBIMU MapKe-
paMU TUMNOKCUYECKU-ULIEMUYECKOTO TMOpaxKeHus IMo-
YyeK SBJSIIOTCS MoJiekya nospexaeHust nouek (Kindney
injury molecule-1, KiM-1) ununokanuu-2 (ueiirpo-
(bubHBIA KenaTMHA30-aCCOLIMMPOBAHHbBIN JIMITOKAWH,
neutrophil gelatinase-associated lipocalin, NGAL) [9].
KiM-1 mpexncrapnsier co6oii MOBEPXHOCTHBIN OeJIOK
U3 cyrnepceMeiicTBa UMMYHOIJIOOYJIMHOB, HE COAECPXKUT-
Cs B ITOYKaXx 3[0POBBIX JIIOMIEH U XXUBOTHBIX. YKa3aHHbIN
0eJIOK aKTUBUPYETCS CUJIbHEE MPOYMX OEJKOB IMpHU MO-
BPEXJIEHUU KJIETOK MOYEK U MPEUMYILECTBEHHO JIOKAIU-
30BaH B allMKaJbHOW MeMOpaHe 3MUTETUATbHBIX KJIETOK
npokcuMaibHbIX KaHaibleB [10]. TTocie nmoBpexneHust
TKaHU TTOYEK B TUTEINU KaHAJIbIIEB HAUMHAET aKTUBHO
HakarumBatbest KIM-1. JlaHHOE BEIECTBO BO3IEIICTBY-
€T Ha COXpaHMBUIME >XU3HECITOCOOHOCTb JMUTEIUATb-
Hble KJIETKW W MpeBpaniaeT ux B (parouutsl, CriocOOHBIE
MOIJOIIATh MOTUOIIME KJIETKU U MX YaCTULbl. YCKO-
psisl, TAKMM 00pa3oM, MPOLECC OYMIIEHUS] TKAHU MOYEeK
OT OMepTBEBIINX KieTok, KIM-1 ToBbIIaeT mporlecc
BOCCTAHOBJICHUS CTPYKTYPHI ¥ (DYHKIIUW TIOYCUHOM TKa-
Hu [11]. YBennuenne suinenenus KiM-1 ¢ mouoii Gonee
creuudUIHO ISl UIIIEMUYECKOTO TOPAXKEHUST TMOoYeK
1 HE 3aBUCUT OT APYTUX MOBPEXAAIOIINX (PaKTOPOB.

JIunokanuH-2 SIBISIETCS MapKepoM OCTpPOTro TOBpe-
JKIEeHUsI MoYeK. B 3aBUCMMOCTH OT KOHKPETHON CUTya-
LIMM OH OKa3blBaeT PEHOIPOTEKTUBHOE AEHCTBUE, CTU-
MYJIUPYsl HEPPOHUHIYLIMPYIOLLYIO aKTUBHOCTD, a TAKXKe
MMeeT IMpOoanonTo3HYI0 AaKTUBHOCTb. B 3aBUcHMOCTU
OT Pa3IMYHbIX MATOJOTUYECKUX COCTOSIHUI yKa3aHHbIN
0eJIOK 9KCMPECCUPYETCsl U CEKPETUPYETCSl OONBILIUM KO-
JIMYECTBOM PA3JIMYHBIX KJIETOK, HAXOASIIUXCS B COCTO-
sHUK ctpecca. [1pu ocTpoM MOBpeXIeHUM MOYEK MPO-
HUCXOAUT OBICTPBI 1M MAacCOBBbI CUHTE3 JIMTIOKATWHA-2
B BOCXOJislllieM KoJjieHe netiu I[eHsne u B coduparesb-
HbIX TpyOKax. MIMEHHO TaKoii, «peHaJbHbI» JUITOKA-
JIUH Y COCTaBJIsIeT HauOOJbUIYIO (hpakiMIo 3TOro Oeyika
B Moue [12, 13].

enb uccnenoBaHus: BbISIBUTH OCOOEHHOCTU (DYHK-
IIMOHATBHBIX HApYIIEHWI TIOYeK Y HOBOPOXKICHHBIX,
PONUBIIUXCSI MPEXIEBPEMEHHO Y MaTepel ¢ MpeakiaM-
TICUEH.

XAPAKTEPUCTUKA TETEI 1 METO/IbI
NCCIEJOBAHUSA

ITon HabmoaeHWeM HaxoawIuch 48 HETOHOIIEHHBIX
HOBOPOXJECHHBIX Pa3IMYHOTO TeCTAMOHHOTO BO3pa-
cra. M3 Hux 28 HOBOPOXIEHHbBIX, POAUBILIUXCS Yy MaTe-
peil ¢ OTATOIICHHBIM TeUeHUEM OepeMEHHOCTH U POIOB,
OBUTM pa3lesieHbl Ha OCHOBHYIO TPYIIIY U TPYIITY CpaB-
HeHust. OCHOBHYIO TPYIIIY COCTaBUIM 15 HOBOPOXIEH-
HBIX OT MaTepeii, 6EPeMEHHOCTb KOTOPBIX OCJIOXHUIACH

OPUITNHAJIbHBIE CTATbU NEPUHATOJIOIrNS " HEOHATOJ10Insi

TIPEeaKIIaMIICUel, B TPYIIITY CpaBHEHUs BOILUIM 13 HOBO-
POXIEHHBIX OT MaTepeil 0e3 MPeaKJIaMIICUU  BO BpeMsl
HacTosIIeir 6epeMeHHOCTH. KpuTepusaMu MCKITIOUCHUS
SIBUWJIMCh. TE€CTAalMOHHBIN BO3pacT MeHee 32 Hem, BpoO-
XIIEHHBIE TIOPOKU PA3BUTHS, B TOM YUCJIC MOYEBBIICITH-
TEJIBHOW CUCTEMBI, MaHUDeCcTHbIe POPMBI BHYTPHYTPOO-
HbIX UHGEKIUI U THOMHO-ceNnTUYecKue 32001 BaHMsI.

KoHTponbHyto rpynmny coctaBuiu 20 MaJloOBECHBIX
HOBOPOXICHHBIX C OTHOCUTEJIEHO OJIATONPUATHBIM Te-
YeHUEM aHTe- M MHTPaHATAJILHOTO TIEPHOJIOB.

TsokecTh TIPEaKIIaMIICUU Y OepeMEHHBIX OIICHUBA-
g 1o mkane Goecke B Momudukamuu I. M. CaBenbe-
Boii [14]. ¥V 14 u3 15 XeHIIUH BbISIBJICHA MPEIKIAMITICUS
cpemHelt TsokecTd, y 1 — Tspkenoit cremeHu. [Tpw KoM-
IJIEKCHON OLEHKE COCTOSIHUSI HOBOPOXIEHHOTO UC-
MOJIb30Ba aHAIU3 AaHHbIX Kapanotokorpaduu (KTT)
miona. ¥ Marepeil HOBOPOXAEHHbIX KaK OCHOBHOM, TaK
u rpynnbl cpaBHeHus naHHeie KT cBugerenbcTBOBa-
JIM O HAIMIUU XPOHMYECKOW TMIOKCUHU utona. OreHKa
HUXe 5 0aJIOB CTAaTUCTUYECKU JIOCTOBEPHO Mpeobiiaaaia
B OCHOBHOW T'PYIIITE ITO OTHOIIIEHUIO K TPYTITIe CPAaBHEHUS
(n=5 nporus n=2; p<0,05).

Hns uccnenoBaHust (WIBTPALIMOHHON CITIOCOOHOCTU
TJIOMEPYJISIPHOTO aIliTapaTa HOBOPOXKIEHHBIX BHIYMCIISIITA
10YacoBOii ANYpPE3, CKOPOCTh KITYOOUKOBOM (pusibTpaniuu
(CK®D) o momudwuimpoBanHoit hopmyse LlIBapiia:

JlinHa tena (cm)

CK® (mn/mun/1,73m?%) = X
KpeatuHuH chIBOpOTKH KpoBHU (MMOJIb/1T) X 0,0113

0,33.

OmpeneneHre ypOBHS KpeaTUHWHA B CBIBOPOTKE KPO-
BM BIMHAMUKE HEOHATAIBHOTO Ieproia IPOBOIMIN
Ha aHanuzatope FLEXORE (HunepnaHnbel) kKuHeTuue-
cKMM MeTonoM T1o Sdde 6e3 nmpeaBapuTeIbHONM ASTpo-
TEWHU3AIUY.

JUJIsT OTICHKM CTETICHW TSDKECTU TOpaKeHUSI KaHaTb-
IIEBOTO arIapara MoYyeK MeTOJOM UMMYHO(hEPMEHTHOTO
aHaJM3a B MOYE OIpPENesIM YPOBEHb MOYEBOTO JIMIIO-
kammHa-2 u KIM-1. BolsiBlIeHIe MapKepoB IIPOBOIHIOCEH
BABa arana: B 1—3-u Ha 7—10-e cyTku XusHu. Jlumo-
KaJIMH-2 OTIpeNesIi ¢ UCIOoJIb30BaHWEM Habopa peak-
tuBOB KoMnaHuu «RayBiotech, Inc.»(CIIIA), a ypoBeHb
KIM-1 — c ucrionb30oBaHieM Habopa PeaKTHBOB KOM-
naHuu Argutus Medical, BioAssay works. Mouy cobpanu
B MOYENIPUEMHHUKU PA30BOro MCnojib3oBaHusl. C 1eJblo
yIaJIeHUsI KJICTOYHBIX 3JICMEHTOB ITOJTyYeHHBIN MaTeprat
ueHTpudyruposan. O6pas3ibl MOYU XPAaHWIN TIPU TEM-
neparype —70°C.

Dxorpadurio TrojJOBHOIO Mo3ra WU jgonruieporpadu-
YecKoe MCCIeOBaHNEe KPOBOTOKA B TIOYCUHON apTepuu
BBITIOJTHSUTA Ha YJIBTPa3ByKOBOM TUATHOCTHMYECKOM all-
mapare «Medison Sonocex 6» ¢ maTYUKaMHU C 9aCTOTOM
Su 7,5 MI.

CratucTuueckyro oOpabOTKy MOJYYEHHbIX JAaHHBIX
MPOBOAVJIA  C UCIIOJIb30BaHUEM  HelapaMeTPUIeCKuX
(ManHa—YutHu) MeronoB. Pe3ko pasznuyaloiiuecs
uMdpPBI YCTpaHSUIUCh € UCMOJb30BaHUMEM Tecta Fischer.
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Ianaxosa H.D. u coasm. (DYHK]_H/IOHa.HbHaH XapakKTEPUCTHUKA ITOYECK HEAOHOIIECHHBIX HOBOPOXACHHBIX. ..

7151 OLIeHKU KOppeJsiliuii HemapaMeTpuuyecKuX AaHHbIX
npuMeHsin KoabduumreHTsl Koppeasuuu CrnupMmeHa.
PesynbraThl cuntanvch ocToBepHbIMU ipu p<0,05.

PE3VJIBTATBI U OBCYXKJIEHUE

[pu aHaM3e aHAMHECTHMUYECKUX NaHHBIX BBISIBICHO,
YTO HApSAAy C MATOJOTMYECKUM TEeUeHUEM HaCTOSIIEH
OepeMEHHOCTH XEHIIMHBI KaK OCHOBHOM, TaK M TPYITITHI
CpPaBHEHUS CTpafaiv Pa3IMYHBIMU COMAaTUICCKUMU 3a-
6oneBaHUsIMHA. [1pr 3TOM SKCTpareHUTATbHAS TTATOJIOTHSI
MpeBajupoBaia B ocHOBHOM rpymme (40%* — B OCHOB-
Hoii, 30,77% — BTpyIllle CpaBHEHMS), a OTSTOLICHHBIIA
aKylmepckuil aHaMHe3 JOCTOBEPHO 4Yallle OTMeyascs
y MaTepeil HOBOPOXICHHBIX TPYIITHI cpaBHeHUS (38,46 %
npotuB 20% B ocHoBHOI Tpymiie; p<0,05). Yrposa mpe-
peiBaHUsST G6epemeHHOCTH (26,67% B ocHOBHOM, 23,07%
B TPYIIIIEC CPAaBHEHWW) U aHEMMSI JIETKOM CTETICHU BO Bpe-
M HacTosiieit 6epemernnocty (33,33 u 30,77 % cooTBeT-
CTBEHHO) C OAMHAKOBOM YacCTOTOW BCTPEYaTNCh B 00CUX
rpynnax. [llects u3 15 HOBOPOXIEHHBIX OCHOBHOM rpyT-
nbl U 4 u3 13 — B rpyIie cpaBHEHUsI U3BJIEKATUCH METO-
JTIOM OTICPATUBHOTO POIOPA3PEIICHUS.

3anep:KKa BHyTPUYTPOOHOTO pa3BUTUS B 2 pa3a Jalle
(p<0,05) BCcTpeuasnach y MJaJcHIICB OCHOBHOM TDYMITbI
(Tabna. 1). AHaIM3 COCTOSIHUSI HOBOPOXAEHHBIX TP PO-
KIEHWM TI0Ka3aJl, 9YTO CPEIHSIsI OIIeHKa I10 IIKayie Arrap

* 3nmech U gajiee % BBIUMCIIEH YCIIOBHO, TaK KaK KOJUYECTBO 00Cie-
JoBaHHBIX MeHblIe 100.

Tabauya 1. XapakTepucTHKA HOBOPOKIEHHbBIX HCCJIEILYEMbIX TPYIIT

Yy MJTAZICHIICB OCHOBHOM TPYIIITHI COOTBETCTBOBAJIA COCTO-
STHUIO CpelHel acUKCUH, a B TPYIITIC CPaBHEHUS — JIeT-
Kot acukcuu. OmHaKo pa3HUIIA 3TO He SIBJISIach CTaTH-
CTUYECKH JOCTOBEPHOM.

Bricokasiyactora (p<0,05) mpuCcTynoB aniHO? B OCHOB-
HOW TPYIITe OTpa3wiiach Ha [UTMTEIBHOCTH PECIApaTop-
Hoit noanepxku (p<0,05). CTaTUCTUYECKH TOCTOBEPHAS
pa3HMIIA BBISIBJICHA TAaKXKE B OTHOIIEHWH YaCTOTHI TIEpH-
BEHTpUKYJIsipHOU Jeiikomansauuu (p<0,05), B TO Bpems
KaK 9acToTa BHYTPUUYCPEITHBIX KPOBOMBIUSIHUN HE MMe-
Jla IOCTOBEPHBIX Pa3IMIMii B ABYX rpymiax. [Ipomosku-
TEJIBHOCTb CUMIITOMa «OE€J0ro MATHa», OTPaXkalolEero
runornepdy3uio meprudepruIecKX OPraHOB, B TOM JHCIIe
M TIOYEK, a TaKKe CpeTHNE 3HAYCHMSI MHIEKCa PE3UCTCHT-
HOCTH B TIOYCYHON apTepu HOBOPOXKIEHHBIX OCHOBHOM
TPYIIITBI IMETU O0Jiee BRICOKME 3HAUCHUSI (pa3inyus He-
JIOCTOBEPHBI). B TO e BpeMs TITyXOCTh CepICUYHbBIX TOHOB
U CpellHEee CUCTOJIMYECKOE NaBjeHue Huxe 40 MM pT.CT.
MpeBaTMpoBaIv B ocHOBHOI rpytre (p<0,05).

XpoHWYecKass BHYTPUYTPOOHAs THIIOKCUS, KOTO-
poif OBUTM TTONBEPKEHBI MIIAJCHIIBI KaK OCHOBHOM, Tak
W TPYNIBI CpaBHEHMs, HETaTMBHO OTpa3wiach Ha Co-
CTOSTHUM TIOYEYHOTO KPOBOTOKA, O YeM CBUICTEIBCT-
BYIOT BBICOKWI WHIEKC PE3UCTEHTHOCTH B IIOYCUHOMN
apTepuy U CHUKEHHNE CKOPOCTH KITYOOUYKOBOM (hUIBTpa-
LIMM TI0 CPaBHEHUIO C KOHTPOJbHOU rpynmoi (p<0,05).
XOTST B OCHOBHOI M IpYITIIe CpaBHEHUS 3TH ITOKa3aTeIn
HE UMEJI JOCTOBEPHBIX Pa3IMINil, 3HAYUTEIPHOE CHU-
KeHHUE TT09acOBOTO NIUype3a B OCHOBHOW TpYIIe KITH-
HUYECKU COITPOBOXIAIOCH BEICOKON 4aCTOTOI OTEUHOTO

JlaHHbIe

KoHTponbHas rpynna, n=20

OcHoBHag rpymnmna, =15 Ipynmna cpaBHeHus:, n=13

IecTauimoHHBIN BO3pacT, Hex 34,6 (33—36)

Macca Tena, ©

3BYP, a6c. (%) 2(13,3)
O1eHKa Mo mkajae Amnrap, 6auibl:

Ha 1-it MUHYT€e XU3HU 6,3 (5—7)
Ha 5-ii MMHYTE XXU3HU 6,9 (6—8)
[puctyner amHo3, a6e. (%) 0
PecniupaTopHas Tepamnus 0ojee 0

5 nHeit, ade. (%)

Orexu, a6c¢. (%) 1(6,67)
CAJl <40 mm pT.CT., abc. (%) 0
[IyXocTh cepleYHbIX TOHOB, a6c. (%) 0

WP B moyeuHo aprepun 0,68 (0,57—0,72)
BUK, a6c¢. (%) 0
TIBJI, a6c. (%) 0

2120 (1690—2355)

33,9 (32-36) 34,4 (32-36)
1795 (1450—2200) 1950 (1500—2340)
9 (60)"" 6 (46,5)

4,8 (4—7) 5,7 (5—7)

5.6 (5—7) 6,7 (6—7)

6 (40)** 2(15,38)
3(20)* 1(7,69)

7 (46,67) 3(23,08)
5(33,33)* 2(15,38)
5(33,33)* 2(15,38)
0,82* (0,74—0,87) 0,78* (0,73—0,84)
10 (73,33) 8 (61,53)
4.(26,6)** 1(7,69)

IIpumeuanue. 3BYP — 3anepxxa BHyTpuyTpoOHOTO passutust; CAJl — cucronuveckoe aprepuanbHoe nasieHue; MP — uHmekc pe3ncTteHTHO-
ct; BUK — BHyTpruepenHsle KpoBousausinust; [1BJI — nepuBeHTpUKYIIsipHast JieiikoMasiust. Pe3yasTaTsl BBIpakeHbl CpeIHUMU BETMIMHAMU
(B ckOOKax — TIpesien KojebaHmif), a Takke Kak n (%). Pasmuust cratrctiueck 3HaunMBbl ipu p<0,05. * p<0,05 — 1Mo OTHOIIIEHHIO K KOHTPOJTh-
Hoii rpynne; ** p<0,05 — 1Mo OTHOILEHHIO K TPYIIIE CPAaBHEHUSI.
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cuHapoma (p<0,05). Hopmanuzauusi CKopocTu Kiryoou-
KOBO# (UIbTpalliM B IMHAMUKE HEOHATAJbHOTO Tie-
pvona Ha (hoHe aIeKBaTHOW Teparuu CBUIETEIBCTBYET
0 MpepeHaTbHOM XapaKTepe 3TUX M3MEHEHU. YpOBEeHb
KpeaTMHWHA B OCHOBHOM M TpYIIIe CpaBHEHUST ObUT I0-
CTOBEpPHO BHBIIIIE, YeM B KOHTpoJbHOU Tpymnme (p<0,05),
OIIHAKO €ro KOHIIEHTpalluds B KPOBU PEIKO IMpeBHIIIANA
100 Mxmonb/n (Tabis. 2). DTO MOXHO OOBSICHUTH TEM,
YTO B Hallle WCCJIeOBaHWE OBUTM BOBJICUYCHBI HOBOPO-
XKIEHHBIE ¢ HU3KOM Maccoy Tena, B TOM YMCIE C 3adep-
KKOI BHYTPMYTPOOHOTO DPa3BHUTHS, a ypOBEHb KpeaTu-
HUHA B KPOBU OIpPEIEISeTCS HE TOJbKO PeHAIbHBIMU
(YHKUMSMM, HO TaKXKe 3aBUCHT OT MBIIIEUHOM MacChl
OpraHu3Ma.

M3BeCcTHO, YTO UMEHHO B KaHAJIbIIAX TPOUCXOIUT OT-
pOMHasl 4acThb DHEPro3aBUCUMBIX MPOLECCOB CEKPELIUK
1 peabcopOLMU, UTO AeJIaeT UX OCOOEHHO YYBCTBUTEb-

cs OT 3HAYEHUI KOHTposbHOU Tpynibl (p>0,05). Toraa
KaK Y HOBOPOXICHHBIX OT MaTepeil ¢ MpeakaMIicueit
KOHIICHTpAIIMs 3TOTO MapKepa MTOCTOBEPHO IpEeBHITIIaa
TAaKOBYI0 B KOHTPOJIBHOW TPYIITIE W IPYIEe CPaBHEHUS
(p<0,05).

Bricokre 3HaYeHMS 3TMX MapKepoB Y HOBOPOXICH-
HBIX OCHOBHOW TPYIIITBI C MIEPBBIX THEW XU3HM, ITO-BU-
IUMOMY, OBUTM OOYCIIOBJICHBI KaK TSIKECThIO XPOHM-
YeCKOW BHYTPUYTPOOHOU THMIIOKCHM, pa3BUBAIOIICHCS
Ha GOHE TIPEeIKIAMIICMH, TaK W KapIuOpeCITHpaTop-
HBIMUA HapyIICHUSMU, TOMICPKUBAIOIIUMH THITOKCHIO
noyeuHoit TkaHu. E.H. Baiibapuna u coaBt. [15] yT-
BepXKIaeT, YTO CPea HOBOPOXKICHHBIX, HAXOISIITAXCS

HI/MIT
1,4 4
B 1—3-H CyTKH KH3HH

1 280 )
’ 1,17
1,2 + 1.08*
: 7—10-e CyTKH KH3HH
1 -
0,8 -
0,6 0,5
I
04 - 0.3
0,24
0,2 =
0 :

T 1
OcHoBHas rpymma [ pynma cpaBHeHHS Kontpons

Puc. 1. Yposens KiM-1 B Moue y eTeii Hccie/ryeMBIX rpyTI.

HBIMM K HETOCTaTKy Kucjopona. [list OLleHKH COCTOSTHUS HT/MT
KaHaJIBLIEBOTO SMUTEIUS Mbl ONPEAEISIM B MOYE HOBO- 200
pOXIeHHbIX ypoBeHb KIM-1 I/I.J'[VIHOKaIlI/IHa—Z 180 - 166,9* 163074 ) e o
Uccnenosanne yposHs KIM-1 BbIsIBHIIO mOCTOBEp- 160 I 710 cyrxH A
HOE €ro MOBBILIEHWE B OCHOBHOI W Ipymmne cpaBHEHUS i
C MepBbIX AHEN xu3Hu (puc. 1). OgHako K 7—10-M cyT- 120
KaM XWU3HU KOHLEHTpaLMs JaHHOTO MapKepa y HOBOPO-
>KJIEHHBIX I'PYIIbl CPABHEHUSI UMeJla TEHJEHLIMIO K CHU- s 85,8 903 g5
>KEHUWIO, B OCHOBHOW X€ TPYIINE Er0 ypOBEHb MPOAOJIKAI 80 7?[‘6 I
OCTaBaThCsl Ha BBICOKMX 3HAYEHUSIX U TOCTOBEPHO OTJIU- 60
yaJicsl OT MoKa3aTesieil KOHTPOJIbHOM TPYNIbl W TPYIIbI a0 -
cpaBHeHus (p<0,05). 30 4
Kak npencraBieHo Ha puc. 2, ypoBeHb JUITOKAIU- 0
Ha-2 y HOBOPOXIEHHBIX I'PYIIIbl CPABHEHMS HE OTJIMYaJI- St e ‘ Ipyma cpamemm' KomTpoms '

Puc. 2. Yposenn imnokaanna B Moue y AeTeii MccieayeMbIX
rpymnin.

B KPUTUYECKOM COCTOSIHMU, OOYCJIOBJICHHOM IbIXa-
TEeJbHBIMU HapYILIEHUSIMM, UIIeMUYecKass He@pomaTust
BcTpevaetcsd y 95,6%. G. Genc ucoaBT. [16] Takxke
B CBOMX MCCJIEIOBAHUSIX OOHApPYXWJIM BBICOKUM ypo-
BeHb KIM-1 y HOBOPOKIEHHBIX C OCTPHIM TMOYEYHBIM
MOBPEXICHUEM, COMIPOBOXIAIOIINMCS PEeCTTPATOPHBI-
MM pacCTpOMCTBAMU.

IMpu poBeicHUM  KOPPEISILIMOHHOTO aHajiu3a MBI
He OOHAPYXUJIM CTaTUCTUYECKU 3HAUYMMOM 3aBUCUMOCTU

Tabauya 2. Tokasatemm dyHKIMH NOYEK Y HOBOPOXKICHHBIX HCC/IEIYEMbIX TPy

IMokazarenb KoHTposnbHas rpymnmna OcHOBHas rpymnmna Tpynna cpaBHEHMS
KpearuHuH, MKMOJIB/IT 43 32 78,7* 64* 87,11* 68*
(32—57) (21—42) (54—100) (40—82) (56—110) (42—92)
CK®, mu/mun/1,73 M? 20,34 22 15,83 19,21 14,67 20,12
(16,8—26,2) (17,5—=28,1) (9,93—22,83) (13,5—27,3) (9,17—22,3) (14,8—26,9)
Hdwuypes, MiI/Kr/9 3,34 4,78 1,97%** 3,34 3,13 4,76
(0,8—4,78) (1,7—7,34) (0,9—4,96) (1,6—6,34) 0,9—17.,8) 2,1-7,54)

Tpumeuanue. Pe3ynsTaThl BBIpaXKe€HbI CPEHUMU BeJIMYMHAMU (B CKOOKaxX — Mpezen konedaHuit). Pasnuuus cratuctuyecku 3HauuMsl ipu p<0,05.
* p<0,05 — 110 OTHOIIIEHUIO K KOHTPOJIbHOI rpytre; ** p<0,05 — 1o OTHOILIEHUIO K TPYIITIe CPaBHEHUSI.
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MEXIy YPOBHEM MOYACOBOIO IUype3a U CKOPOCThIO KITy-
004YKOBO! (DUBTPALIMK Y HOBOPOXAEHHBIX KAK OCHOBHOI,
TaK Y rpymnnbl CpaBHEHUs. DTO, BEPOSITHO, OOYCIOBIEHO
TEM, YTO KOJUYECTBO BBIICISIEMON MOUYU OMNPEAEsieTCs
HE TOJIbKO COCTOSIHMEM KJTyOOUKOBOTO arrapara, HO U pe-
a0COpPOLIMOHHBIMU  BO3MOXKHOCTSIMU  TToueK. [losoxu-
TeJiIbHAsi TOCTOBEPHAs 3aBUCUMOCTb BbISIBJIEHA MEXY MO-
kazarensivu KIM-1 1 munokannna-2 B OCHOBHOI TpyriTie
(r=+0,62; p<0,05), 4ro yKa3biBaeT Ha CTOMKOCTb TOpa-
>KeHusl TyOyssipHoro anmapata. HecMoTpsi Ha cyuiecTBy-
olllee MHEHUE O TOM, YTO KaHAJIbLIEBBIN amnmapar noyek
HOBOPOXIEHHBIX JIy4yllle 3allyMIIeH OT MOBPEXIAIOUIEro
JIEACTBUSI TUMOKCUU U (haKTUYECKU TOJIBbKO (hUIBTpalm-
eif oTBeYaeT Ha JiloOble U3BMEHEHUSI TeMOJMHAMUKHU U TU-
nokcuto [17], HalM KccaenoBaHUs BbISIBUIM 3HAYUTEb-
HYIO YSI3BUMOCTb KAHAJIbLIEBOTO SMUTEUS, UYTO COBMANACT
c yreepxxaeHusimu  E. M. KoznoBoit o npeBaiipoBaHuu
KaHAIbLIEBbIX HApPYLIEHWI, MPUBOMSIIUX K CHUKEHUIO
(unbTpauyu UL B KOHEYHOM cTaaun Ha hoHe HeKpo3a
TyOyIsipHOTO 2rutenus [ 18].

Takum 00pa3oM, TIPeaKIaMIICUsI W COMYTCTBYIOIIAsT el
MepUHATAIbHASI TUTTOKCUST HE OCTABJISIIOT MHTAKTHBIMU T10-
YKU HEOHOUIEHHBIX HOBOPOXIEHHBIX NETEl, YTO COMpPO-
BOXIAeTCsl OMHOBPEMEHHBIM BOBJIEYUEHMEM B MATOJIOTMYE-
CKUI1 MPOLIECC TIOMEPYJISIPHOTO U KaHAJIbLIEBOTO arnapara.
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CraTuctuyeckoe MOJEJIUPOBAHNE CUCTEMBI «<MATh—AUTA» HOBOPOZKICHHDBIX

¢ 1epeOpaIbHOM HiemMueit

A.B. Quaonenxo, A.B. [oaenkos

YyBalLUCKuii rocyaapCTBEHHbIN yHMBEpcUTeT nmernn U.H. YnesHoBa, HYebokcapsbl

Statistical modeling of the mother-baby system in newborn infants with cerebral ischemia

A.V. Filonenko, A.V. Golenkov

I.N. Ulyanov Chuvash State University, Cheboksary

Crarucruyeckasi MOZ€EJIb MO3BOJIMIIA PACCMOTPETD BJIMsSIHHE KOHKPETHBIX NICUX03IMOLUMOHAIBHBIX M IMYHOCTHBIX MATEPUHCKUX ak-
TOPOB HA HOBOPOZK/IEHHOTO C 1epeOpaIbHOI HIleMueili 1 pa3padoTaTh METOANKY NPeAYNpPesKIeHHs] HEraTHBHbIX MOCJIeCTBHIA MOCIe-

POIOBOIi AeNpPeccuu B CUCTEME MaTb—AUTS.

Knrouesvie crosa: H080podicOeHHbLIL, cucmema «<Mambv—oumsb», pPOOUNbHUUA, PAKMOPHbLI AHANU3.

The statistical model could consider the influence of specific maternal psychoemotional and personality factors on a newborn with
cerebral ischemia and develop a procedure to prevent negative consequences of postpartum depression in the mother-baby system.

Key words: newborn infants, mother-baby system, puerpera, factor analysis.

COBMeCTHoe npebbIBaHUE MaTepu U pebeHKa 00-
ycIIOBIWBaeT  (bU3MOJOTUYECKUE U IMOBEICH-
yecKuWe TpeMMylecTBa TMapbl MaTh — nuTdA. LleH-
HOCTb TPYIHOTO BCKapMJIMBaHUS Kak JJIsI MaTepH,
TaK W JIJIsI HOBOPOXIEHHOT0 HecoMHeHHa. OmxHaKo
1o 80% poIWUIBHUII W TIPU TPYAHOM BCKapMJIWBAaHUU
HaxoJsITCSl B COCTOSIHUM TOCJIEPONOBOI Jenpeccuu
pPa3TMYHOMN CTETIEHU TSIKECTH, HETaTUBHO CKa3bIBa-
foleiicss Ha COCTOSSHUM HOBOPOXIEHHOIO, Ha B3a-
MUMOOTHOIIIEHUSX MaTepu u pebenka [1]. Ocraercs
HEBBISICHECHHBIM, KaKylo (haKTOPHYIO Harpy3Ky OKa3bl-
BaeT MaTh, cTpajalolias MocjaepoaoBOil genpeccuei,
Ha HOBOPOXKIECHHOTO.

Lenbio uccienoBaHust aBUI0OCH GakKTOPHOE MOJE-
JIMpOBaHUE TMapbl MaTh — AUTSA (POOUJIBHUIIBI C TTO-
ClIepoJloBOIi Jenpeccueil 1 HOBOPOXIEHHOIO C Lepe-
OpajbHOI UllleMueil) U oleHKa (PaKTOPHBIX HATPY30K
B IepUOIC HOBOPOXICHHOCTU TPU CTAHIAPTHOM Jie-
YeHUH.

MATEPUAJI 1 METO/IbI

B uccaenoBanuu yuyactBoBaiu 200 map marepeii
U IeTell ¢ mepuHaTaabHOM 3HUedantonaTueil B Havale
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Ros Vestn Perinatol Pediat 2014; 3:63-65

Anpec nas koppecnonnenuun: OuioHeHko Anekcanap BaneHTHHOBIY —
K.M.H., JIOLL. Kad. meanaTpun MeamumHekoro daxysnsreta YyBauckoro
rocynapcTBeHHOro yHuBepcurera umenn M. H. YibsiHosa

TonenkoB AHzpeit BacwibeBuY — A.M.H., pod., 3aB. Kad. ncuxuarpuu

M MEAMLIMHCKON IICUXOJIOTUH TOTO XK€ YIPEXICHUS

428015 Yysarmickas pecniyonuka, Yebokcapbl, MOCKOBCKMIA IPOCTEKT, 1. 15

MMO3HEeTO HEeOHATATbHOTO Tleproaa U 63 Tuamsl 1mo 3a-
BEpIICHWU Kypca CTAHIApPTHOW Tepaluy B KOHIIE TIe-
puoJa HOBOPOXIEHHOCTU. MCXOmMHBIN BO3pacT meTei
coctaBua 10,3£1,0 menn, Macca Tema 3568—3358r,
MaabuyukoB O6bT0 106, meBouek — 94. B KoHIIe Kyp-
COBOI Tepanuu Bo3pacT neteit — 27,2+0,4 nHs1, Mmacca
tena 3795—3678 1, MmanbuukoB 37, meBouek 36. Bce
HOBOPOXICHHBIC NeTH UACHTUIHBI TI0 BO3PACTY, TOIY,
CPOKY TecTaluu, KIMHUYECKUM CUHIpPOMaM, MaTepu
OBUIM WICHTUYHBI 110 TCYCHUI0 OepeMeHHOCTH, BO3-
pacty (26,24+0,7 roma), KOJUYECTBY POJIOB, OCTOXKHE-
HUSIM.

IIpoBeneHa oueHKa (pU3NUYECKOTO Pa3BUTUS, KJIU-
HUYecKoe oOciieoBaHWE C OIleHKON peodHIledano-
rpaMM, KapIUOWHTEPBAJIOTPAMM HOBOPOXICHHBIX;
TICUXOJIOTUIECKOE TECTUPOBAHNE POMAMIBLHUIL C OTIpe-
JIeJleHueM VYpOBHEW HEBPOTU3allMUd W IICUXOTATH-
3allMM, TPEBOXHOCTH, IETIPECCUU, 3IEKTPOKOXHOMN
npoBoguMocTu B mape. Cratuctuueckas oOpaboTka
MMpoBeieHa TapaMeTpUIeCKUMU MeTomaMu. JIJIst BBI-
SIBJICHUS IPU3HAKOB, BIUSIONNX Ha U3MEHEHME 3aBU -
CHMBIX TTepeMeHHBIX, UCITOJIb30BaH (haKTOPHBIN aHa-
JIN3 TJIAaBHBIX KOMITOHEHT C KBaJpUMaKC BpallleHUEM
npu ypoBHe 3Haunumoctu p<0,01 ¢ momouipio nakera
nporpamm StatSoft Statistika 5,0.

PE3VJIBTATBI

IIporpamma ¢akTopHOTO aHajM3a Mpeodpa3oBaia
74 vcXOMHBIX UCCIeAyeMbIX MapameTpa B 8 HakTopos,
ob6yciopnuBatoniux 70,2% nmucriepcud eIWHON CUC-
TeMbl MaTb — AUTS. [lepBblit hakTop ¢ COOCTBEHHBIM
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3HaueHueM 4,1 oTMe4YeH caMbIMU BBICOKMMM Harpys-
KaMHM Ha IIepeMeHHBbIe, CBSI3aHHBIC C IMMOKA3aTeIIMU
AKTMBHOCTU (PYHKIMOHMPOBAHUS aBTOHOMHOI HEpB-
HOM CHCTeMBI HOBOPOXIEHHOTO, M 00bscHsAET 17,0%
cyMMapHo# nucnepcuu. Bropoii (pakTop cBsizaH ¢ no-
KazaTeJsIMA COCTOSTHUSI IIEHTPAJTbHBIX KOHMIMKTOB
BHYTPWIMYHOCTHOTO TUTaHa pomuiabHunbl (12,5%,
cobctBeHHOe 3HaueHue 3,0). Tperbst dakTOopHas Ha-
rpy3ka (10,8%, cobcTBeHHOe 3HadyeHue 2,6) Tpea-
CTaBJieHa ITOKa3aTeIIMU TICUXO3MOIIMOHAIBHOTO CO-
CTOSTHUSI XEHIIMHBI — HEBPOTUYECKMX IPOSIBICHUN,
NETPeCcCUy, PEaKTUBHON U TUIHOCTHOU TPEBOKHOCTH.
YerBepTas (8,7%; 2,1) — cocTossHMEM LiepeOpaTbHOM
reMOIWHAMWUKYN HOBOpOXmeHHoro. [lsdras wu mecras
— BJIEKTPOKOXHOM TTpoBoauMocThio (6,1%; 1,5) n ak-
LeHTyauuein xapakrepa Marepu (5,7%; 1,4). CenpMast
— TIOKa3aTeJieM HEPBHOUW Pperyisiiiiid BereTaTMBHOTO
romeocTtasa HoBopoxaeHHoro (4,7%; 1,1). Bocbmas —
MaTepUHCKOM TPEBOTO, CIIOCOOCTBYIOIIEH BHIPAOOTKE
koMneHcauuu (4,6%; 1,1). MaTepuHcKas 4acTb CO-
cTaBisieT 56,6 % o6I1Iero KyMyJsTUBHOTO (haKTOPHOTO
Beca Harpy3ok, npuHsToro 3a 100%.

ITo okoHUYaHUM cTaHAAPTHOTO JieueHUs1 8 akTo-
poB obyciioBnIuBawT 76,1 % nucnepcuu mokasaTeieit
IUansl MaTh — IUTS. DTO — pPEryIsus aBTOHOM-
HOM HEepBHOW CHCTeMBI HoBopoximeHHoro (17,5%,
coOcTBeHHOEe 3HaueHue 4,2), MaTepuUHCKasl TpeBora
(14,1%; 3.,4), cocTOsIHUWE 3JEKTPOKOXHOM TPOBO-
numoctu B mape (11,3%; 2,7), MO3rOoBOil KPOBOTOK
HoBOpoxaeHHOTO (8,4%; 2,0), BHYTPMJIMYHOCTHBIN
koHbauKT Matepu (7,4 %; 1,8), aKTUBHOCTHh aBTOHOM -
HOM HEPBHOM CUCTEMBI HOBOpPOXAeHHOTO (6,5%; 1,6),
MICUXOOMOLIMOHANIbHOe cocTostHue Marepu (5,8 %;
1,4) u xapaktepoaoruyeckue (5,2%; 1,2) ocobeHHO-
ctu Matepu. [Ipu 3TOM T0JIST MAaTEPUHCKOTO YJacTUs
COCTaBJIsIET HEMHOTUM MeHee MoJIoOBUHBI (43,5 %) Ky-
MYJISITUBHOTO Beca.

OBCYXKIEHUE

Haubonee Becomas pakTopHasi Harpyska B nepu-
Ol HOBOPOXIEHHOCTM TNPUXOIUTCA Ha MOKa3aTeau
(byHKIIMOHUPOBAaHUSI aBTOHOMHOW HEPBHOU cCUCTe-
MBI y IeTeil ¢ uepeOpanibHOIl uilleMueil, KoTopas pe-
aJIM3yeTCs TUMEPCUMIIATUKOTOHUYECKUM BapUaHTOM
PEaKTUBHOCTU, BBICOKOW ©00JIEBOl UYyBCTBUTEIbHO-
CTbIO, HAPYLIEHUSIMUA CHA, BBIPAXXEHHBIM OECMOKOi-
cTBOM [2]. BereraTuBHO-BUCLIEpaJbHbIe HAPYLIEHUS
W YMEHBIIEHWE MO3TOBOTO KPOBOTOKAa OTHOCHTCS
K BEAyLIUM 3BEHbSIM MAaTOTeHE3a LepedpaibHON nuie-
Muu pedeHka. CHUXEHHBIN peTMOHaIbHbIA MO3TOBOM
KPOBOTOK — JOMMHUpYIOIIUI (hakTop, onpenessiio-
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LIV YPOBEHDb MMOBPEXAECHUS TKAHEN B HE3PEJIOM MO3-
re. TeM He MeHee B 00eUX MOJEJISIX AUallbl COCTOSIHUE
1epedpasbHOl reMOJUHAMUKN HOBOPOXIEHHOIO OT-
HECEHO Ha YETBEPTYIO TO3UIIUIO.

OkasbiBaeTcsl, B CUCTEME MaTb — JUTS HE MEHee
3HAYMMBIMHU SIBJISTIOTCST MATEpUHCKUE ITapaMeTphl, pop-
MUpYIOIIME BTOPOW U TPeTUMl (aKTOpbl, CyMMapHbIii
BeC KOTOPBIX ITPEBHITIAET MepBhIi hakTop Ha 5,5 %. BoI-
COKME YPOBHU MPOSIBJICHUN JTUUYHOCTHOTO KOHMINUKTA
XEHINWHBI C U3MEHEHHOI KOMITeHCallMel, BereTaTuB-
HBIM IUCOAaHCOM aJpeHEePrUYecKoll HarpaBJeHHO-
CTU, OTCYTCTBUE CTPECCOYCTOMYMBOCTHU, BbIpaKEHHbIE
MocJepo0Basl AeNpeccusi, peakTUBHASI U JUUHOCTHAS
TPEBOXHOCTb MPEACTaBISIOT CO00i (pakTOphl, Mpeao-
npenesionie orcraBaHue B pU3MUYECKOM pa3BUTHHU,
neduuT 6e3ycioBHO-pedIeKTOpHOM chephbl OpabHO-
ro aBpToMaTu3Ma, rmojaBjieHrue UMMYHOJIOTUYECKO pe-
aKTUBHOCTH, HU3KUI WHIEKC 3M0POBbs U BO3pacTaHUE
3abosieBaeMOCTU B rpynHoM Bo3pacte [3]. Koppekuus
nsitoro dakropa — 3JEKTPOKOXHOUW MPOBOAUMOCTHU
MaTepu, obsanaroueil TMCKPUMUHAHTHON CITOCOOHO-
CThIO B [ape W HAXOMsILIECcs B TECHOW KOPPEISILIMOH-
HO¥ 3aBUCUMOCTU C aHAJIOTUYHOU CUCTEMON HOBOPO-
KIEHHOTO, BJeYeT 3a cOO0i MO3UTHMBHYIO AUHAMUKY
noTeHiMaga pedeHKa, ero HepPBHO-MBIIIEYHONW Mpo-
BOJMMOCTU Y BO3MOXHOCTb NEPCOHATU3UPOBAHHOIO
noaxoja k repanuu [4]. B reueHue mo3mHero HeoHa-
TaJbHOTO Tiepuona GUKCUpyeTCs TUHAMHUKA Harpy3Ku
u Beca kaxaoro dakropa. Ha mepBom mMecTe CTOUT yxe
perynsiuusl GYHKIMOHUPOBAHUS aBTOHOMHOW HEpB-
HOW cuUCTeMbl HOBOpOXAEeHHOro. OJHaKO MaTepuH-
CKoe ygacTre B popMUPOBAaHUN QYHKIIMOHATBHBIX CH-
CTeM HOBOPOXIEHHOTO coxpaHsieTcsi. Bropoii ¢akTop,
Mo-MnpexHeMy, MaTepUHCKU1. DTO TpeBora, ¢ BOCbMOIi
MO3UIIMU CMECTUBLIASICS HA BTOPYIO, SIBJISIIONIASICS MO-
KazarejeM BHYTPUJIMYHOCTHOTO KOH(MIMKTA XEHIIM-
HBI, KOTOPHBI OTpaXkaeT BaXKHOCTh OTKJIOHEHUH B BBIC-
1Ieit HEpPBHOM AEATEIbHOCTU POAMIIBHUILIBI [5].

Takum obpa3oM, MaTepuHCKas MocjaepoaoBas jae-
peccus SBisieTcst pakKTopoM, (GOPMUPYIOIITUM COCTO-
ssHue (yHKIMOHAJIbHBIX cuUcTeM pebeHka. Matema-
TUYECKU 00OCHOBaHA HEOOXOAUMOCTb MATEPUHCKOTO
y4yacTusl B KOPPEKIIMU COCTOSIHUSI HOBOPOXIEHHOTO.
BbIsBICH 3HAYUTETBbHBIN BeC (haKTOPHBIX HAarpy30K
MaTEepUHCKON TOCJEePONOBON JeNpeccud Ha HOBO-
POXIEHHOTO ¢ liepebpanbHOil wuiieMueit. PaHHee
CBOEBPEMEHHOE TMPEOoNoJieHUE BHYTPUJIMYHOCTHOIO
KOH(}IMKTa 1 HOpMaJIU3aLUs ICUXO3MOLIMOHATBHOTO
COCTOSIHUSI MaTepu MPEACTaBISIOTCSI OAHUM W3 3Be-
HbE€B BOCCTAHOBJIEHUSI 3J0POBbSI HOBOPOXIEHHOIO
Hapsily € KOppeKliMeil BereTaTMBHOr0O roMeocTasa
1 MO3TOBOI TeMOAMHAMUKKU pedeHKa.
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ConocraBjieHHe pe3yabTaToB (PeTabHOI U MOCTHATAJIbHOM 3X0Kapauorpadumn
A.A. Cokonos, I M. Mapyurkesuy

Hay4Ho-nccnenoBaTenbCKnii MHCTUTYT Kapauonormum, ToMck

Comparison of fetal and postnatal echocardiography results

A.A. Sokolov, G.1. Martsinkevich

Research Institute of Cardiology, Siberian Branch, Russian Academy of Sciences, Tomsk

Ha ocHoBanum anami3a pe3yisratoB 394 deranbhbix 3xokapauorpaduii u 570 sxoxkapauorpadguyecKnx UCCIET0BAHUI HOBOPO-
JKIEHHBIX OKA3aHA BLICOKAS TOYHOCTD NMPEHATAJIbHOI AUATHOCTUKH BPOXKIEHHBIX MOPOKOB CEPALA B CNIENMATH3UPOBAHHOM KapIuo-
XMPYPrU4ecKoM yupexkaeHun. ToUHOCTDb BbISIBJIEHHS] KPUTHYECKHUX NMOPOKOB CepAla HA HeCMenuaIu3upoBaHHOM dTane (eTaabHOi
JIMarHoCTUKHU coctaBuia 50%. HauboJee cJI0KHBIMH 115l IPEHATAIBHOI TMATHOCTHKU (HA BCEX ITANAX) OKA3aJMCh TAKUe MOPOKH
cepaua, KaK KOAapKTauusi aOpThl, MepepbiB IYTH A0PThbl, TOTAJIbHbIA AHOMAJbHDI JpeHakK Jierounsix BeH. He BbI3biBasa npodiem
NpeHaTaA/IbHas AMATHOCTHKA CJIeYI0IKUX MOPOKoB: TeTpana daio, Bce hopMbl eIMHCTBEHHOTO JKeJIYI0YKA cepana, ned)eKT aTpuo-
BEHTPUKY.IsIpHO#i meperoponku. HecoBnaseHus 1narno30B BPOKAEHHBIX MOPOKOB cepaua npu deranbHoiil dxokapauorpaduu Ha
«aKyNIEPCKOM» 3Tale ¢ AWArHO3aMH NMPH MCCJIEA0BAHAM B CHEHUATM3APOBAHHOM KAPANOJIOTHIECKOM YUPEXKIEHHH B OOJIbIIMHCTBE
cJIyyaeB ObLIM 00YCJIOBJIEHbI HETOYHbIM ONMCAHHEM BCEX KOMIIOHEHTOB CJIOKHBIX NOPOKOB.

Knrouesoie crosa: naod, HoopoxcoenHblil, 8poicOeHHble NOPOKU cepoya, IXoKapouoepagus, duasHocmuKa.

The analysis of echocardiography results in 394 fetuses and 570 neonates showed the high accuracy of prenatal diagnosis of congeni-
tal heart disease (CHD) in a specialized cardiac surgery facility. The accuracy of critical CHD identification at the unspecialized
stage of fetal diagnosis was 50%. Heart defects, such as aortic coarctation, interrupted aortic arch, and total anomalous pulmonary
venous drainage, turned out to be most difficult for prenatal diagnosis (at all stages). There were no problems in the prenatal diagnosis
of the following defects: tetralogy of Fallot, all types of single ventricle defect, and atrioventricular septal defect. The discordances
between the diagnosis of CHD by fetal echocardiography at an obstetric stage and that in a specialized cardiology facility were mostly
due to the inaccurate description of all components of complex heart defects.

Key words: fetus, neonatal infant, congenital heart diseases, echocardiography, diagnosis.

AJIMBUPOBAHHLIX KapAWOJIOTNMYCCKUX IIEHTPOB TaKXKe
HaxogdAT YKa3aHHO€ HMCCICAOBAHUE OYCHb XOPOIIM
MCTOOAOM  C HYBCTBUTCIIBHOCTBIO U CHCL[I/I(bI/I‘-IHOCTBIO

chonwom}me YJIBTPA3BYKOBBIX METOMIOB MCCJIE-
JIOBaHMSI B aKyllIepCTBE HACUYUTHIBAET yxe OoJjiee
30 siet, cKIaabIBaeTCsl HETJIOX0E COTPYIHUYECTBO MEXITY

CIEeLMAINCTaMU B 00JIACTU YJIBTPa3ByKOBOW NTUAarHOCTU-
KU U Kapauosioramu. Tem He MeHee KauyeCTBO TUarHOCTU-
KU BPOXIEHHBIX MOPOKOB Cep/lla HE COBCEM YIOBJIET-
BopuTesbHOe. [10 JaHHBIM pa3IUYHBIX HCCAENOBaHUIA,
TOYHOCTb JUAarHOCTUKH NTOPOKOB cepaua Mpu (peTanbHbIX
rccIeoBaHMAX KoJeoercs ot 15 mo 98% [1—3]. Takoit
3HAYUTEJbHbINA Pa30poc MHPOPMATUBHOCTU METO/A BbI-
3bIBAET 3aKOHHbII BOMPOC, MOXKHO JIU TOBEPSITh METOAU-
Ke, B YeM IMPUIMHBI KaK BBICOKOH, TaK M HU3KOM TOYHO-
CTU TUarHOCTUKU?

B oTedecTBEHHBIX CHELMATU3UPOBAHHBIX YUpeXIe-
nusix (HUW um. BakyneBa) mokazaHa BbICOKasi nuar-
HOCTHMYECKAs TOYHOCTb (heTalbHON 3XoKapauorpaduu
(OxoKT): 96—98% wuyBcTBUTENBLHOCTL U 100% cre-
urduyHocTh [3—35]. 3apyOexxHble KOJJIETW U3 CHelu-
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10 100% [6, 7]. TIpu 3TOM CITeLIMAIMCTHI 00IIEero Mpohu-
JIsl KaK OTeUECTBEHHbBIE, TaK 1 3apyOesKHbBIE TPUBOIAT 60-
Jiee peajibHble M CKPOMHBIE JaHHBIE O TUarHOCTUYECKOM
touHocTn DXxoKI mroma — ot 30 10 81% [8, 9]. Bmecte
cteM B. Ahmed u coaBT. cOOOIIIAIOT, YTO TOYHOCTH JIM-
arHOCTUKW BPOXICHHBIX TIOPOKOB CEep/lla y TUTONa, TTOJ-
TBEPXKIEHHBIX Y CIELIMAIMCTOB 00IIero npoduis, co-
craBisieT — 87 %, a y JeTcKux Kapauonoros — 92% [10].
BaxxHOCTb TIpeHATaIbHON OUATHOCTUKUA BPOXIECH-
HBIX TIOPOKOB Cepilla OTpenessieTcs, MpeXme BCero,
BO3MOXHOCTBIO PaHHEro BBISIBICHUSI TaK Ha3bIBAEMBIX
KPUTUYECKUX, WM IYKTYC3aBUCUMBIX MOPOKOB [4, 11].
K TakoBBIM OTHOCATCS: MepepbiB YT aOPTHI W KPUTHU-
yecKasl KOapKTalusl, KpUTHUECKUIA aOpTabHBIN CTEHO3,
TPAHCIO3ULIMS MAaTUCTPAIbHBIX COCYIOB, aTPe3us JIeTOU-
HOI apTepuu, CUHIPOM TMIIOTUIA31H JIEBBIX (MPaBbIX) OT-
JIEJIOB ceplia, PECTPUKTUBHBIN TOTAIBHBIA AHOMAJIBLHBIA
JIpeHaX JIETOYHBIX BeH. TOUHO YCTaHOBIIEHHBIN OUArHO3
JTAHHBIX TTOPOKOB MO3BOJISIET YE€TKO CIJIAHUPOBATh TaK-
THKY TIOCJICpPOMOBOTO BeleHWs — Ha3HaueHWE IpocTa-
IJIaHAWHOB, TpoBeneHue 3kcTtpeHHoi DxoKI HoBopo-
XIEHHOTO U B ClTydae HeOOXOTMMOCTH TIPUHSTD PEeIIeHNE
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O BBITIOJTHEHUM TIPOLIeAypHl PalmkuHma wWid CpOYHOTO
KapIMOXUpypruyeckoro BMelateabcrna [1].

B Hamreit cTpaHe OTCYTCTBYeT 4eTKas IPEeeMCTBEH-
HOCTb 3TAIoB AMATHOCTUKY U JICUSHUS BPOKIECHHBIX T10-
POKOB cep/lia OT MpeHaTaIbHON TUAarHOCTUKMY J0 3TAITOB
KapAUOXUPYPTUUECKONW TIOMOIIM 1 MOPGhOIOTUIECKOMN
MUATHOCTUKY TIPY ayTOTICU abOpTUBHOTO Matepuaia
B CJTy4ae TpepbIBaHMS OEPEMEHHOCTH «ITO TSIKECTH TIO-
poka cepmiia». [IpakTUUeCcK HEBO3MOXHO IPOCIICANTD
aXe TeOPeTUIECKM KOJMYECTBO BEPHBIX ITpEHATAb-
HBIX TUAarHO30B CJIOKHBIX BPOXXIEHHBIX ITOPOKOB Cepalia
V POXKICHHBIX JIETeH ¢ BHITIOJTHEHHBIMU MHOTO3TAITHBIMU
omnepanussMi — HET eIWHOUW 0a3bl JaHHBIX OTEPUPO-
BaHHBIX TAIIMEHTOB. B yCIIOBUSAX KIMHWKU, CITOCOOHOM
KOHTPOJIMPOBATh TIOAABIISIONIEe OOJBIITMHCTBO CIIydacB
MpeHATATbHOM TMarHOCTUKH BPOXIECHHBIX ITIOPOKOB Cep-
IIIIa, MOXHO OCYIICCTBUTH MPUOIUZUTEIBHYIO JIOKATb-
HYIO OIIEHKY JTUaTHOCTHUYECKON 3(hDEKTUBHOCTA MeTona
deranbHOI DX0KIT.

Les pabOTH — OllEHKA YaCTOTHI BCTPEYAEMOCTH T1a-
TOJIOTUU CepIIla IO JaHHBIM (heTaTbHOUN M MMOCTHATATh-
Hoit OxoKT.

MATEPUAJI 1 METO/1bI

B ycnoBusIX cienMaM3upoBaHHOM KapIUOXUpyprude-
CKOI1 KIIMHUKU OLIEHEHBI pe3ybTaThl 394 (heTanbHbIX yiib-
Tpa3BYKOBbIX UcclienoBaHuii cepaua u 570 DxoKI-ucce-
JIOBaHUI1 HOBOPOXXAEHHbIX 3a nepuo 2010—2013 rr.

®ctanpHasgs IxoKI  BeITIONHSIIACH Yy OepeMEHHBIX
C TIOIO3peHNEM Ha HaJIMYue TaTOJIOTUM Cepllia y Iuiona
rnocjae OOUIECKPUHUPYIOLIETO YIbTPa3ByKOBOIO HcCe-
TOBaHUS, TPOBENECHHOTO B HEKAPIUOJOTUIECKOM VYU-
peXIEeHNN B CPOKU TrecTaumu oT 16 mo 39 (26,4+5) Hen.
Bce OxoKTI-ucciaenoBaHusi OCYyIIECTBISIIUCH JBYMSI
CMELMAIMCTAMU C YCTAHOBJEHHOM paHee MeXuccieno-
BaTeIbCKOM OIMOKOIM U3MepeHnit MeHee 5% 1 OIIMOKOM
B TOYHOCTH YCTAHOBJICHUS TOITOJIOTMYECKOTO JMarHo3a
menee 0,1%.

HoBopoxneHHsle Obl1u B Bo3pacte OoT (0 g0 15aHei
(cpennuit Bospact 3,1%0,8 nHs), Bce OHM HOCTaBJIsI-
quck B HUW kapauonoruu asst obciaenoBaHusl B ciydyae
YCTAaHOBJIEHUS JMAarHo3a BPOXAEHHOIO IMOpoKa cepala
npu detanpHoit OxoKI' B 1100b1X yupexaeHusx. Kpome
TOTO, OOCIEIOBAIMCH HOBOPOXIEHHBIC TPU KIWHUYC-
CKUX TIPOSIBJICHUSIX TIOPOKA Ceparia — CUCTOTMYECKUI
IITyM TIpY HATMIMY [IMaHO3a, OJBIIKY. JnarHo3 pedex-
Ta MEXIIPENCEPIHOMN MEPETOPOIKU Y TIOAOB M HOBOPO-
SKIEHHBIX CTABUJICS JIUIITH B CIYYasIX IIOJTHOTO OTCYTCTBUS
TIePETOPOIKH MJTH 3aCJIOHKH OBaJILHOTO OTBEPCTHSI.

Hcnonb3oBanu yasrpazBykoBble cucteMbl iE 33 1 iE 33
X-matrix ¢bupmsl Philips, mpuMeHs1IM KOHBEKCHbII A MOHO-
Kkpuctanuueckuit natuuk C5-1. 151 uccaenoBaHust HOBO-
POKIEHHBIX UCTIOTB30BAIA CEKTOPATbHBIE (ha3upoBaHHBIC
naTyvku ¢ yacrotoir 7—12 u 3—8 MIi1. Bcee uccnenosa-
HUSI COXPAHSUTMCH B IM(POBOM BUICOAPXUBE, TTPOTOKOJIBI

Ox0KI XpaHWIMCH B KOMITBIOTepHOI 6a3e maHHBIX (APM!
Bpaya OxoKI).

Kak npeHnartanbHOe, Tak ¥ mocTHaTajibHOEe DX0KI -
HCCIIeTOBaHNE BBITTOJTHIAIN T10 CTAHAAPTHOMY ajro-
pUTMY:

1. OnpeneneHue MoJOXKeHUsI cepilia B TPYAHOM K1eT-
Ke.

2. OueHka OCOOEHHOCTEN PpacroOXEHUS BHYTPEH-
HMX OPTaHOB.

3. OueHka opraHu3aluy npeacepauii.

4. CerMeHTapHO-MOC/IeI0BATEIbHBIN aHAIN3 CUCTEM-
HOTO M JIESTOYHOTO BEHO3HOTO BO3Bparta B CepIle.

5. OmpeneneHne KOHKOPAAHTHOCTH TIPEICEPIHO-Ke-
JIYTOYKOBOTO U BEHTPUKYJIO-apTEPHUAIBHOTO COEIMHE-
HUI.

6. HampaBiienue c6poca yepes peTaabHble KOMMYHH-
Karuu (y 1oma).

7. CocTosiHME MEKKAMEPHBIX MEPErOPOIOK.

8. CocTosiHME KJIallaHHOTO afnmnapara.

9. CepaeyHbI pUTM.

Co0J1101eH1e JTaHHOT0 AITOPUTMA M 3HAHUE AaHATOMUU
BPOXIICHHBIX TTOPOKOB CEep/Iia MTO3BOJIMIO0 MAaKCUMaJIbHO
TOYHO MM dHepeHITNPOBATD MOAABIISIONIEe OOTBITMHCTBO
BPOXIICHHBIX ITOPOKOB CEeP/IIla Y HOBOPOXIECHHBIX, B CITy-
yae HEOOXOAMMOCTH IMarHo3 ObUT BEpU(ULIMPOBaH € UC-
TTOJTb30BaHNEM aHTMOBEHTPUKYJIOTpaduu, CrUpasTbHON
KOMIIBIOTEPHOU TOMOTpauu U MarHUTHO-PE30HAHCHOM
tomorpacdum. [Ipu cormocTaBneHUN yKa3aHHBIX IOIIOJ-
HUTETBHBIX METOIOB MCCIICAOBAHNS M MHTPAOTIEPAIIOH-
HBIX HaXOIOK TOYHOCTH YIIBTPa3BYKOBOM aHATOMUIECKOM
JMUATHOCTVKMA BPOXICHHBIX ITOPOKOB Cepiila Y HOBOPO-
KIEHHBIX cocTaBuaa 98,5%.

B aBTOMaTMUeCKOM peXUME PacCUYUTHIBATUCH ITIPO-
IIEHTHBIE (OT JOJDKHOTO TIO CPOKY TeCTallii) 3HAYCHMS
pa3MepoB Kamep cepilla ¥ AMaMeTpoB cocynoB. Kpo-
M€ TOTO, OTKJIOHEHUS OT CPETHETOMYJISIIMOHHBIX HOPM
B pa3Mepax Kamep U COCYIOB OTPaKaJIMCh MPU TTOMOIITA
Z-wHpaexca [12, 13].

PE3VJIBTATBI 1 OBCYXK/JEHUE

Hanuuue cTpyKTypHOIM TTATOJIOTUM CEepAla Y TIONOB,
00HapyXeHHOI B HECITEIMATN3UPOBAHHBIX YUPEKICHU-
sIX, MoATBepKaeHO B 38,5% cinyyaeB. CoBlafgeHue aHa-
TOMMYECKNX TUATHO30B BPOXICHHBIX MTOPOKOB CepaIla
Ha 00IIIeM U CIIeIIMATM3UPOBAHHOM 3Tarax TMarHOCTUKHI
nocturaio juirb 20,5%. B cBogHO# Tabiuile TpuBeneHa
JacTOTa BCTPEYACMOCTH PA3IMIHBIX BPOXKICHHBIX TIOPO-
KOB Cep/IIla M CTPYKTYPHOM ITaToJIOTHU (OTYXOJIH Ceplia,
KapIuoIaTui) Y HOBOPOXICHHBIX, Y TUTOMOB M 4acTOTa
BCTPEYAEMOCTH HEKOTOPBIX BPOKIECHHBIX TTOPOKOB Cep-
Jla 1o cBeJeHusiM Jureparypsl [14, 15]. OTHocuteabHO
HEBBICOKAsT COTTIACOBAHHOCTH TUATHO30B ObIIa 00YCIOB-
JieHa, TIPEeXJIe BCET0, HETOYHOM aHATOMUIECKOM XapaKTe-
PUCTHKOM CJIOKHBIX ITOPOKOB ITPY OOIIIEM HCCIICIOBAaHIH.

! ABTOMaTU3MpOBaHHOE paboyee MecTo.

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEAVATPUUN, 3, 2014

67




ITo nanubiM uccnenoBanuit 1999—2003 rr., BBIMOJHEH-
HBIX aBCTPATMNACKUMH aBTOpaMU, CTICIIMAIM3NPOBaHHAS
(eranpbHass OxoKI, uyyBcTBUTENBHOCTH U cHieLUPUY-
HOCTb KOTOpOii nocturaet 98—99%, BbIMoNHsIACH TOJb-
Ko y22,5% OGepeMeHHBIX, UMEBIIUX TUIOOBI C TOPOKOM
cepia. DTo yKaspIBaeT Ha HU3KWI YPOBEHb TMArHOCTH -
KU BPOXXIEHHBIX ITOPOKOB CEpIIIla TP OOIIIeaKyIepcKOM
VABTPa3BYKOBOM UccienoBaHuu [1]. 1o apyrum naHHbIM,
YPOBEHb TMAarHOCTUKH TSIKEJBIX BPOXKICHHBIX TTOPOKOB
cepiIa Mpu oOIIeaKylIepcKoM YIIBTPa3ByKOBOM HCCIIe-
JIOBaHUU COCTaBMII 0Koj10 50% [12].

ITo pe3ynsraTaM TPOBEACHHOTO HAaMM aHaIW3a Ha-
nbojiee YacTO BCTPEYABIIUMCS BPOKICHHBIM TTOPO-
KOM cepllia Kak npu ¢etanibHOM ucciaemoBanvu (11%),

OPUITNHAJIbHBIE CTATbU NMEPUHATOJIOrNsA U HEOHATOJIOINs

Tak 1 pu DxoKI' HoBopoxkneHHBIX (29%) ObUT medeKT
MEXXKeJyI0UKOBOi meperopoaxku. ClieiayeT OTMETUTb,
yTto npu peranbHOit DX0KI GONBIIMHCTBO MEJKUX MBbI-
LIEYHBIX MEXKETYA0YKOBbIX 1e(DEKTOB HE OOHAPYXKMBA-
ercsl. B cBSI3U € 3TUM aOCOJIOTHAsE «TOYHOCTb» IpeHa-
TaJbHON IMATHOCTUKY MTOPOKA OTHOCUTEIbHO HEBBICOKAsI
(o6HapyxuBaeTcsi Toibko 40—45% Bcex BEHTPUKYJIO-
cenTraabHbIX Ae(EKTOB).

YacroTa BCTpeuyaeMOCTH TPAHCTO3ULIMK MarucTpaib-
HbIX aptepuii mpu deranbHoll DxoKI mnpakTuyecku
He OTJIMYaJlach OT TAKOBOW Yy HOBOpPOXIeHHbIX. [lo Ha-
1AM JAHHBIM, YKa3aHHBII MOPOK B CTPYKTYpPE BCEX BPO-
KIEHHBIX TOPOKOB cepilla BCTpeyascsi MpakTUYeCKU
B2 pasza pexe, 4eM I10 CBEIECHUSIM JINTepaTypbl MpOLI-

Tabauya 1. Yactora BCTpedaeMOCTH APATMUIL, BPOXKIECHHBIX IIOPOKOB H CTPYKTYPHOIA IATO/IOTMH CEP/IIA 110 JAHHBIM HPEHATAILHOM 1

noctHaTaabHOit DXx0KI' 1 cBemenusiM urepatypsl [9, 14, 15]

[uarHo3 [laHHbIe TUuTEepa- [Mnoasr (n=394) Hosopoxnennsie (n=570)
Typ""Bﬁ'q‘g peex BIIC (n=152) BIIC (n=469)
abc. % abc. %
AnHoManus DomiTeitHa 0,3—1 3 1,9 2 0,42
CIJIOC 1-3 20 13,2 24 5,1
CITIoC 1-3 2 1,3 3 0,64
TlepepsIB Ayru aOPTHI 0,4 4 2,63 3 0,64
ABK 4 8 5,3 21 4,48
ATpe3ust JIEeTOYHON apTepun 6,9 7 4,6 9 1,92
JleeKT aopToJIerouHON NePEropoaKu 1 1 0,65 2 0,42
AOpTaJTbHBIN CTEHO3 4—7 2 1,3 3 0,64
Hapymenus purma 1—2 15 9,9 5 1,06
Kapaur 3—9 10 6,6 2 0,42
JMXIT 27 17 11,2 137 29
AMIIIT 8 4 2,63 8 1,7
ToranbHbI aHOMaJIBHBIN APEeHAXK JIETOYHBIX BEH 1—2 3 1,9 4 0,85
JIBOITHOE OTXOXIEHUE COCYI0B OT MPABOro XeJIyIouKa 1,5 8 5,3 22 4,7
Terpama Pamio 7 7 4,6 23 49
TpaHcmo3uiys MarucTpaabHbIX COCYI0B 3—5 10 6,6 26 5,5
ApTepuanabHbIi CTBOJ 1—2 2 1,3 10 2,12
Koapkranus aopThl 6—15 7 4,6 11 2,34
5—7
OnyxoJu cepaia 0,14 5 3,3 9 1,91
EnuHctBeHHBIN Xenynouek cepana (kpome CIJIOC) 1,7 6 3,94 14 2,98
OTKpBITHIN apTEPUATIBHBIN MPOTOK 6—8 — — 112 24,2
IIpouce — 11 7,24 9 1,9
Bcero BIIC 152 100 469 100
Hopma n=242 (61,5)% n=101 (17,7%)

ITlpumeyanue. BIIC — BpoxaeHHbIii opok cepaua; CITIOC — cuHapoM rumnoruiasuu jJeBbix otaenoB cepaua; CITIOC — cuHapoM runoriasuu
npaBbIxX oTaesoB cepaia; JAMXKIT — nedekT MexckenymoukoBoii ieperoponku; IIMITIT — nedexrt mextipencepnHoii neperopoaku; ABK — arpu-
OBEHTPUKYJISIPHBIN KaHAaT.
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Jbix JieT (1o 10%) [14] v cOOTBETCTBOBAI COBPEMEHHBIM
JaHHbIM (3—5%). donss aTpuOBEHTPUKYJISIPHOTO Je-
(ekta B CTPyKTYpe MOPOKOB cepAlla MpU NpeHaTaIbHOM
u nnoctHaTanbHOM DX0KI' Takke 1mouyTn He pa3iauyanachk,
PEe3YyIIBTaThl COOTBETCTBOBAIM OOJIBIIMHCTBY JAHHBIX JIH-
TepaTyphl [ 15, 16]. [IpeHaTanbHast M paHHSS TOCTHATATb-
Hasl TWarHOCTHKA TaKWX BPOXICHHBIX ITOPOKOB KOHO-
TPYHKYCa, KaK IBOMHOE OTXOXICHHE COCYIOB OT ITPaBOrO
Xenmymouka 1 tetpamga daro, He mpeacTaBiIsia 0COOBIX
npobiem. CymMapHasi J10Jis 3TUX MOPOKOB B CTPYKTYpe
ITOPOKOB CepIlla Y IJIOJOB M HOBOPOXKICHHBIX HE Pa3Jv-
YaJlach ¥ COOTBETCTBOBAJIA JAHHBIM JINTEPATYPHI.

HaubGonee ciaoXHBIMU BPOXAECHHBIMU TOPOKaAMU
cepaa ISt peTaTbHON AMAarHOCTUKU OKa3aJluCh Koap-
KTauus v nepepuiB nyru aopthl Tak, O. Franklin u coaBT.
OOHapY XM HU3KYIO TOYHOCTh TUATHOCTMKM KOAapKTa-
uuu aopThl npu petanbHoit DxoKI: Ha 87 uccienosa-
HUA ObUIO 9 JIOXXHOOTPULATENbHBIX U 22 JIOXKHOMOJIO-
KUTESBHBIX ciTydas. [IpW 3TOM OTCYTCTBOBaIM YEeTKHE
OIHO3HAYHBIC KPUTEPHUM ITOPOKAa KpOMe TPSIMOI BU3ya-
nu3anuu [12, 17]. B Halllem ucciaenoBaHUM 1M3-3a MaJIoro
KOJIMYeCTBa CJIyJdaeB TaHHOTO TTOPOKa He MPEeICTaBIIOCh
BO3MOXHBIM OIICHUTHh OTPHUIIATECIBHYIO U ITO3UTUBHYIO
TOYHOCTh (heTabHOM IMATHOCTUKU. B ToXe Bpems
MOXHO YKa3aTh, UYTO MMeJIaCh OYEBMIHAS TUIIepIUar-
HOCTHMKa Kak IepepbiBa QYT aOpPThI, TaK W KOAPKTAIIMHI
aopThl (cM. Tabnuity). CeayeT OTMETUTh, YTO BCE CIydau
JIOXKHOU (heTaTbHOM TUATHOCTUKM TIepephIBa AYTH aop-
THI TIPU MPOBEICHUN TTOCIEMYIONIe TPaHCTOpaKaIbHON
OxoKI okazanuch KoapKTaluei aopThl.

Oco60ro BHUMaHMUSI 3aCJIy>KMBAIOT PE3YJbTaThl OLIEH-
KU YacTOTHI BCTPEYAEMOCTH MOCTATOYHO PEIKOTO BPO-
KIEHHOTO TOpOKa cepilla — CHHAPOMA TUITOTLIa3uu
neBbix otaenoB cepaia (CITIOC). Ilo naHHbIM JuTepa-
TYpHI, YKa3aHHBIM MOpOK 3aHUMaeT 1—3% B CTPYKType
BCEX BPOXIEHHbIX MopokoB cepaua [14]. I1pu derann-
Hoit OxoKI' B HUU kapnuonoruu quarno3 CIJIOC 6bu1
ycTaHoBNeH B 13,2% ciydaeB OT BceX OOHapYyKEHHBIX
BPOXIIEHHBIX TIOPOKOB CEPIIla, Y HOBOPOXKICHHBIX JTOJISI
3TOTO MOpOKa cocTaBmwia 5,1%. AGCOTIOTHOE YUCIIO CITy-
yaeB JaHHOTO nmopoka — 24. BrIicokasi yacToTa BCTpeva-
eMOCTH OOBsICHSeTCS TeM, 4To 70% Bcex GepeMeHHBIX
XKeHIMH ¢ HanuyueM y rtoga CIJIOC npubbuiu U3 apy-
TMX PETMOHOB IS pomoB B TOMCKOM IeprMHATAILHOM
LIEHTPE C IEJBIO TTOCIISAYIONIETO BEITIOTHEHHS OTIepaIiu
Hopsyna B Tomckom HUUW kapnunonoruu.

Honst npyrux ¢hbopM MopoKoB (€MUMHCTBEHHOTO Xey-
IoyKa cepiiia 1 IIp.), 1o JaHHBIM (eTasbHON M HeOHa-
tanbHOI Ox0KI, 6bl1a B 2 pa3za BhIlle, 4YeM B MOMYJISILIMHA.
DTO TakXKe ObLIO OO0YCIOBIEHO OOJIBIIUM KOJIMYECTBOM
WHOTOPOIHUX TAIMEHTOB C TSIKEBIMA BPOXICHHBIMU
MOPOKaMHU Cepilia.

J0oCTaTOYHO CIIOXKHOM TIPEICTABISETCS TUATHOCTH-
Ka TOTaJIBHOTO aHOMAJIBHOTO IpeHaXka JeTOYHBIX BEH.
Hamm He 3aperucTpupoBaHO HU OTHOTO CJIydas Iuar-
HOCTUKHM 3TOTO ITOPOKa Ha «HEKapIUOJIOTUICCKUX» ITa-

nax ¢etanbHoit DXx0KI' y 6epeMeHHbIX, HampaBJeHHBIX
B HUU xapavonoruu njist okoHYaTeIbHOM JUArHOCTUKH.
BMecTe ¢ TeM maHHBIN MUAarHO3 HaMHW OBUT YCTAaHOBJICH
B 3 u3 4 ciayvaes, Io pesyJjibTaTaM IpeHaTaibHOi DXoKIT
€ro JIoJIsI IPUMEPHO COOTBETCTBOBAJIa CPEAHECTATUCTH-
geckoil — 1,9% OT BceX BPOXICHHBIX TTOPOKOB Cepilia,
Y HOBOPOXXJIEHHBIX — MeHee 1%. B OOMbITMHCTBE Cityda-
€B HETOYHOCTb OOHAPYKEHUS OTICTBbHBIX KOMIIOHEHTOB
CJIOKHBIX BPOKIEHHBIX ITOPOKOB Cepalia Mpu heTaTbHON
Ox0KIT 6bu1a 00yC/IOBIeHA TIJI0X0I BU3yalnu3alueii, CBsI-
3aHHOM C PacToJIoKeHUEM TIIoTa WIIM C OCOOCHHOCTSIMU
AHATOMUU KCHIIMHBI.

@eTanbHass TUATHOCTHKA TaKWX BPOXICHHBIX TOPO-
KOB, KaK JIBOTHOE OTXOXJIEHUE COCYIOB OT IPaBOTO Ke-
JIymouKa, medeKT aTpUOBEHTPUKYISIPHOU TEPEerOPOIKU
W TPAHCIIO3UIINSI MarvCTPTbHBIX COCYIOB, HE IIPENCTaB-
JITa  Cephe3HBIX IMpobsieM. OO 3TOM CBUIETEIBCTBOBA-
JI0O TIpPUMEPHOE COBITAIEHUE BCTPEYAEMOCTH ITaTOJIOTUN
TT0 TAaHHBIM JIUTEPATYPHI, PE3yJIBTaTOB (DeTaTbHON M HEo-
HatanbHOU DxoKI. Tlpu dperanbHoit DxoKI nuarHos
KPUTUYECKUX BPOXACHHBIX TOPOKOB cepala (Tpedyro-
IIUX BMEIIATeILCTBA B TIEPUOJIC HOBOPOXKICHHOCTH) OBLI
ycTaHoBJIeH B 43 cirydasix (28% oT Bcex TOPOKOB cepAla),
Y HOBOpOXAEHHBIX — B 83 cimyvasx (18% ot Bcex mopo-
KkoB cepaua). HecoBnageHue Mo KOJUYECTBY KpUTUYE-
CKUX BPOXICHHBIX TTOPOKOB Cepiila MEXIy pe3yibTaTa-
MU mpe- U nocTtHataibHON OXOKI ObL10 00YCI0BIEHO
TEM, 9TO IIpEeHATATHPHOE UCCIIEMOBAHNE OBUTO BHITIOJTHEHO
B HUW kapauonoruu He BO Bcex ciydasix. AOCOJIOTHOE
KOJIMYECTBO KPUTUUECKUX BPOKIECHHBIX TIOPOKOB CepIIia
npu detanbHoi IXx0KI 66110 MeHbIIUM, YeM TTpu DXo KT
Y HOBOPOXXJICHHBIX, HO YIIEIbHBIN BEC TAKMX ITOPOKOB OBLT
0oJsiee BLICOKUM. DTOT (haKT MOXET ObITb OOBSICHEH TEM,
yT0 Ha (eranbHyto OxoKI' B cnenmanm3upoBaHHOe yupe-
KIeHUE T YTOUHEHUST aHATOMUIECKOTO TUarHo3a ObLTN
HaITpaBJIcHBI TIAITMEHTHI C OYEBUIHON TTaTOJIOTHEN cepiia
IUIO/a, BBISIBJIECHHON Ha 3Tare aKylIepCKOro CKPUHUWHTA.
Hnst npoBeneHust OxoKIT HOBOPOXIEHHBIM U3 POJIWIIb-
HBIX IOMOB TOpOJia HAMPABJISITA IMAIIMEHTOB KaK C KIIMHU-
YeCKMMU TIPOSIBJICHUSIMHU TSDKEJIBIX BPOXIEHHBIX ITOPO-
KOB Cepilia, TaK U C COMHUTEIBHBIMU TIPU3HAKaMU THTIA
«ToTbth-MsTY». BceM pomuBIIMMCS TIallMEHTaM C KPUTH-
YeCKMMU TIOPOKaMHM Ceplia ObLTa BEITIOTHEHA HEOOXOIM-
Mast XUpypruJeckast Koppekims. Takum o6pa3oM, MOXHO
TToJIaraTh, YTO TOYHOCTh TUATHOCTUKNA KPUTUIECCKHUX BPO-
KIEHHBIX TTIOPOKOB CepIlla Ha aKyIIepCKUX 3Tarax Juar-
HOCTHKU cocTaBmia 0KoJo 50%.

BBIBO/IbI

1. ToyHOCTh IMATHOCTMKMA BPOXIEHHBIX ITOPOKOB
cepata npu ¢etanbHoil DXxoKI onpenensieTcs ypoBHeM
CITeIMATN3AIIN YIPSKICHUS.

2. K HanbGosee TpymHBIM TS (heTaTbHOM TUarHOCTH -
KU BPOXKIECHHBIM TTOPOKaM Cepilla OTHOCSITCS KoapKTa-
LIMsT A0PTHI U AHOMAJTBHBIN IpeHaX JIETOUYHBIX BEH, 4aCTO
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3. B cnielinanu3upoBaHHOM yupexjaeHuu beTanbHast

JUArHOoCTHUKa CJIIOXXHBIX BPOXICHHBIX ITOPOKOB CEpala
B OOJIBIIIMHCTBE CJIydyacB TPYAHOCTH HE NPCACTABIACT.
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OPUITNHAJIbHbBIE CTATbU KAPAQUWOJIOrns

IIpumeHeHne MarHus opoTaTa y neteii ¢ runeprpocdueii Muokapaa Ha ¢oHe apTepuabHOI
runepTeH3un

B.B. Jlunsesa, U.B. /leonmovesa

Hay4yHo-nccnenoBaTenbCKuin KIIMHUYECKUIA UHCTUTYT neguaTtpumn, Mockea

Use of magnesium orotate in children with myocardial hypertrophy in the presence
of arterial hypertension

V.V. Linyaeva, 1.V. Leontyeva

Research Clinical Institute of Pediatrics, Moscow

IIpencraBieH CpaBHUTEbHbII AHAJN3 THIOTEH3MBHOTO BJIMSIHUSL M KAPAMONPOTEKTOPHOTO eiicTBUA npenapara Mariepor® Ha na-
TOJIOTHYECKOE PeMO/IeTMPOBAHKE CEPIA U MPOLECC PENOJIsAPU3AIM Y AeTell C IJIUTeIbHON apTepUuaJbHOMi runepTen3ueii, 0CJI0KHEH-
Hoii runepTpodueii Muokapaa JieBoro xkeayaouka. Ha ¢one npoBeaeHHOro cTpecc-TeCTUPOBAHMS /10 M NMOC/e KOMOMHUPOBAHHOM
Tepanuy WHIHOUTOPAMHM AHTHOTEH3MHIPEBPAIIAIOMIEro (hepMEHTA M MpPenapaToM MarHepoT® ObLIO BBISBJIEHO MOBBIIIEHHE TOJIe-
paHTHOCTH K (hr3MIeCKOil HATPY3Ke M HOPMAJIM3ANNS PEAKIMN APTEPUATLHOTO TaBJIeHNs y AeTeil ¢ runepTpodueil MMOKapaa JeBoro
JKeJTyA04YKa Ha (hoHe apTepuabHoii runepren3un. Kpome Toro, 0TMeyeHo CHIKeHUE TPOCTPAHCTBEHHOM TMCTIEPCHH PeNoIApU3aLum.
JlaHHbIe pe3yJabTaThl 000CHOBBLIBAIOT HEOOXOAMMOCTH BKJIIOUEHHS Mpenapara Mariepor® B KOMOMHALIMH ¢ HHTHOMTOPAMHM AHTHO-
TEeH3HHNPEBPAIMAOIMEro (hepMeHTa B TEePANHI0 00JIbHBIX C APTEPHAJILHON IHIepPTEeH3nel, 0CI0KHEHHON runeprpodueii MUoKapaa
JIeBOT0 XKeJIy104Ka.

Kntouesvie cnosa: demu, apmepuanshas unepmen3us, npoyecc penoaspuzauuu, unmepean Q—1T, eunepmpoghus muokapda, cmpecc-
mecm, Ae4eHue, MAzHUs Opomanm.

The article provides a comparative analysis of the antihypertensive and cardioprotective effects of magnerot® on pathological
cardiac remodeling and repolarization in children with sustained hypertension complicated by left ventricular hypertrophy. Stress
testing before and after combined therapy with angiotensin-converting enzyme inhibitors and magnerot® revealed higher exer-
cise tolerance and a normalized blood pressure response in hypertensive children with left ventricular hypertrophy. Moreover,
there was a reduction in the spatial dispersion of repolarization. These results substantiate the need to incorporate magnerot®
in combination with angiotensin-converting enzyme inhibitors into therapy for patients with hypertension complicated with left
ventricular hypertrophy.

Key words: children, arterial hypertension, repolarization process, Q—T interval, myocardial hypertrophy, stress test, treatment, mag-
nesium orotate.

CornaCHo COBPEMEHHBIM TPEACTABICHUSIM, TUIEP-
Tpodusi MUOKapJa OTHOCUTCS K 4YWCIy Haubosiee
PacpoOCTPAaHEHHBIX MaTOJIOTUI CEepAEYHO-COCYIUCTON
CUCTEMBbI, PE3KO MOBBIIIAIOIIMX PUCK XU3HEYTpOXKaro-
mux aputMmuii [1]. BropuuHas runeptpodusi, BOZHUKA-
1o1ast Ha (hOHE PEMONENMPOBAHUS MUOKapa BCJIEICTBUE
Meperpy3ku aBJ€HUEM WU OObEMOM, SIBJISIETCSI CEPb-
€3HbIM OCJIOXHEHUEM apTepUalIbHOW TurepTeH3uu [2].
XKenynoukoBasi TaxvapuTMUsl, yBEJWUYUBAIOINIAsl PUCK
BHE3alHON CepJeYyHOil cMepTU y OOJBHBIX C TMIIEPTPO-
dueit Muokapna Ha ¢hoHe apTepuaibHON TUIEPTEH3UU,
HOCUT CKPBITBIi XapaKTep U He BbISIBJSIETCS MPU CTaH-
JApTHOM 00CJIeJ0BaHUM, BKJIIOYAIOLIEM XOJTEPOBCKOE
MOHUTOPUPOBAHUE.

© B.B. Jlnnsesa, W1.B. JleoHTbeBa, 2014

Ros Vestn Perinatol Pediat 2014; 3:71-76

Anpec a1 koppecnonnenuuu: Jlunsiea Bapapa BranuMupoBHa — Bpad oTesnie-
HUsI QYHKLIMOHATBHOM IMarHoCTHKY HayqyHO-1CCIIe10BaTesIbeKoro KIIMHUYe-
CKOTO MHCTUTYTA TIeUATPUN

JleonrtbeBa Mpuna BukropoBHa — .M.H., pod., 3aB. OTIEIEHUEM MaTOJOTMU
CepIEYHO-COCY/IUCTOM CUCTEMBI TOTO K€ MHCTUTYTa

125412 Mockaa, yi. Tanmomckas, 1. 2

DeKTpo(pr31M0I0TUUECKO OCHOBOM Pa3BUTHUS XKU3-
HEYTpoXalolluX apUTMUIA CIIY>)KUT HETOMOT€HHOCTb MPO-
1IECCOB Jie- U penoisipu3aliii B MUOKap/e, MPUBOISILIAS
K 2JIEKTpUYECKO HecTaOMIbHOCTH [3]. OCHOBHBIM 3JI€K-
Tpokapauorpapuyeckum mokaszaTesieM, XapaKTepusylo-
1AM TIPOLIECC PEMOJISIPU3ALIMU KEITYJOUKOB, SIBJSIETCS
nucniepcust uHtepBana Q—7 [4]. TlpoBeneHue Harpy-
30YHOIO TECTUPOBAHUS C JO3UPOBAHHOW (HbU3NUYECKOI
Harpy3koi IMO3BOJISIET BbISIBUTb HApYLIEHUS] JUCIIEPCUU
uHTepBasia O—T U ero NMpOU3BOJHBIX, KOTOPbIE B psifie
cJlyyaeB He AUArHOCTUPYIOTCS MO NaHHBIM CTAaHAAPTHOTO
XOJITEPOBCKOTO MOHUTOpUpOBaHus [5]. B cBsizu ¢ atum
TPEAMUI-TECT CIYXXKUT «30JI0TbIM CTAaHAAPTOM» BbISIBJIE-
HUSI CKPBITBIX HAPYLIEHUI penosisipuzauuu [4—7].

Kuucny BaxHENHIINX BHYTPUKIETOUHBIX MaKpodJie-
MEHTOB, YHUBEPCAIbHBIX PETYISITOPOB OOMEHHBIX MPO-
1IECCOB B OpraHuM3Me, OTHOCUTCSI MarHWil, HEMocpencT-
BEHHO yYacCTBYIOLIMIA B 9HEPTETUUECKOM, MJIACTUYECKOM
U 2JIEKTPOJIUTHOM obMeHax [8, 9]. MarHuii ctuMyaupy-
€T HOpPMaJIbHYIO paboTy MUOKap/Ja, MPUHUMAET yyacTue
B PETYJISILIMU €T0 COKpaTUTENbHOU (GyHKIMU. B kapauo-
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JIOTUYECKOU MpaKTUKe KOMOWHALIMSI MarHusi C OpOTOBOM
KUCJIOTON MO3BOJISIET (PUKCUPOBATh MarHUil Ha ageHo-
3UHTPUMOCGHOPHON KUCIOTE B KJIETKE, TAKXKe CIIOCOOCT-
BYET POCTY KJIETOK, YJIy4yllaeT npolecc 0OMeHa BEIIECTB.
IIpenapatel oporaTa MarHusi (MarHepoT®) ycHeuHo
MPUMEHSIIOTCSI B KOMILJIEKCHON Tepanuu TMpu JIeYeHU!
CeplIeYHO-COCYAUCTBIX 3a00JIeBaHUIA: HAPYLIEHUI pUTMA
cepllia, CepleyHON HeIOCTATOYHOCTH, MpoJjarca MU-
TpajbHOro Kjiamnasa [7, 8, 10—12].

IIpoBeaeH psin ucciaenoBaHUM, OLIEHUBAIOUIMX BIU-
sTHU€ TpernapaToB MarHusi Ha ypoBE€Hb apTepUalIbHOTO
napineHus. G. Denise u A. Sally (1997) BcBoeii pabo-
T€ BBISIBUIM KOPPESILIMOHHYIO 3aBUCUMOCTb MEXIY
YPOBHEM MarHusi B KPOBU U apTepUabHbIM JaBJCHUEM
y nereir [13]. Ilo pesynbratram uccienoBanus H.A. Ko-
poBUHOI U coaBT. [14], BBemeHUE B Tepanuio aeTei
C apTepUaIbHOM TUIMEpPTEeH3UeN MpenapaTa MarHepor®
B OOJIBIIMHCTBE CJIy4aeB COMPOBOXAAIOCH TMITOTEH3UB-
HBIM 3 deKToM, a y 62,5% narmeHTOB NMeTa MECTO ITOJT-
Hasi HOpMasu3allusi apTepualbHOTO AaBjieHusl. Bmecte
C TeM KapJUOINpPOTEKTOPHOE JEHCTBME MarHusi Ha MUO-
Kapl y IeTeil ¢ apTrepuaabHOM TUIIEPTEH3UEM, a TaKxKe
€ro BJUSHUE Ha AMHAMMKY Tpoliecca pernossipusaluu
B COBPEMEHHO JIUTEpaType OCBEILEHbI CKyIHO. B cBsA3U
C YeM 1IeJIbIO HACTOSIILIETO UCCIIEI0BAHUS SIBUJIACh OLIEH-
Ka BO3MOXHOI KOpPEKIMY PEMOICIMPOBAHUSI MMOKap/ia
1 HapyluIeHU npolecca penoisipu3aluu y AeTeit ¢ apre-
PUAILHOW TUIIEPTEH3UEN, OCIOXHEHHOW pa3BUBILEHCS
runeprpodueil Muokapaa Ha GoHe KOMOMHUPOBAHHOM
Tepanuu WHIMOUTOpaMU aHTMOTEH3MHIIPEBpAllaoNIero
depmenTa (ATID) 1 opoTaToM MarHusI.

XAPAKTEPUCTUKA TETEN 1 METO/IbI
NCCIEJOBAHUSA

Ha 6a3ze HayuHo-uccienoBaTesbcKOro KJIMHHUYEC-
ckoro uHctutyta neavarpuu (Mocksa) O6buUTM 00CIen0-
BaHbl 80 nmeTeil ¢ IMarHOCTUPOBAHHOW 3CCEHUUATbHON
apTepUaIbHON TUINEPTEH3UEH, CPEIHUI BO3paCT AeTei
14,7£2,2 rona. Kaxaplii U3 MalilueHTOB MOCTOSTHHO TPU-
HUMaJ paHee Ha3HAYEHHYIO TMIIOTEH3MBHYIO TEparuio
naruouropamMu AII® B TepaneBTHUecKUX mo3ax. KoHT-
POJIBHYIO TPYIIIY COCTaBWIM 18 MpakTUuecKu 340pOBbIX
JleTeil aHaJOTMYHOI BO3pacTHOM Kareropuu (CpeaHuit
Bo3pact 15,1£1,6 rona).

BceM gnersim Obu10 TpoBeneHO (YyHKIIMOHATbHO-
JIMarHoCTUYeckoe oOceNoBaHue, BKJIIOYMBILEE CTaH-
NAapTHYIO dJieKTpoKapauorpaduio B IMOKOE, CYTOYHOE
XOJITEPOBCKOE ~ MOHUTOPUPOBAHUE  JUISI UCKITIOUEHUS
Hapywienuit put™ma (peructparop GECardioDay 1.10,
CIIIA), cyroyHO€ MOHMTOPUPOBAHWE apPTEPUATILHOTO
nmasienus (peructparop CardioSoft, GECardioSoftV6.51,
CHLIA), sxokapauorpadui (YIbTpa3ByKOBOW CKaHep
GEMedicalSistemsVivid 4, CIIA). VY Bcex mnauueH-
TOB M3Mepslach Macca MHUOKapja JIEBOTo KeJlyqouka
o ¢popmyite: 0,80 [1,04 (KA + TMXKIT + T3CJIXK)® —

OPUITNHAJIbHBIE CTATbU KAPAQUWOJ1IOrNs

KId3%)] +0,6 (1), tne K/ — KOHEeYHOE AUACTOINIECKOE
napnaeHue; TMKIT — ToaummHa MexXKesya0uKOBO me-
peroponku; T3CJI2K — tomiuHa 3anHel CTEHKU JIEBOTO
Xenmynouka. MHmekc Macchl MEOKapaa JIEBOTO JKeTyI0d-
Ka ormpenessics 1o dhopMysie: Macca MHOKapia JIEBOTO
Xeaymodka/poct>’ (r/m>7); 3HaUYeHWe JAaHHOTO WHIEKca
y BCcex MalueHToB Ob10 Bbile 90-ro nmepueHtuss. Y 20
u3 80 MalMeHTOB C apTepUaTbHOM TMIepTeH3NEH TI0 pe-
3yJIbTaTaM OOCIIeIOBaHUsI ObUTA BBISIBJICHA THIICPTPODUS
MHOKap/a JIEBOTO XKeTyJ0ouKa.

[MameHTH! OBUTH PAaHIOMU3MPOBAHBI HA IBE TPYIIITHL;
1-10 — ocHoOBHyW0 (n=10) 1 2-10 — TPYIIy CpaBHEHUSI
(n=10), coroctaBMMBbIE IO MOJIOBO3PACTHBIM MOKa3aTe-
M. CpenHee 3HaYeHNE MHICKCA MacChl MMOKapa B OC-
HOBHOW TpYIITIe TIPY ITEPBUIHOM OOCIEIOBaHUN OBLIO
paBHO 48,25+3,20 T1/M>’, BTpyIIle CpaBHEHHS —
45,125%4,39 r/m>7. 3HayeHUe MHAEKCA MAaCcChl MUOKapaa
B TPYIIIIEe KOHTPOJIST COOTBETCTBOBANO 28,88+4,80 r/M>7.

OCHOBHBIM METOIOM MCCIIETOBAHMS CTaJl CTPECC-TECT
C 0O3UPOBaHHON (hU3NYECKOW Harpy3Koil, MpOBOAMB-
uics ¢ ucnosibzoBaHueM nporpammbl CardioSoft ¢ mia-
roBoit Harpy3koii 25 BT. [InuTeabHOCTh KaXa0# CTyIeH!
coctapisuia 2 MuH. MccnenoBaHue BBIMOJHSIA OT Ha-
yajia B OpTOCTa3e 0 MAaKCUMAaTbHOM CTYIIEHW HAarpy3Ku
U C YeTHIPEXMUHYTHBIM BOCCTaHOBHUTEJIBHBIM TIEPUOIOM
B BUJIE CTIOKOMHOTO Tirara. [[jist KaXKnoro u3 o0cenyeMbIX
MaKCUMaJlbHasl Harpy30YHasl CTYIIEHb OIIpeleIsiach
WHIUBUOYAJTHEHO, B 3aBUCUMOCTH  OT IMPOIOJIKHUTETb-
HOCTM TIeprofia IOCTIDKCHUS 3allJITaHWPOBAaHHBIX apTe-
PUATBHOTO MaBJICHUS M YacTOTHI CEpHEYHBIX COKpaIe-
Huit. CUMHXpOHHAas 3anuch 12 cTaHAApTHBIX OTBEICHUI
OKI' cockopocthio 50MM/c mpoBOAMIACH B UCXOJE,
Ha 2-ii MUHYTe KaXIOW CTYIIeHW Harpy3KW W Ha IPOTSI-
XEHUW BCETO BOCCTAaHOBHUTEJIBHOTO Tepuoma. B mpere-
CTe Ha KaXJOW Harpy309HOU CTYITEHM M BCEX MUHYTaX
BOCCTAaHOBUTEJIFHOTO TIEpUONa MaHYyaJbHO, METOIOM
PACCTaHOBKM METOK C ITOCJICAYIONAM aBTOMAaTUIeCKUM
onpeaescHUEM 3HAYCHUIA OCYIIIECTBIISIIICS pacyeT MHTEP-
BasioB R—R, OQ—T, O—1Tc, dQ—Tc, Tpeak—end.

IMatmenTam 1-ii rpynmnsl (#=10) B KOMIUIEKCHYIO Tepa-
IO K paHee Ha3HaYeHHBIM MHTHOUTOpaM ATI®D 6bLT mo-
MOJHUTEJILHO BKIItoUeH MarHepoT® B moze 500—1500mr
B CYTKH B JIBa TIprieMa CPOKOM Ha 6 Mec. JleTr 2-ii TpyIImbt
(n=10) mpomoyKanu IMojyJyaTh 0a3MCHYI0, paHee Ha3Ha-
yeHHyI0 Teparmuio wHruoutopamu AIID 6e3 BHeapeHUS
MeTaboIUTOB (IpyIIa CPaBHEHUS ).

Cratuctndeckass o0OpaboTKa  ITOJYICHHBIX — pe-
3yJBTaTOB  TPOBEINCHA C MIPUMEHEHUWEM  IIpOrpamMMm
MicrosoftExcel u Statistica 6.0.

PE3VJIBTATBI 1 OBCYXKJIEHUE

[To pe3yabraTaM TIpeABAPUTEIBEHOTO HCCIICIOBAHUS
JI0 BBEICHWSI B KOMITICKCHYIO Teparnuio MeTabomde-
CKOro Tperapata MarHepoT® 1o JaHHBIM CYTOYHOTO
MOHUTOPUPOBAHUS apTePHAIbHOTO JaBJIEHUSI Y BCEX
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o0cielyeMbIX OCHOBHOM TpyMmbl U IPYIIbl CpaBHE-
HUSI CPEJHECYTOUYHOE JTHEBHOE W HOUHOE apTepUabHOE
JIaBJIEHUE OCTOBEPHO IMPEBBIIIAIO aHAIOTUYHbIE MO-
Kazareau KOHTpoJjbHOW rpynnbl. [Ipu obcienoBaHuu
B IMHAMWKE Yepe3 6 Mec To JaHHBIM CYTOYHOTO MOHU-
TOPUPOBAaHUSI apPTEPUATILHOIO JaBJeHUs I10Ka3aTeau
apTepUabHOIO NABJAEHMS Y MAIMEHTOB, MPUHUMABLINUX
B KOMIUIEKCHOI Tepanuu npenapar MarHepotr® (oCHOB-
Hasl rpy1nra), 3HaUuTeIbHO CHU3WINCH, B OTJINYKE OT Ma-
LIMEHTOB IPyMIbl cpaBHEHUS (Tab. 1).

IlpoBeaeHa olleHKa BAMSIHMSI TIpenapara MarHe-
pOT® Ha BbIPaKEHHOCTb TUINEPTPOhUU MUOKapaa y Je-
Tel CapTepuajbHOW TUIEPTEH3UEN IPU TOBTOPHOM
obcienoBaHNM Yepe3 6 Mec. 3HAYCHUST MHIEKCA MacChl
MMOKap/ia JIEBOro XeJlyalouKa B OCHOBHOI Ipyrire ye-
pe3 6 Mec Ha (hOHEe Tepalmy MarHepOTOM IOCTOBEPHO
CHU3WJIMCH T10 CPaBHEHUIO € ucxomHbIMU (c 48,25+3,20
1o 41,28+2,20 r/m>7; p<0,05). ¥ 7 u3 10 manueHTOB OC-
HOBHOI Tpynibl MPU NOBTOPHOM OOCJIEIOBAHUU Yepe3
6 Mec 3adhUKCUpoBaHa TEHICHIMS K CHIDKEHUIO MHAEKCa
Macchbl MMOKAp/Ia JIEBOTO XKeJTyl0uKa, Py 3TOM Y 2 AeTei
9TOT MOKa3aTeJib CTaJl COOTBETCTBOBATh BO3PACTHOM HOP-
Me. B rpynne cpaBHeHUsI MHAEKC MacChl MUOKap/a JIEBO-
rO XeJy/I0uKa MpY 00CIeN0BAaHUM B AIMHAMUKE CHU3UJICS
He3HauuTeNbHO (¢ 45,1251+4,39 no 44,37%6,25 v/Mm>7).

IIpu npoBeneHUM TMEPBUYHOTIO CTPECC-TECTUPOBA-
HMS Y ITAIIMEHTOB OCHOBHOMW TPYITITBI ¥ IPYITITBI CPaB-
HEHUs TOJEPAHTHOCTb K JI03UPOBAHHON (U3UUYECKON
Harpyske J0CTOBEPHO He paszanyajiach, MpeBbilliaia Mo-
por 6,5 METS. IIpomoKuTeIbHOCTh Harpy3KH Y 60JTh-
IIMHCTBA JeTeil 00eux TpyIIl COOTBETCTBOBaIA MEPBON
MUHYTe 3-i1 Harpy3ouHoit ctyneHu. Kputepuem npekpa-
LIEHMST HATPY3KU U TIEPEX0/ia Ha peKMM BOCCTAHOBJICHUSI
ObLIO TOCTUXEHUE 3aIIaHMPOBAHHOM YacTOThI cepiey-
HbIX COKpallleHUH. Y BceX MallMeHTOB OCHOBHOW I'PYIIIbI
U TPYINbl CPaBHEHMS] TIPU MEPBUYHOM 0O0CI€0BAHUU

OTMeYaJiCsl TUMIEPTEH3UBHBIN BapUAHT peakiluu apTepu-
aJIbHOTO JaBjieHus Ha Harpy3ky (>180/90 Mm pr.cT.).

ITpu o6cnenoBaHNM B IMHAMUKe 4epe3 6 Mec Mpo-
JIOJKUTENIbHOCTb HATPY3KH y BCeX I€Tei, MPUHUMABIIUX
MarHepoT® (OCHOBHAsl TpyIa), yBeJIUUYWIACh [0 4-ii
crynenu. Y 8 uz 10 mauMeHToB JaHHOM IPYIINbl peakiius
apTepUaIbHOTO JIaBJIEHUsI Ha JO3UPOBaHHYI0 dusnye-
CKYyI0 Harpy3ky HopMmaiu3oBajiachk. B rpymnmne cpaBHe-
HUSI IO pe3yJibTaTaM MOBTOPHOIO CTPeCC-TeCTUPOBAHUS
TOJIEPAHTHOCTh K (PU3MUECKON Harpy3ke 3HaYUTEIbHO
He u3MeHwIach. [MnepTeH3uBHBINA MPUPOCT apTeprab-
Horo naBjieHust Habmonances B 8 u3 10 ciyyaeB. Hopmo-
TOHUYECKUI TUI TeMOAMHAMUKU Obul 3aUKCUPOBaH
y 2 nauueHToB (TadJ. 2).

IIpu npoBeieHUN MEPBUYHOTO CPeCC-TECTUPOBAHUS
y 14 13 20 maureHToB B 00€eUX rpynmnax ObUIO BbISIBJIEHO
MOCTOSIHHO COXPaHSIIOLIEeecss BTOPUYHOE YIJIMHEHUE UH-
tepBasia Q—T. VI3 HUX B OCHOBHYIO TPYIIIY MoMnanu § ye-
JIOBEK, B TPYIITYy CpaBHCHUS — 6. AHaJIW3 BIUSHUS Te-
panuu npernapaToMm MarHepoT® Ha MpoAOKUTETbHOCTh
uHTepBasia Q—7T mokas3aj, YTO BTOPUYHOE YUIMHEHUE
nHTepBasa Q— T yepe3 6 Mec MPOIOJIKAIO HAOGIIOIATHCS
B OCHOBHOIi rpymnrme TojbKo y 1 pebeHka Ha 3-ii MUHYTe
BOCCTaHOBHTEJIFHOTO Tieprona. Y BCEX MaIMeHTOB (n=6)
C BTOPWYHBIM YIUTMHeHUEM WHTepBaia O— T W3 IPyITIThI
CpaBHEHUS 4epe3 6 MeC COXpaHWIOCh YIJTMHEHUE 3TOTO
rokaszareJisi Ha BCeM BOCCTAHOBUTEJbHOM TMEPUO/IE.

Ilo pe3ysnbrataM MepBUYHOIO OOCJIETOBAHMSI CPEAHUE
3HaYEeHUs1 NpocTpaHCTBeHHOM (<80 MC) U TpaHCMYpaTbHOI
(<90 Mmc) mucnepcuii penosisipu3aliii B OCHOBHOM Tpyrire
U TPYTINE CPAaBHEHUSI 32 BECh IEPUOJI UCCIIENOBAHMSI OCTaBa-
JMCh HOpMaTbHBIMU. Yepes 6 Mec Ha (hoHe TIprueMa MarHe-
poTa IMHAMUKU CPEIHMX 3HAYEHUIN JaHHBIX MOKa3aTeseit
B OCHOBHOIA TPYIIIE U B IPYyIINe CPaBHEHUSI HE OTMEUEHO.

WHauBuayanbHbI aHaIW3 MPOCTPAHCTBEHHOM Au-
CMepCUM  pEerosisipu3aliuy 10 pe3yJbTataM  IepBUY-

Taé/lulx{a ] . HﬂHaMHKa APTEPUATIBHOIO JABJICHUA 10 JAHHBIM CYTOYHOI0O MOHUTOPUPOBAHUA APTEPUAIBHOIO JABJICHUA

Tpynna Cpok IMokazarenr  CpenHecyrouHoe AJ1* CpenHenHeBHoe AJ1* CpenHeHouHoe AJT* WHpekc
HCCIIENOBAHMSI BPEMEHU
OcHoBHasg UcxonHo CALL 121,8+16,46 118,7£15,84 102,6+15.85 80
(n=10)
OAL 69,9+14,68 74,8+12,38 59,748,65
Yepes 6 mec CAZl 113,7+£12,6 108,4+12,8 95,4+10,8 28
OAI 60,1+11,24 63,4+10,4 50,616
CpaBHeHUS UcxonHo CALL 123,6+11,58 117,6%14,75 103,7+14,78 80
(n=10)
OAL 69,4+13,5 72,4%+10,2 59,6+7,64
Yepes 6 mec CAJl 119,9+8,74 114,3+13,64 101,4+13,62 55
OAL 56,3£10,23 71,3£11,3 52,4+6,64

Tlpumeuanue. * — J1ocTOBEpHO OOJIbILIE, YEM B KOHTPOJIBHOI Tpyrine rpu p<0,05; Al — aprepuanbHoe aaBieHue; CAJIl — cUCToNIMUYecKoe apTepu-

anpHOe naBnenue; JIAJl — nuacronnueckoe apTepuaibHOE JTaBIeHUE.
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Tabauya 2. Nunamuka nokasareieil cTpecc-TeCTHPOBAHUSIA

OPUITNHAJIbHBIE CTATbU KAPAQUWOJ1IOrNs

TToka3zaresnb HcxomHo JluHaMuKa
OCHOBHasI rpyrma OCHOBHast rpyrma
rpynmna (n=10) cpaBHenus (n=10)  rpynma (n=10) cpaBHeHus (n=10)
TonmepaHTHOCTS K (husnueckoit Harpyske (METS) 9,5+1,4 9,2+1,8 11,6+1,3* 10,1+2,1
Tum reMomHAMWKY (IHUCTIO IETEH):
TUTIEPTOHUYCCKUIA 10 10 2 8
HOPMOTOHUYECKUIA 0 0 8 2

ITlpumeyanue. * — OTIIMYMS OT COOTBETCTBYIOLIMX UCXOMHBIX 3HAYEHMIA TocTOBepHbI Ipu p<0,05.

HOTO O00CJIeOBaHUSI B2 CiIydasX BBIIBWI YIUIMHCHUE
Ha 2-if MUHYTe BOCCTAHOBJICHWSI OT HOPMAaTBHBIX IMbP
1o 83 Mc ¢ mocnenyoolieil HopManu3zaiueid. Oba mauneH-
Ta C yIUIMHEHUEM ITPOCTPAHCTBEHHON AMCIICPCUN OBLIU
paHIOMU3UPOBAaHB B OCHOBHYIO Tpymiy. Ilo pesynsra-
TaM TUHAMUYIECKOTO 0OCIIeIoBaHUs OOTBHBIX OCHOBHOM
TPYIIIIEI Yepe3 6 Mec Ha hoHe TTpreMa MarHepoTa B 2 CITy-
Yasgx OblJJa OTMEYEHa HOPMAaIM3aIUs TTapaMeTpOB IPO-
CTPaHCTBEHHOM IUCITEPCUH, Y OCTATBHBIX IETeH JTaHHBIN
roKaszarejb OCTaJicsl 0e3 OTKIOHEHUI.

ITo pesysraTaM TepBUYHOTO OOCIEIOBAHMS TIPU WMH-
TUBUIYaJTbHOM aHaiu3e TPeBBIIIICHUE 3HAYSHUS TPaHC-
MYpaJIbHOM TUCTIEpCUM OBIJIO OTMEYEHO Y 4 IeTeit 10 MaK-
cumaiibHoro 3HadeHust 109 Mc Ha 1-if cTynieHu Harpysku
¢ mocaenytouein HopManuszauueid. Co 2-ii 1o 4-10 MUHY-
ThI BOCCTAHOBUTEIBHOTO TEpHOJa TpaHCMypaTbHas M-
criepcus B 4 Cydasx YBeJIWIMBAIACH JTO MaKCUMATbHO-
ro 3Hauenust 100 mc. M3 4 naiueHToB ¢ yBeJIMYEHHbIMU
3HAUCHUSIMU TPAHCMYPATBHOU THCIIEPCUM TPOE TTOITATN
B OCHOBHyI0 Tpymmy. [lo mTaHHBIM OOCIIeTOBaHUS B IIU-
HaMMKe Jepe3 6 Mec Ha (oHe TTprueMa MarHepoTa y 2 Ima-
IIMEHTOB OCHOBHOW TPYIIBI 3HAYEHWE TPaHCMYypaslb-
HOUW JWCIIepCUy Ha 3-ii MUHYTE BOCCTAHOBJICHUMSI CHOBa
MPEBBICUIIO HOPMY C MOCJENyIolleil HOopMalu3aluei.
B rpyrire cpaBHeHHSI HICXOMHBIE 3HAYCHUS TPAHCMYPaJTb-
HOW IWCIIEPCUM OILICHUBAJIUCH BBIIIE HOPMBI Y | TIaIu-
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BeccumnToMHasa acucTo s y peOeHKa ¢ KapAMOMHIMOUTOPHBIMM CHHKOIIE

T.M. llkonenxo, T.A. Tpogpumosa, M.A. IllkonvHukosa

Hay4Ho-nccnenoBaTenbCKnin KMIMHNYECKUIA MHCTUTYT negnatpum, Mockea

Asymptomatic asystole in a child with cardioinhibitory syncope

T.M. Shkolenko, T.A. Trofimova, M.A. Shkolnikova

Research Clinical Institute of Pediatrics, Moscow

YcTaHoB/IeHHE MATOreHETHYECKOT0 MEXaHH3Ma OOMOPOKOB Y 0OJIBHBIX C HapylleHHeM (PYHKIMH CHHYCOBOTO y3Ja 4acTO 3aTpya-
HEHO M3-32 CXOXKMX KJIMHMYECKUX MPOSABJIEHUI KapIUOMHIHOMTOPHBIX pedhIeKTOPHBIX CHHKONE M MpucTynoB MopraHbu—Anam-
ca—CToKCa; U3-32 HHTEPMUTTHPYIOLIETO T€YEHHSI CMHIPOMA CJIA0OCTH CHMHYCOBOTO Y3Ja; M3-32 OTCYTCTBHUS KOPPEJSAIMH MEXKIY
KJIMHIYECKHMH NPOSIBJIEHUSAMH M JUTUTEIBHOCTBIO ACHCTOIMHM B MOMEHT NMPHCTYNa. B npuBeeHHOM KIMHUYECKOM HA0.II0leHHH Jie-
MOHCTPHPYETCS TMATHOCTHYECKHIi MOMCK MEXAHM3MA CHHKONAJIBHBIX COCTOSHUIA, MPOTEKAIOUINX C ACHCTOJIHNEN, Y MOAPOCTKA C Ha-
pymiennem (GyYHKIMH CHHYCOBOTO y3/1a. B xone miureabHoro (48 mMec) KaTaMHECTHYECKOTO HAOMIONEHHs Y OOJIbHOW HEOJHOKPATHO
OBbLIM 1OKYMEHTHPOBAHBI ACHCTOJMHM B MOMEHT CHPOBOLMPOBAHHBIX CHHKONAJIbHBIX M NPEICHHKONAILHBIX COCTOSIHUIA, KOTOPbIE MO~
3BOJIAIH YCTAHOBUTD PehlIeKTOPHBII reHe3 CMHKOME (KAPAMOMHIMOMTOPHBIA THII C ACHCTOIME ). 3aperuCTPUPOBAHHBIA IPU OMO-
i neriesoro perucrparopa DKI' (REVEAL) snu3zon acucTomu AmutebHocTbio 12 400 Mc ObLT e AMHHYHBIM, HE CONMPOBOKAAICS
KJIMHIYECKHMH TPOSIBICHUSMH Y MIOITOMY He MOBJIHUSII HA TAKTHKY JaJbHEMIIero JeyeHus.

Karouegwie crosa: 0emu, CUHKONA/AbHblE COCMOAHUA, ACUCMOAUA.

1t is frequently difficult to establish the pathogenetic mechanism of faints in patients with sinus node dysfunction due to the similar
clinical manifestations of cardioinhibitory reflex syncope and Morgagni—Adams—Stokes syncopal episodes; to the intermittent
course of sick sinus syndrome; to no correlation between the clinical manifestations and duration of asystole at the moment of the
episode. The described clinical case demonstrates a diagnostic search for the mechanism of syncopal states running with asystole
in a teenager with sinus node dysfunction. A long-term (48-month) follow-up in a female patient repeatedly documented asystoles
during provoked syncopal and presyncopal states, which could ascertain the reflex genesis of syncope (its cardioinhibitory type with
asystole). A 12400-ms asystole episode recorded with ECG loop recorders (REVEAL) was single, accompanied by no clinical mani-
festations and therefore it had no impact on further treatment policy.

Key words: children, syncopal states, asystole.

Ha JOJII0 apUTMUYECKUX CUHIPOMOB, aCCOLIMUPY-
IOIIUXCS € HapylIeHueM (GYHKIIMM CUHYCOBOTO
y3J1a, Y JeTei, 110 TaHHBIM pa3HbIX aBTOPOB, MPUXOIUT-
cs ot 2,9 mo 30% Bcex HapylLIEHHMI CepAeYHOTO PUTMa
[1]. Hapyuienue ¢pyHKIIMM CUHYCOBOTO y3J1a 4acTo IMpo-
TeKaeT OECCUMIITOMHO WJIY UMeeT CIabOoBBIpakeHHBIC
u Hecnieuuduueckue nposipieHus. Hanbosee yacto 1o
>Kajnobbl Ha c1aboCThb, TMOBBIIIEHHYIO YTOMJISIEMOCTD,
IUIOXYIO TIEpEeHOCUMOCTh (pu3nueckoit Harpy3ku. CuH-
KOTIAJIbHBIE COCTOSIHUS Y JeTeil ¢ CHHIPOMOM cJiabo-
CTH CHYCOBOTO y3J1a UMeIoT MecTo B 19—25% cimydyaeB
[2, 3], Opu 3TOM pPaBHOBEPOSITEH KaK Ba3oBarajbHbIi,
TaK W apUTMOTEHHBIM TeHe3 CuHKome. He MckiodyeH
TakXe CMENIaHHBI XapakTep OOMOPOKOB C OJHOBpE-

© KonnekTtune aBTopos, 2014

Ros Vestn Perinatol Pediat 2014, 3:77-81
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125412 Mockaa, yi1. Tangomckast, 1. 2

MEHHOW peanu3alueil KapIuOreHHOro U Ba3oBarajibHO-
TO MEXaHU3MOB.

CornacHo maHHbBIM LleHTpa HapylmieHUN cepaedHO-
ro putMa Hay4Ho-mcciienoBaTeIbcKOro KIMHMYECKOTO
WHCTUTYTA TIenuaTpuu, mpu | BapumaHTe CMHIpOMa Ciia-
00CTU CHUHYCOBOTO y3Jla MMEIOT MECTO CUHKOME ped-
JIEKTOPHOTO TeHe3a, KOTOpbIe perucTpupyorcs y25%
neteit [1]. OCHOBHBIMM 3TamaMu pa3BUTUsI peduieKTop-
HBIX CUHKOIIE SIBJISTIOTCST: BO30OYXXIEHHE MeXaHO-, XeMO-
1 6apopereITOPOB U Tepenaya UMITYJIbCOB OT HUX B CO-
CYIONBUTATEIBHBINA TIEHTP U sIIpa OMyXKIaroIero HepBa
MPOJOJITOBATOTO MO3ra. OTO TIPUBOAMT K CHUKCHUIO
CHMITaTUIECKOTO TOHYCA, TPOSIBIISTIONIETOCS apTepraib-
HOW TUITOTEH3MEM, U MOBBIIIEHUIO BaryCHOIO, peajiu3y-
fomierocst Opanvkapavein u/unm acucronueit. Pediek-
TOPHBIE OOMOPOKM B 3aBUCMMOCTH OT ITPOBOIMPYIOTUX
hakTOpOB M HATTMYUS TIPOIPOMBI pa3AeSIOTCS Ha Ba3o-
BarajbHble, CUTYaIllMOHHBIC, CUHIPOM KapOTUIHOTO CH-
Hyca U aTUnu4Hble (opMbl [4].

[Ipu mporpeccpoBaHUNA CHAPOMA CIA00CTH CUHY-
coBoro ysna jao [I—IV BapuaHTa 0OMOpOKM uyailie pas-
BUBAIOTCS BCJICACTBUE DJIEKTPUICCKON HECTaOMIBHOCTH
MHUOKAapIa, acCOLMMPOBAHHOMN C aKTUBAaLlMEW Berera-
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TUBHOW HEPBHOW CHCTEMBI, YTO MPUBOANT K aCUCTOJIUU
Wi GUOPUILISILIMU KETYI0YKOB [5].

KapnuouHrubutopHeie  pedyieKTOpHbIE  CHUHKOIIE
U KJlaccuueckue npuctyrnsl Mopranbu—Anamca—CToK-
ca UMEIOT CXOXMe KJIMHMYECKUe MpOSIBJIeHUs: oba Ba-
praHTa 0OMOPOKOB MOTYT MPOBOLUPOBATLCSI 3MOLUO-
HaJIbHBIM CTPECCOM WJIM BO3HUKaTh 0€3 MPOBOKAIIUY;
B psijie cllyyaeB COIMPOBOXAAIOTCS TpaBMaTU3allUMe, Cy-
JIOpOraMu  WUJIY HETTPOU3BOJbHBIM ~MOYEUCITYCKAHUEM;
ocJjie MPUCTYIIOB HeXapakTepHa CIyTaHHOCTb CO3HAHUSI.
3anono3puTh apUTMOTEHHbIE CUHKOIE MOXHO MpU Ha-
JIMYMU TAKUX TPEJBECTHUKOB OOMOPOKOB, KaK roj0BO-
KpYyXeHHue, pe3kas ciabocTb, 3aTeMHEHUE CO3HaHWUS,
oueneHenocts. Ha 10—15-# cexyHae acUCTOJIMM BO3HU-
KaeT MoTepsl CO3HAHUSI C MOCIEAYIOIIMMU TOHUYECKUMU
1/WIU KJIOHUYECKUMU CYI0pOraMu, HAlOMUHAIOIIUMU
SNWIENTUYECKUE, HAPYILLIAETCsl AbIXaHUE, paccaadisioT-
ca cuHkTepsl. nutenpbHoCTh npuctyna MopraHbu—
Anamca—Crokca gocturaer | MUH, YMCJIO MPUCTYMNOB
KOJIEOJIETCSI OT OTHOTO 10 HECKOJIbKUX JECSITKOB MOAPSII,
pasiesIieHHBIX CBETIIBIMM TTpOMeXXyTKaMHu [6, 7]. s kap-
JNUOVHTUOUTOPHBIX CUHKOIIE, KaK MPaBWJIO, XapaKTepHO
OTCYTCTBME MpOoApOoMbl. Yalle Bcero MMET MECTO TU-
MUYHbIE TPOBOLMPYIOLIKE (PAKTOPBI: JJIUTETbHBIA OPTO-
CTa3, AyIIHbIE TOMEIIEHUSI, BEHETTYHKIIHSI.

TpyaHOCTb B yCTAaHOBJIEHUU MATOTEHETUYECKOTO Me-
XaHU3Ma CUHKOIE TMpU HapylleHUU (YHKUUM CUHYCO-
BOT'O y3Jla COCTOMT €Ill€ U B TOM, UTO TEYeHUE CUHIPOMA
€1a060CTH CUHYCOBOTO Y3J1a MOXET HOCUTb UHTEPMUTTU-
pYIOILIUI XapakTep, Koraa OpanuapuTMUsT BbISIBJASIETCS
HE MPU KaKJAOM OOCJIeNOBAaHUM, aTakXKe B OTCYTCTBUE
KOPPENSIUUM  MEXIY BbIPAXKEHHOCTbIO OpaauKapauu,
JUTUTEJIbHOCTBIO aCUCTOJIUU U KIMHUYECKUMU MPOSIBIIe-
HUSIMU [4].

«30JI0TBIM CTAaHIAPTOM» TUATHOCTUKU TTPUIWH CHH-
KOTe MpUHATO cuuTaTh peructpainuio DKI B MOMeHT
MpUCTYNa TMOTepU CO3HaHUA. B cilyyae OTHOCUTENBHO
penkux (pexe 1 paza B Helie110) 0OMOPOYHBIX COCTOSTHUIM
5TO CTAJIO0 BO3MOXHBIM Os1aroapsi BHEAPEHUIO B MPAKTU-
KY UMIUTAaHTUPYEMbIX YCTPOUCTB IJIUTENbHOTO (110 3 JIeT)
MoHutopupoBaHuss OKI — rmerneBbIX perucrpaTopon
OKI (REVEAL). REVEAL npencrapisier codoit mpsiMo-
yroJibHOe 0€33JIEKTPOIHOE YCTPOMCTBO Maccoii 17 1, obec-
Me4YrBaolilee HeMPEPbIBHYIO PErUCTPALIMIO OJHOKAHATb-
Hoiit OKT. B mamsiTu ycTpoiicTBa MOXET ObITh COXPAHEHO
1o 22,5 muH 3anuceit DKI-31n130m0B, aKTUBUPOBAHHbBIX
rmanyeHToM, 1 1o 27 MuH 3anuceit OKI-a3nu30m0B, aBTO-
MaTUYECKU IETEeKTUPOBaHHBIX ITpubdopom [9].

Lenb paboTel — MPOAEMOHCTPUPOBATH NTUATHOCTU-
YECKUI TMOUCK MeXaHM3Ma CUHKOMAIbHBIX COCTOSIHUIA
1 OLICHUTD PE3YJIbTaThl KATAMHECTUUECKOTO HAOII0NEHUSI
MOAPOCTKA ¢ HapylleHueM GyHKIIMKA CUHYCOBOTO y3J1a.

Ha6mopnenue. Jlesouka K., 1995 . poxaeHuUs mocTy-
nujia B KJIMHUKY B Bo3pacTe 14 jieT ¢ xkajaodbamMu Ha Mpu-
ctynbl otepu co3HaHusi. C 3 no 14 et 5 pa3 B HeAelIO
1mo 2,5 4 OHa 3aHMMajach aKpoOATUYECKUM POK-H-PO-

OPUITNHAJIbHBIE CTATbU KAPAQUWOJ1IOrNs

oM. OO1ast Harpy3ka coctaBujia 7150 criopTUBHBIX Ya-
COB.

BriepBele TIpHMCTYIT TIOTEpM CO3HAHMS Y peOCH-
Ka BO3HHUK BBO3pacTe 7JieT Ha (hOHE TUTIEPTEPMUU
1o 37,4°C. Bropoe cMHKONaJIbHOE COCTOSIHUE Pa3BUIIOCH
B Bo3pacTe 9 JieT B ITOKOe B TojioxkeHUM cunsd. [laneHue
TPUBEJIO K TPaBMAaTU3aIlu1 MSTKUX TKaHel rojioBsl. Tpe-
TUI 3TTU30/1 UMEJT MECTO B Bo3pacTe 13 JIeT, BO3HUK TaKXkKe
B TIOKOE B TIOJIOKCHUW CUISI, COTIPOBOXIAJICS «XPUIISI-
KUM» IbIXaHueM. Bce 0OMOpoKM npoTekanu ¢ mpeaBecT-
HUKaMU (TOJIOBOKPYKEHUE, C1abOCTh), COMMPOBOXAAUIUCH
GJIETHOCTHIO, OBITM KPATKOBPEMEHHBIMU, CO3HAHUE BOC-
CTaHaBJIMBAJIOCh CAMOCTOSITENIBHO, 11OCIE 0OMOPOKOB OT-
MEeYaJIoCh YIOBJIETBOPUTEIBHOE CAMOUYBCTBHUE.

ITo noBogy cuHKoIE eBOYKa HabJoAanach HEBpOIla-
TOJIOTOM MO MECTY XXUTeJabcTBa. ExeromHo mnpoBoauiach
9JIeKTpOo3HIIeasorpadusi, MaTojJoruu He ObLIO BbISIBICHO,
JileyeHue He nonyvana. Ha crangaptHoit OKI, BriepBble BbI-
MOJIHEHHO! B Bo3pacte 13 JieT, perucTpupoBaiach yMepeH-
Hasl CHHYCOBasT apUTMUSI C TCHICHITNE! K OpaarKapIum.

[Ipy rocUTanu3alii B OTOEJIEHWE KIMHWYECKON
W MHTEPBEHIIMOHHOW apuTMosiornu LleHTpa HapyireHui
cepaeuHoro putMma Babrycte 2010 . B Bo3pacte 14 ner
OTMEYECHO, YTO PeOCHOK IPAaBWJIBHOTO TEJIOCTOXEHHS,
VIOBJIETBOPUTETBHOTO TTUTaHUsA. PocT 166 cm (75-1i miep-
LIEHTWIb BO3PACTHOTO paclpeleieHus rokasaTes),
macca 53,7kr (50-if meplUeHTWIb BO3paCTHOTO pacripe-
neeHusT Tokasaresi). KokHble TOKPOBBI W BUIUMEIC
CTM3UCTBIC PO30BBIE, YUCTHIC. [IbIXaHWe BE3UKYJISIPHOE,
PaBHOMEPHO ITPOBOIUTCS BO BCE OTHEIIBI, XPUITHI HE BBI-
ciaymuBatorcs. Yactota mpixanus 16 B muHyTy. [lep-
KYTOPHO TpaHUIIBI cepilla He M3MeHeHbl. TOHBI cepaiia
3BYYHBIC, PUTMAYHBIC, YACTOTA CEPACUHBIX COKPAIICHUI
64 B MUHYTY, apTepraibHoe maBieHuwe 110/53MMm pT.CT.
ZKuBot msrkuii, 6e300/Ie3HEHHBIN, TIeYeHb U CceJie3eHKa
He nanbnupytotcs. Ctyi, nuype3 B HopMme. broxumude-
CKUe TTapaMeTphl KPOBU, OOIINE aHATU3Bl KPOBU U MOYH
0€e3 maToJIoruu.

Ha OKT peructpupoBaicsi mpeacepaHblit puT™ C ya-
CTOTOW 52 B MUHYTY, BbIpaXeHHas1 Opagukapaus (MeHee
2-10 MEPUEHTUISI BO3PACTHOTO paclpeleseHus nokasa-
tens). I1o nanusiM OKI-uccnenoBaHust npu3HaKoOB BpO-
XIEHHBIX TIOPOKOB CepIlla He BBIABICHO. YCTaHOBJICHA
MUHUMaJIbHasE aopTajibHAas HEIOCTaTOYHOCTh, KilamaH
AOPTHI TPEXCTBOPYATHIM, CTBOPKM HE M3MEHEHBI. Mop-
dbomMeTprueckre TapaMeTphl Cephlla, COKpaTHTETbHAsI
byHKIIMS MUOKap/a B TIpeieiax HOPMEI.

TpeaMMI-TeCT TIOKa3al OTCYTCTBUE HapyIICHUIA
CepIeYHOT0 PpUTMA W MTPOBOINMMOCTH, THIT T€MOIWHA-
MUKW TIpU (GUBUYECKONW Harpy3ke HOPMOTOHWUYECKHIHA,
TOJIEPAHTHOCTh K (PM3MUECKON Harpy3ke HOpMabHasl.
[Ipy mpoBemeHUM  XOJITEPOBCKOTO MOHUTOPHUPOBAHUS
OKI' BTeueHHE CYTOK pPErMcTpUpoOBajach yMepeHHast
OpamMKapaus, SITU30Ib6I MUTPAIIUKA BOIUTENS puT™Ma. Pe-
3yJIbTaThl XOJATepOBCKOro MoHutopuposanust DKI' B au-
HaMWKe TIPe/ICTaBICHBI B TAOJIHIIC.
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ITpu npoBeieHUM  KJIMHOOPTOCTATUYECKOM  MPOOBI
Ha 7-#i MUHyTe OpTOCTa3a y OOJbHON pa3BWIOCH MpEI-
CUHKOMAJIbHOE COCTOSIHME, KOTOPOE COMPOBOXIAIOCH
CHIDXKEHUEM apTepUalIbHOTO JaBjieHus 10 74/48 MM pT.CT.,
Ha OKI peruvcrpupoBaiach CHHYcOBasi Opagukapausi ¢ ya-
CTOTOM CepIeYHbIX COKpaIeHU 57—65 B MUHYTY. YcTa-
HOBJIEH aCUMMATUKOTOHWYECKUI BapUaHT KJIMHOOPTO-
craruyeckoit mpoobl. [1pu mpoBeaeHUN NPOBOKALIMOHHOM
BEreTaTMBHOI MpPOObI C BEHEMYHKIIMEN Y pebeHKa pa3Bu-
JIOCh MPEACUHKOIATbHOE COCTOSIHUE, B MOMEHT KOTOPOTO
Ha OKI' noKkyMeHTMpOBaHa OCTaHOBKA CUMHYCOBOTO Y3ja
IUINTEIBHOCTBIO 2824 Mc.

Ha ocHoBaHuM pe3yabraToB NPOBEAEHHOTO 00CIen0-
BaHUs1 ObUI MOCTaBJIEH MpelBapUTEbHBIN 1UarHO3: CUH-
JIPOM CJIabOCTU CUHYCOBOTO y3ia, | BapuaHT (cUHYcoBast
Opanukapausi, 3MU30[bl MUTPALMKA BOMUTENS] PUTMA),
BEreTOCOCYIMCTAas IUCTOHUS IO BATOTOHUYECKOMY TUITY.
[eHe3 cuUHKOMAIbHBIX COCTOSIHMI HeE yAaJIoCh YCTaHO-
BUTb.

C LeNblo  BBISIBJIEHUSI CKPBITBIX HapylIEeHWH cep-
JIEYHOTO PUTMA, WCKJIIOUYEHUsI apUTMOTEHHOro TreHes3a
0OMOpPOKOB PEKOMEHJIOBAHO TMPOBENEHUE BHYTpHUCEP-
JIEYHOTO  JIEKTPO(PU3UOJOTUUECKOTO0  MCCIIeAOBaHUS,
umraHTanus retiaeBoro perucrpatopa OKI' (REVEAL).
OT npoBeicHUsI WHBA3UBHOTO 3JIeKTpodunoaornye-
CKOTO HCCeNOBaHUSI POAUTENN OOJIbHOM OTKa3aJuCh.
B otaeneHuun Xupypruyeckoro JeyeHust CJI0XKHbBIX Hapy-
IIEHUI CEepIeYHOro PUTMa U DJIEKTPOKAPAUOCTUMYJISI-
LI U MO/ MECTHOI aHEeCTe3rel BbIMOJHEHA UMIIaHTALIUS
3anucbiBatolliero ycrpoiictsa REVEAL XT 9529.

Butone 2011 r. yOGonbHON pa3BUIOCh IPEICUHKO-
MajbHOE COCTOSIHWE B IOJOXEHUM Jiexka Ha hoHe po-
TaBUpycHoW HHdeK1uu, pBoThl. [Ipy CYUTHIBAHUM WH-
dopmaiiuu ¢ REVEAL B MOMEHT mnpencuHKONaJbHOTO
coctosiHus Ha KT 1oKyMEeHTHMPOBaH KacKaj aCUCTOJIUA
npogockuTenbHocThio 2100, 4600 m 3500 Mc 3a cuer
OCTaHOBKM CUHYCOBOTO y3J1a.

IIpu TOBTOPHOM TIPOBEACHWM THJIT-TecTa (depes
1 rox nocie mepBUYHOrO 00caenoBaHust) Ha 40-it MUHYTE
0pTOCTa3a Pa3BIWIIOCh TUMTUIHOE CHHKOITATBHOE COCTOSI-
HHE, KOTOPOe COMPOBOXIAJIOCh TOHUYIESCKIUM HaIpsiKe-
HHEM MBI TYJ0BHUILA U KOHeuHocTel. [lepen ooMopo-
KOM JIeBOYKa TIPEAbSIBIISIIIA XKATOOB! Ha TOJIOBOKPYKEHUE.
B MOMEHT TOTepM CO3HAHMSI OTMEYaIOCh CHUXKEHUE
JacTOTHI CEPIEYHBIX COKpAIICHUH 0 42 B MUHYTY C TIO-
CJIeyIOIIMM KacKaloM acUCTOIUHI JIUTeabHOCThIO 3080
1 8229 Mc 3a cyeT 0CTaHOBKW CUHYCOBOTO y3ia (puc. 1).
3a50 caomnoTepu CO3HAHUS apTepuabHOE NaBJIeHUE
HayaJlo CHIKAThCS W TIepell Pa3BUTHUEM aCHCTOJUU CO-
craBuio 87/28 MM pr.cT. JIJIUTEILHOCTh CUHKOIE — He-
CKOJIbKO CEKYHI. ApTepuaibHOE IaBJIIEHWE BOCCTaHO-
BWJIOCH IO HOPMAaJIbHOTO 3HAYeHMS uyepe3 1 MUH Tociie
MpeKpaIIeHNs] UCCIeNOBaHUs, YTO KIIMHUIECKU COITPO-
BOXIAJIOCh HOpMaTN3allield CaMOIyBCTBHS.

B cBsI3M ¢ HaJIMIMeM yMepeHHOU OpaavuKapauu, Iie-
PUOIOB MUTPAIIM BOOUTENST PUTMa, 3apeTUCTPUPOBAH-
HOW acCHCTOJIMY B MOMEHT WHAYIIMPOBAaHHBIX BEreTaTHB-
HBIMU TIPOOaMHM CHHKOITATBHBIX W MPEICUHKOMAIBHBIX

YCC 42 ya/MuH

|
" Ry

acUCTONMA

Puc. 1. ®parment DKI' (oreenenue II), 3aperncTpupoBan-
HbIii B MOMEHT NPUCTYNA MOTEPH CO3HAHUSA B XO/I€ BbINOJIHEHUS
THIT-TECTA.

Ilepen obMopokom uyacToTa cepaedHbix cokpaiieHuii (YCC)
CHUXaeTcs 10 42 B MUHYTY, Ha (DOHE MOTEpU CO3HAHMS PETHU-
CTpUpYyeTCs Kackaz acuctonuii mmrenbHocThio 3080 u 8229 mc
3a CUET OCTAHOBKM CMHYCOBOTO Y3J1a.

Tabnuya. TunamMuka napaMeTpoB X0J1TepoBcKoro MonuTopuposanus DKI onbnoii K.

[Tapametp 28.04.10 04.08.10 31.10.11 02.11.11 14.08.13 14.01.14
YCC B MUHYTY:

CPEIHSIS JHEBHAST 71* 72%* 72* 79* 81%* 76**
CPEIHSIS HOYHAS 58* 60* 54* 63* 59## 57%
MaKCUMaJIbHAS 149 129 122 116 133 169
MUHUMAJIbHAST 42 46 40 49 50 46
LlupkanHbIil THAEKC 1,25 1,20 1,33 1,25 1,37 1,33
MakcuMyM I1ay3bl puTMa, MC 1667" 1507 2824711 1641 1580"" ?
OCTaHOBKY CUHYCOBOTO y371a/ — — + — — —
CHHOATpUAJIbHbIE OJIOKaIbI

AB-6nokana I crernenun — — — + + ?

[pumeuanue. * — Hopma 91 B MunyTy; ** — HOpMa 85 B MuHyTY; * — HOpMa 70 B MuHyTY; ** — HOpMa 65 B MuHYTY; ~ — HOpMa 1o 1500 mc; ** —

AAA

HopMa 10 1750 mc;
AB — aTpvOBEHTPUKYJIIpHAs.

— OCTaHOBKa CUHYCOBOTO y3Jla B MOMEHT MpeicuHKoIe npy B3sTUU KpoBr. YCC — yacToTa cepieuHbIX COKpaLeHMIf;
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COCTOSIHUI JUAarHOCTUPOBAH CUHAPOM CJA0OCTU CHUHY-
coBoro ysna, | BapuaHT; BereTococyaucTasi AUCTOHUSI
10 BArOTOHMYECKOMY THUITY; CUHKOMNAJIbHbIE COCTOSIHUSI
pediekTopHOro reHe3a (KapIMOUHTMOUTOPHBIA TUIT
c acucrojueit). JlaHpl peKOMeHIalM 110 HeMeInKaMeH-
TO3HOI MpoduiakTiKe PEeLUIMBOB CUHKOMAIbHBIX CO-
CTOSIHUI: M30eraHue MpoBOLMPYIOIIMX (aKTOpoB, Mpe-
JIOTBpPAILlEHUE CUHKOTIIE TTPU MOSIBJIEHUU MTPEIBECTHUKOB,
TIPUEMBI IIPOTUBOCTOSTHUS, TUIT-TPSHUHTH, YBEIMICHUE
MOTPEOJCHUsT COJMM U KUAKOCTU, HOLIEHWE KOMIIpEC-
CUOHHOTO TpUKOTaxa. HazHaueHbl Kypchl MOJUKOMITO-
HEHTHOUN HeilpoMeTabonyeckoi Tepanuu (OejiaTamMu-
HaJl, aMUHAJIOH, TJTyTAMUHOBAsI KUCJIOTA).

ITpu cuuthiBanuu uHbopmauuu ¢ REVEAL uepes
3 rona mocjie UMIUIAHTAllMM B aBTOMAaTUYECKOM peXuMe
3aperucTpupoBaHa 6ecCUMNTOMHAsT ACUCTOMS (TPOAO-
KUTEJbHOCTBIO 12 400 Mc 3a C4eT OCTAHOBKU CUHYCOBOTO
y3/1a), B MOMEHT KOTOPOii peOeHOK 60ApCcTBOBAN (pUC. 2).
IIpu koHTpoOse cocTosiHusl pebeHka B siHBape 2014 r
rnocje KypcoB HEWpOMeTa0OJMYECKOW Tepamuu Xajob
Ha repuonbl €1ab0oCTU, CUHKOMAIbHbIE W MPEACUHKO-
nanbHble cocTosiHUs He 6bu10. Ha OKI peructpuposai-
Csl CUHYCOBBIIl pUTM ¢ yactoTtoit 78—82 B MuHyTy (50-ii
MEePLUEHTWIb BO3PACTHOTO pacIipeneeHusl mokKas3aress).

- """\_-,"5“‘"7».""'"'ujf""";.;""'f""“.u'u'?""*f'-_, ~4 -
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Puc. 2. ®parment DKT, 3aperucTpUpOBAHHbIIi TIETIEBbIM Per-
ctparopom DKI' REVEAL B nepuos 601pcTBOBaHMS.

A — TIOCTENEeHHOe CHUXEHUE YaCTOThl CepIAEUHbIX COKpalle-
Huit (HCC) cunycoBoro putMma 10 39—48 B MmuHyty; b — acu-
croaust 12 400 Mc 3a cueT OCTaHOBKM CHMHYCOBOTO Y3Ja C I10-
CJIeYIOUIMM BbICKAJIb3bIBAIOIIMM KOMIUIEKCOM C May30ii puTMa
2685 Mc. CrioHTaHHOE BOCCTAHOBJIEHWE CHHYCOBOTO pUTMa
¢ UCC 35—55 B MUHYTY.

OBCYXKJIEHUE

B npuBeaeHHOM KJIMHUYECKOM HaGIIOAEHUN IEMOH-
CTPUPYETCSl TMATHOCTUYECKMIA IMOMCK MEXaHHM3Ma CUH-
KOIMAJIbHBIX COCTOSIHUM, MPOTEKAIOUIMX C aCUCTOJIMEI,
y MOJAPOCTKA C HapyllleHreM (DYyHKIIMYU CUHYCOBOTO y371a.

[pu mepBUYHOM aHAIM3e KIMHUYECKUX TPOSIBIIC-

OPUITNHAJIbHBIE CTATbU KAPAQUWOJ1IOrNs

HUIT 0OOMOPOKOB OMHO3HAYHO OIPEICIIUTh WX MTaTOTeHe3
He TIPEACTaBISUIOCh BO3MOXHBIM. OTCYTCTBUE BUIMMBIX
TTPOBOLIMPYIONINX (haKTOPOB, HAIMYWE TPEIBECTHUKOB
B BUIE CJIA0OCTH U TOJIOBOKPYKCHHS, ITOTeps] CO3Ha-
HMS B ITOJIOKEHWM CUJIsI, TpaBMaTU3aIUsI BO BpeMs 00-
MOpPOKa, KPaTKOBPEMEHHOCTh OOMOPOYHBIX COCTOSTHUI
MOTYT OBITh XapaKTEePHBI Kak JUTA peICKTOPHBIX, TaK
W IUTSI apUTMOTEHHBIX CHHKOITE. BEISIBJICHHOE YMepeHHOe
HapylieHre (GYHKIIMU CUHYCOBOTO y3Jia He ITO3BOJISLIO
HCKITIOUYUTH apUTMOTCHHBIN TeHe3 CUHKOIIE, B TO BpeMsI
KaK pa3BUTHE TIPEACUHKOIIE B MOMEHT KIMHOOPTOCTA-
TUYECKON TPOOHI C ypeKEHWEM CEepIeYHBIX COKpaIe-
HUI 10 65—57 B MUHYTY W CHIKCHUEM apTepUaIbHOTO
naBjieHus 1o 74/48 MM PT.CT. yKa3bIBajJo Ha BO3MOXHBIN
pedIeKTOPHBIN MeXaHU3M 0OMOPOKOB. OTpHUIIATETBHBIN
pe3yIbTaT TWIIT-TECTa TaKKe He MO3BOJST UCKITIOYHUTH
pedIeKTOPHBIT KOMITOHEHT B ITaTOT€HE3¢ CUHKOITaIh-
HBIX cocTosTHUIA. C T1eJTbIO BBISIBJICHUST CKPBITHIX HapylIIle-
HWI CepIeYHOTO PUTMA IMPOBEIeHA UMIIAaHTAITUS TIeTIIe-
Boro peructparopa DKI' (REVEAL).

ITpu nocnenytoiieM HabAOAEHUU U 00C/IEOBAHUU
OBITM 3apETUCTPUPOBAHBI ACUCTOJIMM, aCCOITMUPOBAH-
HbBlE C MHAYIIUPOBAHHBIMU TIPEACHHKOITC B MOMEHT Be-
HenmyHKUMU (2824 MC) U CUHKOIE B XOJ€ BBIMOJHEHUS
Tuit-Tecta (3080 u 8229 mc). Takum 06pa3om, ObUIH TTO-
JIy9eHBI TaHHBIC, CBUICTEIBCTBYIONINE O PehIeKTOPHOM
MeXaHU3Me OOMOPOKOB.

PasnmnuHbie BapuWaHTHI OTBeTa Ha TWIT-TECT Y IOMI-
pOCTKa B IIPMBEICHHOM HAOMIOACHUN BIIOJTHE 3aKO0-
HOMEpHBI.  BOCTIpOM3BOAMMOCTE  TTOJIOKUTEIEHOTO
pesyibsTaTta TWIT-TecTa y aetedt mocturaet 74-88%, ot-
putiatessHoro — 84 % [9, 10]. Ilpu 3TOM acucTonus Boc-
TIPOM3BONMUTCS TOJMBKO B 36% citydaeB, a B 24% ciydaeB
WMEET MECTO TIOJOXWTEIbHBIA pe3yJabTaT THIT-TecTa
0e3 peructpauuu acuctoiauu [11]. BeposgTHocTh crioH-
TaHHOTO KapIUOWHTMOWTOPHOTO CHHKOIE Y OOJTHHBIX
C KapIMOMHTHUOUTOPHBIM OOMOPOKOM, WHIYIIMPOBaH-
HBIM TIpM TIPOBEICHUH TUIIT-TecTa, gocturaet 80% [12].
CrnemoBaTeIbHO, TTIOBTOPHOE IIPOBEICHUE THIIT-TECTa
11e71ec000pa3HO OOIBHBIM C HEYCTAHOBJICHHBIM MEXaHU3-
MOM CHHKOIIE ITOCJIe TIEPBUIHOTO 0OCIICIOBAHMSI.

Onnum u3 cumntoMoB [V BapuaHTa cuHapoma ciia-
6OCTH CHUHYCOBOTO y3Jia SIBJISIETCSI aCTCHUYECKUI CUH-
IIPOM, CHIDKEHHME KOTHUTUBHBIX OYHKIWI B CBSI3U
C XpOHUYECKOM TMIIOKCUEN, aCCOIIMMPOBAHHON C YaCThI-
MU JIJUATEIbHBIMU acuctoinusimu [7]. B Hamem ciyuae
3a 3 rona HermpepbIBHOM perucTpaiuu DKI npu momoriu
REVEAL y noapocTka nMean MECTO BCEro JBa 3Mu30/1a
IUTUTETbHOUM aCUCTOJIMM, TP HEOTHOKPATHOM TIPOBEIe-
HMH XOJITepOBCKOT0 MoHUTOpHpoBanus DKI oTcyrcTBO-
BaJI TIPU3HAKY TIPOTPECCUPOBAHUS CHHIPOMA CIa00CTH
cuHycoBoro y3yia. Ha ¢poHe KypcoB MOJTMKOMIIOHEHTHOM
HEeMpOMeTaboIMUeCKON Tepanmuyd Y JCBOYKM MCUE3ITU
XaJIoObl Ha YacTyIO TOJIOBHYIO OOJIb, TOJIOBOKPYXXEHUE
P TIEpeXofic B OPTOCTa3, METCOYYBCTBUTEIHHOCTE,
IJIOXYI0 TIEPEHOCHMMOCTD IYITHBIX TOMEIeHUN. Takum
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00pa3oM, YYMTHIBasl BBIIIECKA3aHHOE, MOXHO CleJaTh
BBIBOJI O HAJTMYMU BETreTaTUBHON TUCGHYHKIIMY B cOUETa-
HUU ¢ IUCGHYHKIMEH CUHYCOBOTO y3J1a M O pedIeKTOp-
HOM MeXaHU3Me CUHKOIIE.

IMpu onpeneneHnn JajabHENIIEH TaKTUKU JIEYECHUS
MOMOOHBIX OOJIBHBIX O0CYXKAAeTcsl BOIPOC O HEO0OXO-
IUMOCTH WMMITIAHTAIUA 3JICKTPOKAPIUOCTUMYJISTOPA.
CoriacHO peKoMeHmalusIM AMEpPUKAHCKOTO 0O0Ile-
cTBa Kapauosioros [13], aOCOMIOTHBIMU TTOKa3aHUSIMU
JIJIST TIOCTOSTHHOM ~ 3JICKTPOKAPANOCTUMYJISIIUM  B3PO-
CIIBIM OOJIBHBIM € pe(JIeKTOPHBIMUA CHHKOIIE SIBJISIOT-
csl: CUHIPOM KapOTHIHOTO CHUHYca C acucToiueit >3 c;
pEeLUMAUBHUPYIONIE KapAUOWHTUOUTOPHBIE OOMOPOKM
0e3 YETKMX MPOBOLUPYIOMUX (HAaKTOPOB C ACUCTOJIUEH
23 c. Torna xak B abCONIOTHBIE TMOKa3aHUS K MMILIaH-
TallUd 3JEKTPOKAPIMOCTUMYJIATOpA JUIS IeTei BKITIO-
YyeHa TOJbKO CHUMITOMHAs OpamuKapaus/acuCTOIUs
MY CUHAPOME CJIabOCTH CUHYCOBOTO y3ima. B Hamem
clydyae OTCYTCTBOBAIM MPH3HAKU TIPOTPECCUPYIOIIE-
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TO HapylleHWs] GYHKIIMM CUHYCOBOTO y3Jia, OOMOPOKH
0oJbHasT Bcerna NpemdyBCTBOBAIA, B CBSA3U C 3TUM ab-
COJIFOTHBIC TTOKA3aHUS [UISI UMITIAHTAIlUNA 2JIEKTpOoKap-
TUOCTUMYJISITOPA OTCYTCTBOBAJIH.

3aperncTpupoBaHHasl B XOle JUIUTEIHEHOTO MOHU-
TopupoBaHuss OKI acucronusi MpoaoKUTEIbHOCTHIO
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OPUITNHAJIbHBIE CTATbU HE®POJIOrns

HacnencTsenHbie 3a00/ieBaHus M0YEK, MPOTEKAOIINE C reMaTypueii

M.C. Henamosa, B.B. lnun

Hay4Ho-nccnenoBaTenbCKnii KNMMHNYECKUIA MHCTUTYT neanatpum, Mocksea

Hereditary kidney diseases running with hematuria

M.S. Ignatova, V.V. Dlin

Research Clinical Institute of Pediatrics, Moscow

Ha ocHoBaHMHE COOCTBEHHBIX MCCIEIOBAHMIA M JAHHBIX JIMTEPATYPbI PACCMOTPEHBI COBPEMEHHBIE NPEICTABIEHHS O HACIEACTBEHHBIX He-
(hponaTusaX, MPOTEKAIOIMX C FeMaTypHeil, — CHHAPOMe AJIbIIOPTA, 00JI€3HH TOHKUX 0a3aIbHBIX MemOpaH, C3-nioMepyiioHedpure u ap.

Karouegvie crosa: demu, eemamypus, cundpom Anvnopma, 601e31Hb MOHKUX 6a3anbhbix Memopar, C3-enomepyronedpum, MoseKyasip-

Has ceHemuka.

Based on their studies and the data available in the literature, the authors consider current views on hereditary nephropathies running
with hematuria, such as Alport syndrome, thin basement membrane disease, C3 glomerulonephritis, etc.).

Key words: children, hematuria, Alport syndrome, thin basement membrane disease, C3 glomerulonephritis, molecular genetics.

reMaprquKne HedpomnaTuu, MO-BUAUMOMY, UMe-
€T CMBICJI CTaBUTh Ha ITIEPBOC MECTO CPemy Haclell-
CTBEHHBIX HedponaTuit, Tak Kak yxe B 1902 . L. Gutrie
oTMcaJl ceMeiHBIN cityyait reMatypun. HacenctBeHHast
reMatypuyeckas Hedporatds He penkocTb. B pazmmy-
HBIX permoHax oHa BcTpedaercs B 1—10% ciyuaes [1].
[IpocnenuB 3a TeueHMEeM 3a00JIeBaHUS B CEMbE, KOTOPYIO
Habmonan L. Gutrie, A. Alport B 1927 . obpaTui BHU-
MaHHMe Ha JacToe COYeTaHWe TeMaTypUuu C TYTOYXOCTBIO
Y pa3BUTHEM YPEMHUU Yallle Yy MYXKIUH, YeM Y KCHIITIH.
C uMeHeM AJBIIOpTa CBSI3BIBAIOT B TIOCTICAYIOIINE TOIBI
Ha3BaHUE HaCJIEeICTBEHHOro HedpuTa — CUHAPOM AJlb-
Topra.

H3zBecteHn nucmopdusm sputpouutoB [2]. OcobeH-
HO SIPKO OH BBIpaXXeH Y OOJBbHBIX C HACJIeICTBEHHBIMU
HedbpomnartusiMu. OfHAKO HaM MPUXOAWIOCH HAOJIO-
JaTh TUIMMYHYIO KapTUHY THUCMOp(U3Ma 3pUTPOIUTOB
u npu HepporuyeckoM cuHapome [3]. Jducmopdusm
BO3HUKAET ITPU TPOHUKHOBEHUHN SPUTPOITUTOB dYepe3
WCTOHUYEHHYIO TJIOMEpYJISIpHYI0 Oa3alibHyl0 MeMOpaHy.
B 80-e rogwl npouoro crojerus L. Jai-Trung u coaBT.
(1983) [4] skcnepUMEHTaNbHO TOKAa3aiu, Kak Mpouc-
XOIWT TIPOHWKHOBEHUE SPUTPOIIMTOB Yepe3 TIIOMepy-
JISIpHYI0 0a3ajibHYI0 MeMOpaHy, a B Hayasie X XI Beka aTo
OBIJIO TIOATBEPKACHO IPU JIEKTPOHHON MUKPOCKOITHH
rmouyeyHoro ouonTarta [5].

Mukpockonuueckas

reMatrypusi  TJIOMepYJIsipHOM

© M.C. UrHatoBa, B.B. AnuH, 2014

Ros Vestn Perinatol Pediat 2014; 3:82-90

Anpec ais koppecnionnenimu: MirnatoBa Maiist CepreeBHa — 1.M.H., Tipod.,
IJI.H.C. OT/IEJICHHUS HACIIEACTBEHHBIX U PUOOPETEHHBIX GoJie3Heit moyek HayuHo-
HCCIIENOBATEIbCKOTO KIIMHMYECKOTO MHCTUTYTA TIeUATPUI

JnvH Brnamumup BuktopoBuy — A.M.H., ipod., 3aB. yKa3aHHbIM OTEJCHUEM

MPUPOABI XapaKTepHa ISl TeTePOTeHHOUW TPYIIITBI CO-
CTOSTHUM, KOTOPBIE MOTYT OBITh JTUOO CITOPATMYECKIMU
U TIPUOOPETCHHBIMM, JINOO CeMEMHBIMYM W HACIEACTBEH-
HBIMU, 00YCIIOBJICHHBIMU pa3HBIMU TeHaMu. HekoTopsie
W3 5TUX TeHOB JI0 CHUX IOp Henu3BecTHHI. HaceacTBeHHBIE
00JIe3HN MOTYT MMETh XapaKTep JTOMWHAHTHBIX, KOrna
TTPOVMCXOMNT Iepeada MyTaHTHOTO TeHa KaK OBl «I10 Bep-
TUKaJIW» W 9acTOTa IMOpakeHHbIX mocturaeT 50%; pe-
IIECCUBHBIX, TIPY KOTOPHIX 0OJIe3Hb pa3BUBACTCS KakK ObI
MO «TOPU3OHTAIN», C YACTOTON TMOPAXKEHHBIX CUOCOB
25% W CLIETUIEHHBIX C X-XpOMOCOMOIi, Korma 60Jie3Hb
OT OTIIA TIepeaeTcsT TOJIbKO JoYepsiM. DTOT BapWaHT I1a-
TOJIOTUY XapaKTePEeH ISl CHHIPOMa AJIBITOpTa.

CunapoM Anbnopra (HacjieaAcTBeHHbIH HepUT) — He-
WMMYHHasI TCHeTUYECKU TETePMUHUPOBAHHAST TIIOMEpY-
JoTIaTHsl, 00YCIOBJICHHASI MyTallie i TCHOB, KOMUPYIOIINX
kosutareH IV Tura 6azaibHbIX MeMOpaH, IPOSIBIISTIOIIASICS
reMatypueil W/VuId IPOTEeMHYPHE, TIPOTPEeCCUPYIONITIM
CHITKEHUEM TTOYCYHBIX (GYHKINI, HEPEIKO coveTarola-
sICSl C TIATOJIOTHEH cilyXa W 3peHus. BriepBble ciydau ce-
MeiiHol remaTypuu Obuth onvcanbl B 1902 . B oteuect-
BEHHOM JINTEPAType BIIEPBBIE IIOAPOOHOE OITUCAHUE ITOTO
3a00s1eBaHU MTOSABUIIOCH B 60-¢ Tombl XX Beka, a B 1978 T.
OblIa 3allMIIeHa JoKTopcKas nucceptanus B. B. dokee-
BOI, TIOCBSIIIIEHHAs! KIIMHUKO-JIAOOPaTOPHBIM TTPOSIBIIC-
HUSAM HacliencTBeHHoTo Hedputa. Bosbiioe BHMMaHUE
oOpaliajioch Ha BHEIIHME CTUTMbl AU33MOpHOreHesa,
KOTOpBIE BJIMTEPAaType OOBIYHO O0O3HAYAIOTCS MaJIbI-
MM aHOMaJUSIMU pa3BuTHs. Ellle 10 OTKPBITUS MyTalluu
TeHOB, OTBEYAIOIINX 3a CTPYKTYPY W (PYHKIIMIO OIHOTO
13 IJIaBHBIX KOMIIOHEHTOB 0a3aTbHBIX MeMOpaH — KOJI-
nareHa IV turma, Hamy paGoThI, Kacarolmecss CTPOCHUS
TJIOMEPYJISIpHOI 0a3aibHOM MeMOpaHBI U BBISIBICHHBIX
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crienuuIecKuXx OMOXMMHUYCCKUX CHBUTOB, TO3BOJISITA
BBICKa3bIBAaThLCS B ITOJIB3Y TOTO, YTO HACJICICTBECHHBIIN He-
(bpUT — 3TO MATOTOTHS COEMMHUTETPHOM TKAaHU [6].

B 1927 . A. Alport o6patun BHUMaHue Ha Oosiee ya-
CTOe W paHHee Pa3BUTHE YPeMHWU IIPU CEMEHOM rema-
TypuU y MYXUMH, 4eM y XeHIIUH. OaHako B XXI Beke
TIpY HAOMIONCHUW 3a XKEHIMUHAMHA W3 CEMbU C CHIIPO-
MOM AJibIIOpTa ObLUIO OTMEYEHO, 4TO nociie 40 JIeT y HUx
HauMHaeT cHMXatbes GyHkuust nouek [7]. C pacumd-
POBKO TE€HETHIECKOTO HedeKTa CTaJio BO3MOXHBIM
TOBOPUTH O CHHIPOME AJIBITOpTa KaK O TeHETUYCCKU
JMETePMUHUPOBAHHOM TATOJOTMM KojutareHa IV twuma.
TepMuHBI «HaCAENCTBEHHbI HEDPUT» U «CUHAPOM AJlb-
MOpTa» — CUHOHUMBI.

Inudemuonoeus. Yacrora cuHapoMa AJsbIiopTa
B nonyasiuuu coctapisieT 1:5000. OH cayXuT MpUYK-
Hoit 1% Bcex ciyJ4aeB XpPOHWYECKOW IOYCUYHOUN He-
JocTaToOYyHOCTH Yy kuteneit EBpomnbi; 2,3% ciiydaes
MMOYEYHON TpPAaHCIIAHTAIIMA TIPOBOAUTCS OOJBHBIM
¢ 1aHHbIM cuHapoMoM [8]. HacnencTBeHHbI HebpUT
OIMCaH Y MpencTaBUTeNIeil BceX pac Ha BCeX KOHTH-
HeHTax. BcTpeuaercs 3abojieBaHUE OYEBUAHO Yalle,
YeM OTIMCHIBACTCS, B CBSA3M C Pa3IMYHON TIEHETPaHT-
HOCTBIO U 9KCIIPECCUBHOCTBIO TEHOB, MYTaIlUsl KOTO-
pbIX ero odycioBiauBaeT. YacToTa pa3aMyHbIX BapuaH-
TOB CHHApPOMa AJBITOpPTa (aQyTOCOMHO-IOMUHAHTHOTO
1 ayTOCOMHO-PEIIECCUBHOTO) HEOAMHAKOBa B pa3siny-
HBIX TTOTTyJsIiusX. [To amuaeMruoIoTHIeCKUM JaHHBIM,
nojiyueHHbIM Hamu B 70—80-Xx rojax mpouuioro cto-
setusi, B Poccum yactoTa HacjaencTBEHHOTO HedpwTa
cpenu aeTcKoi nmomyasuuu coctasisiaa 17:100 000 Ha-
ceneHus [9].

Knaccugpuxayus. Jlo ycTaHOBJIEHUSI T€HETUYECKOTO
nedekTa HanboJiee pacpoCTpaHEHHBIM OBbLIIO BBIIEICHHE
HacJIeICTBEHHOTO HedpuTa 6e3 TYTOyXOCTH M CHHIpOMa
AJIBIIOpTa, T.€. HACJIEICTBEHHOTO HedpuTa C MaTOJIOTH-
eit ciayxa. WMmeHTndukammss B KadecTBe TeHETUIESCKOM
OCHOBBI HACJICJICTBEHHOTO He(hpHUTa TeHa, KOTUPYIOIIETO
a,-1enb KostareHa I'V Tuma, cesana HEHYXHbIM BblIeIe-
HME KIIMHUYECKUX BapHMaHTOB C TYTOYXOCThIO M Oe3 Hee.
B nuteparype TepMUH «CUHAPOM AJILIIOPTa» yIIOTPEOJIsi-
eTCsI TS BCeX KIIMHMYECKUX BapUaHTOB 3a00JIeBaHMS.

Krnaccudukauus cunapoma Asibnopra B HACTOsIIIEE
BpeMsI TIPOBOIMTCST B COOTBETCTBUH C TUIIOM HacJenoBa-
HUS:

*  X-CLEIUIEHHbI
CKUIiA);

. AyTOCOMHO-PELIECCUBHBIN;

. AyTOCOMHO-JIOMWUHAHTHBIM.

ITposenennsie B 70-¢ roabsl XX CTOJETHUS HAIA MC-
cienoBanusi y 200 neTeil ¢ HacJAeACTBEHHBIM He(GpPUTOM
u3 poccuiickoii nonynsiuuu [10] mokasanu, 4To ayToCOM-
HO-ITOMUHAHTHBINA BapuaHT ObUT y 16%, ayToCOMHO-pe-
LIECCUBHBIN — Y 6% GOJBHBIX. Y OCTAIIBHBIX OTIPENEIISII-
¢S KJTACCUYECKUH X-CIIEeTTICHHBIN BapuaHT MaTOJIOTHH.

Dmuonoeus. CuHIpoM AJIbIIOPTa — 3TUOJOTUYECKU

MOMMHAHTHBIA  (KJlaccuye-

TreTeporeHHOe HAacCleNCTBEHHOE 3a00JieBaHME MOHO-
reHHoi npupoabl. [IpuunHa 3a0oaeBaHUs JIEXKUT B My-
Taiuu omHoro u3 reHoB: COL4AS5, COL4A4, COL4A3.
IIpu k1accuyeckoM BapuaHTe OOJIE3HUW MyTallusl Mpo-
ucxoaut B reHe COL4AS, pacniofoXXeHHOM Ha JUIMHHOM
iedye X-xpoMocoMbl (Xq22.2)

IIpu onHOBpeMeHHOI  MyTaiuu reHoB  COL4AS5
u COL4A6 pa3BuBaeTcsi CUHAPOM AJIbIIOpPTa C JIEHOMUO-
30M nuieBona. Myrauumsi, 3arparuBatoiiast reisl COL4A3
wim COL4A4, pacniojloXXeHHbIE Ha XpOMOCOME 2, Xapak-
TEPU3YeTCsI ayTOCOMHO-PELIECCUBHBIM 1 ayTOCOMHO-/10-
MMHAHTHBIM BapuaHTaMU HacjaenoBaHusl. Moryt Habo-
JaThCsl KaK JIeJelIMM — BbIMafeHue OOJIbIION YacTu reHa
(puc. 1), Tak ¥ ToukoBble MyTauuu (puc. 2). OmHOHYyKIIe-
OTUJIHbIE 3aMEHbl aMUHOKHUCJIOT, OOHapyXeHHbIe Vy Ha-
OJ101aeMbIX HaMU OOJIbHBIX, BOLIM B MEXIYHAPOJIHYIO
kormuiiky Mytaumii reHa COL4A5 [11]. Ilpu neneunu 3Ha-
YUTEJLHOTO y4yacTKa reHa OObIYHO OTMEYaeTcsl TSKesoe
TeuyeHue 3a00JIeBaHUSI C ITOPAKEHUEM HE TOJILKO MOYEeK,
HO Y OPraHoOB cJiyXa Y 3peHMsl, C pAHHUM Pa3BUTUEM XPO-
HUYECKOW MOYEYHON HeAO0CTaTouyHOCTU. [Ipu omHOHYK-
JIEOTUAHOM 3aMeHEe aMUHOKMCJIOThI B reHe kKoJutareHa IV
TuIa 3a00/ieBaHKE MTPOTEKAET Jierye, HEPEKO BhISIBIISIETCS
TOJIKO FeMaTypusi, U 00JIe3Hb MOXET UMETh OJIarornpusIT-
Hoe pa3BuTve. OMHAKO 3TO HE UCKIIIOYAET BO3MOXHOCTh
TSKEJIOTO TeYeHUs1 60Ie3HU Y TTIOTOMKOB.

Ilamoeene3. B cBsI3u Cc MyTauMeil reHa, OTBETCTBEH-
HOro 3acTpykTypy kosareHa IV Tuma, ormeuarorcs
W3MEHEHUsI B 0asaJibHbIX MeMOpaHaX, TNpexIe BCero
KJTyOOUKOBBIX KaInwuissipoB. [iomepynsipHasi Ga3ajibHast
MeMmOpaHa — cJlIoXHOe 00pa3oBaHUE, KOTOPOE COCTOUT
U3 TEOMETPUYECKU TPABUIBLHO DPACMOJOXEHHBIX MOJie-
Ky kosareHa IV Tumna u nonucaxapuaHbIX KOMIIOHEH-
ToB. [Ipu mytanusix B reHe COL4A5 obpa3oBaHue Cru-
paJIbHOM CTPYKTYPHI KOJIJIareHa Hapyiuaetcs (puc. 3).

Ha nepBbix 3Tamax pa3BUTHUsl CUHApPOMa AJibIopTa
MPOUCXOAUT UCTOHYEHUE Oa3aibHONH MeMOpaHbl, OCO-
OEHHO ee cpeldHel IiacTMHKU lamina densa, ogHOBpe-
MEHHO HabJjiofaeTcs paclieruieHue 0a3albHOi MeM-
OpaHbl U MoOsIBJIeHUE ee ciaoucTocTu. Bce aTo sBisieTcst

I 2 M
-
4= 439 1. (19-ii 5K30H rena qeTpodiuna)
d— 310 mH. (4344 -i1 9x30H)
—— 252 m.u. (47 aKk30m)

4= 158 n.1. (42-i1 3k30H)

Puc. 1. Mynsruniexkcnas amnmdukanus B rene COL4A5 npo-
Oanpa cembu B.

[Monoca 1 — maHHBIE 3MIOPOBOTO AOHOPA; TIOJI0ca 2 — y MPOOaHIa
¢ nenenueit reHa COL4AS5; M — MapKep MOJEKYJISIPHOM MacCHI;
I.H. — Mapbl HYKJIEOTUIOB.
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Puc. 2. Meton SSCP B COL4A5 npo6anna cembu B. 114 onpe-
JieJieHus TOYKOBOM MyTalum.

Tlonoca 3 — IHK npoGanaa cembu b.; mooca 6 — Mapkep Mo-
JIEKYJISIPHOM Macchl; OCTabHBIE MOJOCHl — KOHTPOJIb.

Jlomensl konnarena IV tuna
HC1

D) a-3 (IV)
D a-5 (IV)
D) a-4 (IV)

A (tpw a-uenm) b (cobpanmas u3 HUX MOseKy:a)

1. Hopma : 6
2. Jineuus B obnactu COI4AS,
TNIPHBOJAIIASA K OTCYTCTBHIO O O
HC nomena _— —_—
3. TouKOBbIC MyTaLHH
KoutarenoBoro omena COMAS, —— ()
NPHUBO/ISNIAS K HEMOMHOMH
Crmpasa MOTEKYb — ® — M

Puc. 3. O6pasopanne mosekyib1 Kosutarena IV Tuna u3 Hop-
MAJIbHBIX U MOBPEKIEHHDBIX Of-IleMeil.

CIEACTBUEM W3MEHEHUSI CBOMCTB MOJIEKYJl KOJJIareHa.
ITpu 57eKTPOHHON MUKPOCKOMUU OUOMNTATa MOYKU OJ-
HOBPEMEHHO C TOHKUMU [JIOMEPYJISIPHBIMU Oa3aibHbI-
MU MeMOpaHaMU BbISIBJISIIOTCSI YTOJILIEHHbIE 6a3ajibHbIe
MeMOpaHbl C y4yacTKaMu IPOCBETJEHUS, HANTOMUHAIO-
1Me MyeJuHble COThbl. ba3zanbHble MEeMOpaHbl TepsIIOT
CBOIO CTPYKTYPY, BHYTPU HUX MOSIBJISIIOTCS] CKOIUICHUSI
TOHKOTpaHyJIspHoro Beuiectsa. [lo Mepe nanbHeiiliero
MPOrpeccupoBaHusl OOJIE3HU MPOUCXOMUT TsKEast Je-
CTPYKIIMSI TJIOMEPYJISIpHON 0OazaibHON MeMOpaHbI C ee
JNaTbHERIIUM YyToJeHueM U nuctpobueit. MameHeHust
KacaroTcsl 6a3ajibHbIX MEMOPAH HE TOJBKO KITYOOUKOBBIX
KanmuuIsIpoB, HO U KaHaJbLEB, aTakxke MeMOpaHHBIX
CTPYKTYP BHYTPEHHETO yXa U IJ1a3.

Knunuueckue npusmnaxu u cumnmomui. JI1s1 HacnencT-
BeHHOro HedpuTa (CUHAPOMa AJIbIIOPTA) XapaKTEPHbI:

*  XaJoObl Ha OBICTPYIO YTOMJISIEMOCTb, TeMary-
puio;

*  HaJIM4YMe B POINOCIOBHOM CilydyaeB CUHApPOMA
AJbIIOpTa WA T€eMaTypuu;

*  HapylleHHWd CIyXa U 3peHMs: HapyLleHUe ciayxa

HE®POJIOMNsA

MOXET OOHAPYKUBATHCS C TIOMOIIBIO ayTMOMETPHUH, BBI3-
BaHHBIX MOTEHIIMAIOB; Y OOJBHBIX BBISIBIISIOTCS pa3idy-
Hble aHOMAJIUK 3pCHUS, HanboJiee XapaKTepHO HaIMIue
JICHTUKOHYCA;

*  TIpM OCMOTpe: OJEeTHOCTb, CHIXKEHUE MBbI-
IIEYHOTO TOHYCa, HEPEeIKO apTepuaibHasl TUITOTOHWS,
a Ha TTO3MHUX CTamusX 3a00JIeBaHUSI — apTepuaibHast
TUTIEPTEH3MS; HAJIMYKE BHEITHUX K COMATUIECKUX CTUTM
M33MOpHoTeHe3a (TUIIEPTEIOPU3M IJ1a3 U COCKOB, BBICO-
Koe He0O, MUKPOAaHOMAJIUY TMaJIbLIEB BEPXHUX Y HUKHUX
KOHEYHOCTE: WMCKPUBJIICHWE W YKOPOYCHWE MU3WHIIA,
CaHAaNeBUIHAS IeNb, CUHAAKTWINSA WM TCHICHIIAS
Kk Heit 11 u 111 nansues cromnsl u ap.). CBoeobOpasue nep-
MaTOTJIM(PUKU, OTIIMIHON OT OAPYTUX He(PPOITaTHIA;

*  W3MEHEHWs B aHAJIIM3aX MOYU M KPOBU:

v\ remarypus;

v' BO3MOXHa JIEHKOUUTYPUsSI (OOBIYHO OIpeaesi-
ercst TUMGOLMTYPUSI), HOcsIass abakTepualbHbIA Xa-
paxrep;

v' mpoTenHypusi (0OBIYHO MOSIBJISIETCS TIPY HebJla-
TOTIPUSITHOM Pa3BUTUU 3a00JIeBaHMS; B CTAAUW HayMHa-
OIIEeCST XPOHMUYECKOM TTOYEeTHOU HETOCTATOYHOCTH MO-
XET pa3BUThCS HEPPOTHMUECKII CUHIPOM);

v' CHWXEHHME TMOYEeUHbIX (PYHKIMI BILUIOTH IO pa3-
BUTHS TEPMUHATIEHON XPOHNYECKOM ITOYECTHOI HET0CTa-
TOYHOCTH.

[Mon HarM HaGJTrOEHEM Ha TIPOTSDKEHUM HECKOJb-
KUX JIET HaXOTWJIMCh TBOIOPOIHBIE OpaT 1 cectpa C., y KOTo-
PbIX C MEpBOTo Trofa KM3HU Oblla OOHApyXXeHa reMaTypusl.
[en 1o TMHWK MaTepy U ee POITHOM OpaT yMepiIu OT XPOHH-
YeCKOM TTOYEYHON HEIOCTAaTOYHOCTH B Bo3pacte Io 40 jieT
(puc. 4). Marepu neteit (pomHbIE CECTPBI) TAKXKE C JETCTBA
umenu remarypuio. [Tpu HeppoOuoncun y cudocos 6bL1 00-
HapyXeH WMMYHOHETaTUBHBIA Me3aHTHONpPOIdepaTrB-
Hblil moMepyoHedpuT. [lpu 271eKTPOHHONH MMKPOCKO-
MUY y 000MX JeTel W MX MaTepeil 0OHapYKeHBI TUTMUHBIE
U CHHApPOMa  AJIBITOpTa  W3MEHEHUST TJIOMEPYJISIPHOM
GazanbHOI MeMOpaHbI (puc. 5). OKOHUYATEIbHOE pellIeHHe
0 TMarHo3e y IeTeii ObUTO MPUHSTO ITOCTIe MOJICKY/ISIPHO-Te-
HeTndeckoro oocnenosanms: JHK-nmmarHocTrika BuIsIBIIIA
y oboux aereit u ux marepeit Myrauuto reHa COL4AS. Nu-
HaMU4YecKoe HaOJTIONeHIE 3a CEMbEi TToKa3ajio, YTo Y Majlb-
yuka B 9 JIeT pa3BUIach TyroyxocTh, a ¢ 11 jieT orMeyanach
TCHICHIIMS K apTePHATBHOM THWITEPTCH3WM W CHIDKEHUIO
CKOPOCTU KJTyOOUKOBOI (hUIBTpaliuu.

Takum oGpaszom, ISt IMaTHOCTUKW CUHIpOMa AJlb-
IopTa HEOOXOAMMO HAJTMIHME TPeX U3 IISITH TTPU3HAKOB:

1) TeMaTypust WIK JIETATBHBIN UCXOMI OT XPOHUIECKOM
ITOYEYHOM HETOCTATOYHOCTH B CEMBE;

2) reMaTtypusi U/ Wiu IPOTEUHYPUSI B CEMbE;

3) cnienuduryeckue M3MEeHEeHUsT 60a3albHBIX MeMOpaH
KJTIyOOUKOB y OOJIbHOTO MPU 3JIEKTPOHHON MUKPOCKOITUHU
ouornrara;

4) cHIXEeHME ciyXa 10 JaHHBIM ayTHOMETPUISCKOTO
HCCIIeIOBAHMS;

5) BpoxkIeHHasl 1aToJI0THs 3pEHUs.
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Puc. 4. ®parment pogocnosnoii cembu C. JInarnos: CHHAPOM
AunbniopTa.
XITH — xpoHuyecKasi moyeyHasi HeIoCTaTOYHOCTb.

P

Puc. 5. Dnekrponorpamma ¢parmMenTa CTEHKH LIOMEPY.ISAPHOTO
Kanmwuispa. JIuarnos: CHHIPOM AJIbIopTa.

BasanpHass MeMOpaHa paclIMpeHa, BELIECTBO €€ IPOCBETIECHO,
IJIOTHAST TUTACTUHKA BhIpaxkeHa ci1a6o. x 16 000.

buoncus nouex. Tlpu nmomo3peHUU Ha CUHAPOM AJlb-
ImopTa obsI3aTeNIbHA AJIEKTPOHHAs MMKPOCKOMMST Hedpo-
o6uonTtata. TUMMYHO BBISABICHWE YTOJIIEHHBIX IUCTPO-
(PMYHBIX YUACTKOB TIIOMEPY/ISIPHOM 6a3aIbHOM MeMOpaHbI
C UX MOJIHOM faecTpykumeit (cMm. puc. 5). Y3 200 Habaona-
€MBIX HaMH OOJTbHBIX AMAarHO3 HACJIEACTBEHHOTO He(hpuTa
ObLT TIocTaBlIeH 6ojiee yeM y 60% Ha OCHOBAaHMM HATYUST
TUMMYHOM POIOCTIOBHOM, Y 40% — Ha OCHOBAaHWUU JaHHBIX
9JIEKTPOHHOI MUKPOCKOINUU Hedpobduorntata [12].

Bhicoka muarHocTrdeckasi LIEHHOCTh MOJIEKYISIPHO-
TeHETUYECKOTO MCCIeTOBaHsI. B 5 KOHOMUYECKHU pa3BU-
TBIX CTpaHaxX CUMTAETCSI, YTO MOJIEKYISIpHAsT AMATHOCTH -
Ka JIOJKHA MPEIIIeCTBOBaTh CPAaBHUTEbHO MHBA3UBHOM
YPECKOXHOW OMOICUM TTOYEeK, OCOOEHHO B Cy4asx BO3-
HUKHOBeHUs1 00s1e3Hn de novo. Hanbonee n3ydyeHsl Ba-
puaHThl MmyTauuu reHa COL4A5. B nocnenHue roabl cum-
TaeTcsl 3aKOHOMEPHBIM 10 He(POOUOIICUU TTPOBOAUTH
KOXHYIO OMOIICUIO, KOTOpash MOXET OKa3bIBaThCS WH-
(opMaTUBHOI TSI yCTAHOBJIEHUsI IMAarHo3a CUHIPOMa
AnbriopTa [13].

Huchpepenyuanvubiii duaeno3. CuHapom AnbIlopTa,
npexnae Bcero, IUMGEpeHIUPYIOT C reMaTrypuieckom
¢dopmoii riomepynoHedputa. B mociaenHee BpeMsi Ha-
OJIIOJAIOTCSl CIyyau COYeTaHUsi CUHApoMa AJjibropra
C UMMYHHOI TJIOMEpYJionaTuei, 4yTo 0ojiee XapakTepHO
JU1s1 00JIE3HU TOHKUX 0a3aIbHbIX MEMOpaH.

BonesHn ToHKuX Ga3ajbHBIX MeMOpaH CBOMCTBEHHO
ayTOCOMHO-IOMUHAHTHOE HacjeloBaHue. DIeKTPOHHas
MMKPOCKOITUSI TIOYEYHBIX OMOTITATOB BBISIBIISICT PaBHO-
MEpHOE UCTOHYEHUE Oa3aIbHBIX MEMOPaH KITyOOUKOBBIX
KanwuIsipoB.

CJ1I0XKHOCTU MOTYT BOBHUKHYTb Npu AUDbepeHInpo-
BaHUU CUHApOMa AJibliopTa ¢ HedponaTuei, CBsI3aHHOMI
C TUIIOTIACTUYECKOM aucruiadueit mouek [14]. OpHako
TIPY TIPOTPECCUPYIOIIEM TeUeHUN HedpomaTum, CBsI3aH-
HOI C r’MMOIUIaCTUYECKO NUCIUIa3uell movyek, Kak rnpa-
BWJIO, XpOHMWYECKAsI TTOYE€YHasi HEMOCTATOYHOCTh Pa3BU-
BaeTcs paHblle, a npu HePOoOUOIICUU OMNpPeNessIioTCs
BBIpaKCHHBIC TIPU3HAKYU CTPYKTYPHOTO MTU33MOpPUOTeHe-
32, CBOMCTBEHHbIE TOM MATOJOTUM.

Hepenko Bo3HMKaeT HEOOXOAMMOCTb MPOBEACHUS
nuddepeHIManbHOro AMarHo3a CUHApoMa AJibIopTa
¢ IMCMETaboJIMYECKO Hedpomarueil, mnpoTeKallei
C OKCaJIaTHO-KAJIBLIMEBOM KPUCTAJUIypUEN Ha CTaauu
BBIPaKCHHOTO WMHTEPCTUIIMAIBLHOTO HedpuTa, OIpemne-
JISIEMOTO KJIMHUYECKU U Ipu Hedpoduoncuu. I1pu anek-
TPOHHOM MUKPOCKOITMY TUTTMIHBIC TIPU3HAKN CTHIPOMa
AJIbIIOpPTA OTCYTCTBYIOT.

O0s13aTeIbHO TIPOBEJEHUE MEAUKO-TEHETUYECKOTO
KOHCYJIBTUPOBAaHMSI B CEMbE C CUHIAPOMOM AJIbIOpPTA.
Ecnmm B ceMbe HECKOJIBKO JeTel, MPUIEeM 4YacTh U3 HUX,
KaK ¥ MaTh, CTPAIaloT CUHIPOMOM AJIBITOpPTA, Y MPAKTH-
YeCKU 3J0pOBOro pedeHKa BO3MOXHA MPECUMMTOMATH-
yeckasl 1MarHocTUKa 3a0ojieBaHusl Ha OCHOBAaHUM MoJIe-
KYJISIPHO-TEHETUYECKOTO UCCIENOBAHUS U ONpeeIeHUs
yHacae10BaHHOU XpOMOCOMBbI X.

Obuwue npunyunst nevenus. CrieMUUIECKOro JeUeHUS
crHApoMa AJIBITOpTa HeT. B aKCTiepuMeHTaIBHBIX 1 KITH-
HWYECKUX WCCIICHOBAHUSIX YCTAHOBJICHO, YTO Teparvist
MHTMOMTOpaMU aHTMOTEH3UHITpeBpalaoniero hepmeHTa
(n-All®d), G10KaTOpaMM PEIETITOPOB K aHTUOTeH3NHY 1
WJIX KOMOMHALIWSI 000MX TPYIIIT IIperapaToB CIIOCOOCTBYET
HE TOJIbKO MPEAOTBPALLEHUIO MPOrpecCUpOBaHUsT MOYEU-
HOTO TIOBPEXIICHUS, HO M, B HEKOTOPHIX HaOTIOICHMSIX,
perpeccuu IJIOMEPYJI0CKIepo3a, TyOYJOUHTEPCTULIUAIb-
HOTO U COCYIUCTOTO IMOpaXeHWs TMPU XPOHUYECKON 00-
nie3Hu mouek [15]. PeHompotektuBHEI 3ddexT n-AllD
OCYIIECTBIISIETCS 3a CUET CHYDKECHUS BHIPAXXCHHOCTH BHY-
TPUIIOYEYHON BA30KOHCTPUKIINU W BHYTPUTIIOMEPYJISIP-
HOU TUITEPTEH3WH, YTO MPUBOAUT K YMEHBIICHUIO BBIpa-
KCHHOCTH TIPOTEUHYPUHU. B HEOONBIMX WMCCIIeTOBaHUSIX
y aereii crapiie 14 jietT ycTaHOBJIEHO, YTO JIBOiHAas 0J10Ka-
Jla pPeHUH-aHTUOTCH3MHOBOW CHCTEMBI C OMTHOBPEMEHHBIM
ncnoiab3oBaHueM U-AllD 1 610KaTOPOB PeLIENITOPOB aH-
rrmoTeH3nHa Il crmocoGCTBYeT CHIDKEHWMIO TTPOTEHHYPUHN
0€e3 BbIpaKeHHBIX MOOOUHBIX 9 (HEeKTOB.
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DTH WCCIen0BaHNS TIPOBOIMIUCH ITPU HE(POITATHSX,
He UMEIOIINX CeMEeHOTo pacrpoctpaHeHus. [IpuMeHe-
Hue u-All® npu cuHApOMEe AJIBITOPTA C TIEJTBIO 3aMeTe-
HWSI TIPOTPECCUPOBAHUST 3a00JIeBAaHUST HEIOCTATOUHO M3-
y4eHo. MBI IpoBeNM KOHTpoJMpyeMoe JieueHne n-Alld
(sHarioM) 8 merteit ¢ cuHAPOMOM AJbIOpTa; 8 GOJIBHBIX
(Toro ke BO3pacTa W II0jla) C aHAJIOTMYHBIM 3aboJieBa-
HHMEM, OTKa3aBIIMXCS OT JAaHHOTO JICUCHUsI, COCTABUIN
rpynny cpaBHeHusi. Yepe3 2 roma oueHka 3¢hdekTuB-
HOCTHM JIeUeHUsI TI0Ka3aja, YTo y JAeTei, TONyIaBIIuX U-
ATID, pexxe HapacTaja MPOTEUHYPHsI, CKOPOCTh KITyOO0U-
KOBOW (DUIIBTpaIiiy MMea CKIIOHHOCTD K ITOBHIIICHMIO,
a ypOBeHb KpeaTMHWHA KPOBU — K CHIDKCHUIO, ObIIa
BBIpakeHa TEHACHIINS K HOPMAaTM3allui apTepruaibHOTO
TABJICHWS B OTJIMYWE OT TPYMIIBI OeTel, HE ITOTyJaBIINX
sHam [16]. B Hactosiiiee BpeMsT (haKTUIECKHA BCe OOJTb-
HbIE ¢ CHHAPOMOM AJbriopta nojiyyaioT u-All®. Creny-
€T OTMETUTb, YTO IIPU OBICTPOM ITPOTPECCUPOBAHUM 3a-
6osieBaHUsI 3 GeKT Tepanuu 0osiee 3HAUUTEbHBIN, eCv
PEHOTIPOTEKIINS HayaTa paHo, IO MOSIBJICHUST BhIpaXKeH-
HOU TIPOTEMHYPUU. DTOT (PaKT HEOOXOTUMO YUUTHIBATH
TP pelIeHNH Bolpoca o HasHaueHun U-All® u 6i1oKka-
TOpoB aHrMoTeH3uHa I getTsam ¢ cuHapoMoM AJbropra.

OCHOBHBIM METOIIOM JIEYCHUST OOJBHBIX C CUHIPO-
MOM AJIBITOpTa TIPU Pa3BUTUM XPOHUIECKOM IMOYCIHOMN
HEIOCTaTOYHOCTH SIBJISIETCS] CBOEBPEMEHHOE ITPOBEICHUE
TTOYCYHOM TpaHCITTAaHTAIIN Y.

IIpoenos. TlporHo3 cuHApoMa AJIbIIOPTa 3aBUCUT
oT hopMBI 3a00JIeBaHUS, TI0J1a OOJIEHOTO: PAa3BUTHE XPO-
HWYECKOM IMOYETHOM HEeTOCTATOYHOCTH Yallle OTMeYaeT-
Cs Y My>XKUWH, 9YeM Y KCHIIIVH.

Bboavroii b. 15 neT NocTynui B KIIMHUKY C TUArHO30M:
CHHIPOM AJIBITOpTa, TEPMHUHAIBHAsI XpOHWYECKAs TIO-
YeyHass HeJJOCTaTOYHOCTh, MAJIbYMKY TTPOBEACHA TPaHC-
TDTAHTALMS TPYITHOM oYKy, OCIOXKHEHUH TTOCIe TpaHC-
IJTAHTAIIMM He OBUTO, ¥ C TIEPBBIX HEIedb OTMEYaloch
TTOCTEIIEHHOE YIyYIIeHUE TOMEOCTAaTHUECKUX IapaMe-
TpoB. [ToHas peabuIMTaLIASI HACTYITIIIA Yepe3 TOI IToCITe
TpaHcTutaHTauu. OH 3aKOHYWI TEXHUKYM, paboTall, JKe-
HWJICST, UMeJT 109b. Yepes 15 jieT mociie TpaHCIIaHTaIKT
CaMOBOJTbHO OTMEHWJT UMMYHOCYTIPECCAHTHI, TTOCJIE YeTO
HACTYITWJIO OTTOPKEHUE TPAHCIUIAHTATA.

Houb 601bHOTO b. HaGM0HaETCs C MEPBLIX MECSIEB
>KWU3HH, KOTIla Y Hee Oblla BBISIBJICHa TeMaTypus. JleBouka
XOPOIIIO pa3BUBAETCS, y Hee MMEETCs JIUIITh HeOOJbIIoe
CHUXEHUE TyOYJSIpHbIX MoyeuyHblx (yHkuuit. Ilocne
JBYXJIETHETO BO3pacTa CeMbs TiepecTajia KOHTAKTUPOBaTh
C COTPYTHUKAMH HE(DPOIOTUISCKOTO OTACICHMUS.

TakuM  o0Opa3oM, TepMHHaJbHasE XpPOHMYECKast
TToYeYHasi HEIOCTaTOYHOCTh pa3BWIACh Y OOJIEHOTO
C CHHIPOMOM AJBIIOPTa B MTOAPOCTKOBOM BO3pacTe,
CBOCBpEMEHHasI TPAHCILIAHTAIUS TPYITHOM ITOYKU U CH-
CTEeMaTUIEeCKOe MCITONh30BaHUE Ha IPOTSLKeHUU 15 et
MMMYHOCYITPECCUBHOM Teparmiy COMPOBOXIAINCH pea-
owrmrraneit mamueHTa. OMHAKO 3TO HE NCKITIOYWIIO TTe-
penavyy MyTaHTHOTO TeHa T0YepH.

OPUITNHAJIbHBIE CTATbU HE®POJIOrns

PazButue cunnpoma Iyamacuepa nocie TpaHCIUIaH-
TalMy TOYEeK BO3MOXHO, €CJIU MpPU Mepecaake MOYKU
3I0POBOTO JIOHOPa B KPOBU Y PELIMITMEHTA TMOSIBISIIOTCS
aHTHUTENA K aHTUTeHaM, OTCYTCTBYIOLUMM JO IMOYEYHOI
TpaHcmiaHTauuu. OTHaKO 3TO OCJIOXHEHUE BCTPEYaeTCst
HeyacTo.

BoJie3ns TOHKMX 0a3aIbHBIX MEMOPaH

Tepmunonoeus u snudemuonocus. bonesHb TOHKUX Oa-
3aJIbHBIX MEMOpaH — TeHETUYECKU JeTePMUHUPOBAHHAS
HEMMMYHHasT TJIOMEPYJIONaTHs, 3aBUCSIIAS OT MyTaIlu
reHoB KoJuiareHa IV tuna COL4A4/COL4A3, nposiBisi-
follasicsl TeMatypueit, B OOJbIIMHCTBE CIy4yaeB He UMe-
olllasi TEHACHUMU K MPOTrpecCUPOBaHUIO, TTOITOMY He-
peoKo Ha3blBaeMasl «CeMEMHOM n00pOoKayecTBEHHOM
reMarypuein».

Ilamoeene3 u dannvle Hegppobuoncun. B cBs3u ¢ 3THO-
JIOTUYECKON CBSI3bI0 OO0JIE3HU TOHKMX Oa3alibHbIX MEM-
Opan c myrauueir reHoB COL4A4/COL4A3 natoreHes
3a00JieBaHUSI OJIM30K TOMY, UYTO HAOJIIOMAeTCs MPU CUH-
npoMe Aubriopta. OfHaKO TMPU3HAKU IM33MOpUOreHes3a
0a3aTbHBIX MEMOPaH OTPAaHWMYMBAIOTCS WX NCTOHYCHHEM.
Kak nokazanu wuccienoBaHusi, B HOpME TOJIIMHA Oa-
3aJTbHBIX MEMOpaH KITyOOYKOBBIX KaIWJITSIPOB HAXOMUT-
cs BIipenenax 321156 HM, T.e. HUOKHSISI TpaHUIIa HOPMBI
coctaBysieT 256 HM [17]. Y GONBHBIX ¢ 60IE€3HBI0 TOHKHMX
6a3aTbHBIX MEMOpaH OTMeJaeTCsl BRIPaXKEHHBIN TUCMOP-
(b13M 3pUTPOILIUTOB, TPEBBIMICHBI ITOKA3aTeN, KOTOPHIE
BBISIBJIIIOTCSL  [IPU HECEMEMHOM CIIOHTAHHOI Tremarty-
puu [18]. s npoxoxaeHus: IMCMOPMHBIX 3pUTPOLIUTOB
yepe3 TOHKYI0 0a3zalibHYyl0 MeMOpaHy NOCTaTOYHA BeJv-
YWHA Mop B Ipeaenax 2,25 HM, puiemM 1ehoMrUpOBaHHbBII
SPUTPOLIUT KaK OBl BBUHYMBACTCS B 6a3aTbHYI0 MEMOpPaHY.

Kaunuueckas xapaxmepucmuxa. OCHOBHBIM  KIIM-
HWYECKUM TIPOSIBJICHUEM OO0JIE3HW TOHKUX Oa3aJbHBIX
MeMOpaH SIBJISIETCSI TeMaTypusi, KOoTopasi HabJjromaercst
MOXU3HEHHO; TPU 3TOM, Kak MPaBWJIO, He OTMeyaeTcsl
CHIKEHUs TIOYeUHBIX (yHKImi. [IpaBma, nuHamMude-
ckoe HaOJoieHue 3a MalMeHTaMM € paccMaTpyuBaeMbIM
3a00j1eBaHUEM T10KA3aJ10, YTO B HEKOTOPbIX CIyYasix, yxe
Y B3pOCJIbIX, OTMEYaeTCsl pa3BUTHE TMOYEYHON HeaocTa-
TOYHOCTU. DTO 3aCTaBJISIET OTHOCUTHCS C HACTOPOXKEH-
HOCTBIO K OTIPEIeTICHUIO «100pOKauYeCTBEeHHAs cCeMelTHast
remarypusi» [19]. bone3Hb ToHKUX 6a3aibHbIX MEMOpaH
MOXeT ObITh MpeapacnoaralomuM (GakTropoM K pa3Bu-
TUIO UMMYHHOW Hedponatuv. OMOPUOHAIBHO H3Me-
HEeHHble 0a3ajibHble MEMOpPaHbl ObLIM OCHOBOM ISl pa3-
BUTUS TJIoMepyioHedpuTa, ocobeHHo IgA-Hedponaruu,
YTO MOKa3aHO Ha OCHOBaHUM aHanu3a 487 ouoricuit [20].
Hamm TmipoaHanm3upoBaHBl BapWaHTHl KIMHUYECKOM
KapTUHBI y IeTel ¢ TOHKMMU Oa3albHBIMU MeMOpaHaMu
(TIpM 3JIeKTPOHHOUN MUKpockonuu 6oee 50% riomepy-
JIIPHBIX 0a3aJTbHBIX MeMOpaH OBUTM MCTOHYCHBI). Y BCeX
0OJIbHBIX ObLJ1a TeMaTypusl, HO B OTIEIbHBIX CIy4asix OHA
coueranach ¢ MPOTEMHYpUEH, B TOM YUCJEe C pa3BUTHEM
HedpoTuueckoro cuHapoma [21].

Ilox HammM HaOOAEHMEM HaXOmUTCS Mmanvuux M.,
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Yy KOTOPOTO C 6 JIET OTMeJaJlach M30JMPOBaHHAS MUKPO-
reMatypus. Y MaTepu TIOCTaBJIEH AMAarHO3 MoOYeKaMeH-
HOU Gojie3HM. MUKporemMaTypusl BBISIBJICHA Y MaJTbulKa
CTy4aiiHO, pacIieHMBaJach Kak ITPOsBJICHUE WHTEPCTHU-
MajgbHOTO HedpuTa. [emMaTypus mepcucTrpoBaia, ycu-
JIMBAsICh TIOCJIE PeCIUpaTOpHbIX MHekiumit. B 12 et
TTOSIBWJIaCh TIACTO3HOCTh BEK M royieHed. Bemok moum
— 0,165 r/n. TlocTtaBieH AMarHo3 TJoMepyJoHedpUTa
Y TIPOBENICHO JICYCHWE TIPEAHU30JOHOM. IlacTo3HOCTH
U TIPOTCWHYPHUSI WCUYE3TM, TeMaTypusl COXPaHsUIach.
B 13 net o6paTunuch B He(POJIOTUYECKYIO KIMHUKY Ha-
mrero uHcTUTyTa. OOpamano Ha ce0si BHUMaHue Ooiee
5 MaJTbIX aHOMaJTAIA Pa3BUTHST, UMEJICS TTIPOJIATIC MUTPATh-
HOro KJjanaHa. B Mode TpyqHO cocuMThIBaeéMblE 3PUTPO-
uuthl, 6enok 0,099 r/n. CHuXeHbl MoKa3aTeau aMMO-
HWO- U allUIOTeHe3a, BBISBJICHBI HUKTYPHSI, TIOBBITIICHUE
ypoBHSI (UOPUHOreHa, LMPKYJIMPYIOIIMX WMMYHHBIX
KOMIUIEKCOB B KpoBU. H1 y MasibumKa, HU y OIVDKaUIITIX
POINCTBEHHUKOB HapyIIeHU cIyXa HeE BBISIBICHO. Mmu-
KporeMaTypusl He MMeJia CEMEITHOTO PacIipOCTpaHEHUS.

[Tpu yeTpa3ByKOBOM UCCIICIOBAHUH BBISIBJICHBI T (-
(y3HBIC M3MEHEHUsI TIOYeYHO! MapeHXUMBI. 1o moBomy
MMEIOIIETOCS XPOHMYECKOTO TOH3WJUTATA ObITa TIpOBeIe-
Ha TOH3WJUISKTOMUSI, HO MUKPOTEMaTypHsI COXPaHsUIaCh.
[MocTeneHHO HapacTaia IPOTCHHYPHSI, UMeJIach TCHICH-
LIS K apTepUaIbHOM TUTIepTeH3MU. C MPEeNITOIOXKUTETb-
HBIM TUATHO30M OO0JIe3HM TOHKUX Oa3aJbHBIX MeMOpaH,
roMepysioHedpuTa OblIa TpOBeneHa HEehPOOHOTICHS.
[Ipy CBETOONITUIECKOM HWCCICIOBAHUU — ME3aHTHO-
TpodepaTUBHBIN TIIOMEPYJIOHE(DPHUT C OYaTOBBIM Tpa-
HysipHbIM cBedeHMeM C3 Ha 6asajbHBIX MeMOpaHax.
[Tpu 3nexTpoHHOI MUKpPOCKONUM IUPEPY3HOE NCTOH-
yeHHne 6azaibHbIX MeMOpaH (oT 50 mo 150 um) (puc. 6).
TpexcIoMHOCTh MeMOpaH He MPOCIIeXKUBaJIach, MMEJIach
UX CKJIamJaTocThb. [0MOIUTEI M 3HIOTETUOIIUTEI OTCUHHI,
BaKyoJIM3UPOBaHBI. B IMpocBeTax KamwuisIpoB 3HAYU-
TEJIBHOE KOJIMIECTBO 3PUTPOITUTOB.

Jvarso3: Me3aHTUONpoMGbepaTUBHBIN TIIOMEPYJIO-
HedpuT; 60J1e3Hb TOHKUX Oa3aJIbHBIX MEMOpPaH.

Takum 06pa3zoM, y peGeHKa C TOHKMMM 0a3ajbHbIMU
MeMOpaHaMU pa3BWJICST UMMYHHBIM TIIOMepYyTOHEMDPHUT.
IIpenpacnonararommmM (hakTopoM K Pa3BUTHIO TJIOMe-
pyJioHedpuTa Moria ObITh 00JIe3Hh TOHKUX 0Oa3ajlbHBIX
MmemOpaH. bonbHOMY HazHavyeH 3Han. Ha done aToit Te-
panuuy yepe3 6 Mec — TIPOTEHHYPHUSI ¥ apTepuabHasT TH-
TIePTEH3UST HE OTIPENeSUTNCh, TeMaTypusl COXPaHsUIacCh.
B cBete coBpeMeHHBIX ucciaenoBanuii C3-Hedpornatuu
BO3MOXEH TIEPEeCMOTP AMArHO3a.

Jleuenue. Korma CTOUT BOIPOC O TepareBTUICCKOMN
TaKTUKE 10 OTHOIICHUWIO K OOJIBHOMY C GOJIC3HBIO TOH-
KuX Ga3aJbHBIX MEMOpaH W M30JIMPOBAHHOM TeMaTypu-
eif, Iesecoobpa3Ho MccienoBaHe (GYHKIIMOHAIEHOTO
cOCTOSTHMS TTOYeK. JIOJKHO ITPOBOAMTHCS JICYCHUE WH-
TEPKYPPEHTHBIX 3abosieBaHmii. [TOBTOpHBIE BHpYCHBIC
1 6aKkTepuasbHble WHGOEKIIMA MOTYT TIPUBECTH K pa3-
BUTHI0O MMMYHHOUW Hedpormatuy Ipu O00JIE3HN TOHKUX

Puc. 6. Mopdonornyeckoe ucciaenopanue HedpoduonTara
oosibHOrO U., 1987 1. pokaeHus.

OnextpoHHass Mukpockorus. X 20 000. Crpenkoii ykazaHO
MCTOHYEHME IIOMEPYJISIPHOM Oa3aIbHOI MEMOpaHbI.

OazaibHbIX MeMOpaH, 4TO TpeOyeT Ha3HAYeHUSI UMMY-
HOCYITPECCUBHOM Teparii HACJOWBIIETOCS TJIOMEpY-
JoHedputa. Hamu npu couetaHuu OOJIE3HM TOHKMX
OazaJibHbIX MeMOpaH C IJIoMepyJIoHe(PUTOM TIpU TEH-
JEHITNHU K TIPOTPECCUPOBAHUIO 3a00JICBAHUS TSI KOPPEK-
IIMY CKJIEPOTUIECKUX M3MEHEHMI B TTOYKaX Ha3HAYaeTCs
n-ATl®. [Tpu 3TOM 0OTMEYaeTCs YMEHbIIIEHUE WU UCYe3-
HOBCHME TPOTCUHYPUHU, apTepUATbHONW THUIECPTCH3NH,
HO TeMaTypus COXpaHsIeTCs.

IIpoenos. TIporHo3 OOBIYHO OJIATOTNIPUSITHBIN, Hema-
POM CYIIECTBYET TEPMUH «I10OpOKAYECTBEHHAsA CeMeNi-
Has reMmarypusi». OmTHAKO AMCHaHCepHOe HaOIoncHUE
HEOoOXOMMMO, TaK KakK, BO-TICPBBIX, B HEKOTOPBIX CITyJa-
SIX TIOJ MacKoi OOJIe3HW TOHKMX 0a3albHbIX MeMOpaH
CKPBIBAeTCS CUHIPOMa AJIBITOPTA, BO-BTOPBIX, BO3ZMOX-
HO HacJIOGHUE TJIOMepyJIoHehPHUTa, TPEOYIOIIETO NUMMY-
HOCYITPECCUBHOTO JICUCHUsI, U, B-TPETbUX, CYIIECTBYIOT
JaHHBIE O BO3MOXHOM ITPOTPeCCUPOBaHUM OOJIE3HU TOH-
KUX 06a3a]IbHBIX MEMOpaH BIUIOTH 0 PAa3BUTHS TIOYSUHOMN
HEIOCTATOYHOCTH Y B3POCIIBIX JIIONEH.

CFHRS5 uedponatus/u3ommposannsiii C3-niomepyio-
Heput

OmHUM M3 HeTaBHUX TEHETUYECKUX OTKPHITHI B Ce-
MEIHOU TreMaTypuu OBIIO ONMMCaHWe HACJIEeICTBEHHO-
ro C3-riomepyioHedpuTa Kak pe3yjbTaTa MyTallud
rena CFHRS5 (CFHRS nedpomnatus). C. Deltas u coaBr.
(2013) [22] mpencraBuim HabaogeHue 3a 21 cembeit
Ha Kumpe, cumrtasi, 4To 3TO 3HOEMUYHAs IATOJIOTHS.
OpnHako rnmogo6Hoe 3a00JieBaHNEe ObLJIO OIMMCAHO U B IpY-
TMX CTpaHax, 0 YeM Te ke aBTopbl nucanu B 2012 . [23].
3aboneBaHue cBsizaHo ¢ MyTtauueit reHa CFHRS, npu-
Hamiexanlero cemeiictsy nsitu reHoB (CFHRS5 1-5),
pAacIIoONIOKEHHBIX Ha XxpomMocoMe 1q32, Koaupyroumux
0eJIK1, KOTOphIe TPUHUMAIOT YJaCTHE B PETYIISIIINN allb-
TepHAaTUBHOIO MyTU akKTUBauuu KomriemeHra. CFHRS
cBa3biBaeT C3b W JToKaIM3yeTcsl B TIIOMEPYJISIPHBIX OT-
JIOXKEHUSIX Y OOJIbHBIX C TJIOMepyIoHehpuToM. DTa HO-
Basg ¢opMa MHUKpOTeMaTypWH ObLla OITMcaHa paHee,
HO e¢ HacJIeNCTBEHHAs MPUPONA W IMaTodOU3NOIOTHIe-
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cKasl CBSI3b C CUCTEMOI aJibTEpHATUBHOTO MYTHU aKTH-
BallMM KOMIUIEMEHTa ObLIM HEU3BECTHbI. AHAJTOTUYHO
Me3aHruasbHass C3-rjaomepynonaTust Oblla M3BECTHA
¢ 80-X romoB MpOILIOTO BeKa, B TO BpeMsl KaK COBCEM
HeJIaBHO OBLIY BBISIBIICHBI MYTAIINU C TTOTepeit (hyHKIIMMI
B BaXXHBIX PETYJIATOPHbIX Oenkax, Takux kKak CFH (dak-
top H xommiemeHnTa), daxkrop I kommniaemeHTa u MmeM-
OpaHHbBIN KOhAKTOD, y MALMEHTOB C HACAEACTBEHHbIMU
HedponaTusiMu, XapakKTepU3YIOLIUMUCI W30JMPOBaH-
HbiMU C3 Me3aHTUMaTbHBIMU JEMO3UTAMMU.

B nocneaHee Bpemst akTUBHO U3Y4aeTCs BO BCEM MUPE
aTUMWYHBIN TEMOJUTUKO-YPEMMUUECKUI CUHApPOM [24].
ITpu 5TOM 3260/1I€BAHUM MOXET OBITh BbIpaxXkeHa MUKPO-
rematypus [25]. Ctajio O4eBUIHBIM, UTO B 3TUX CIIyJasix
TIPUIMHOM MUKPOTEMAaTypUHU SIBJISTIOTCST MYTallUM B psie
reHoB komruiemeHta — CFH, CFHRS, kommineMenTap-
Horo ¢akropa 1 (CF10), CD46 (MCP), CFB, xomrurte-
MeHTapHoro KommoHeHTa 3 (C3) u TpoMOoMoOjaelInHA
(THBO). Ilpu HedponaTusix, CBSI3aHHbIX C aTUMTUYHbBIM
IreMOJIUTUKO-YPEMUYECKUM CUHIPOMOM, OJJHOBPEMEHHO
C MUKpOTremMaTypueii, Kak paBuio, BbIsIBIsIETCS] HEDPO-
TUYECKUA CUHIPOM.

[Mox HamuMm HaGmogeHueM Haxonutcsas Mapovsaua b.,
13,5 net, n3 Kabapauno-bankapuu. B cembe 3a601eBa-
HUIA OPraHOB MOYEBOI CUCTEMBbI He BhISIBJIEHO. JleBouKka
ponunack B cpok ¢ Maccoir 2800 1, B 3 roma Obu1 auar-
HOCTUPOBAH OCTpPbI NuesoHehpUT, TPOBOIUIOCH Je-
yeHue aHTUOWOoTHKaMu. PeliuanBoB He Obuio. B cBsA3M
C TOBTOPHBIMM aHTMHAaMU B Bo3pacte 11 et nposeneHa
ToH3uudkToMus. B 13 ner mocne OPBUM ormerwin,
YTO MOYa CTajla pO30BOro LIBETA, MOSIBUJIKCH OTEKU JIn1ia
1 XUBOTa, 0OJIM B XXMBOTE, FOJIOBHAs1 00JIb, apTepUaib-
Hoe aaBieHue 140/100 MM pt.cT. BoisiBieHa MpoTeuHy-
pust (3,28 r/71), pUTPOLUTYpUS 10 7, JEUKOLUTYPUS
1o 25—30 B moje 3peHust, 6eok kposu 41,6 /1. Io-
CTaBJIeH AMArHo3: OCTPbIi roMepyaoHedpuT. JleueHue
npenHu3ooHoM (40 Mr/cyT) addexra He gaao, mpoBe-
JIEHO JIeYeHUE METUTIPEOM BHYTPUBEHHO U LIUKI0(hOC-
¢danoM. Habmronanoch yiydiiieH1ue COCTOSIHUS.

ITpu obcnenoBaHuM B Hallell KJIMHUKE OTMEYaIMCh
HOpMaJibHble aHaJu3bl Mouu. Mcuesna rumnomnporenHe-
MUSI, COXPaHSLIOCh MOBBIIIEHUE B KPOBU YPOBHSI XOJIECTE-
pYHA Y TPULJIULIEPUIOB, CKOPOCTh KIyOOUKOBOW (hUJib-
Tpauuu 112 mui/MuH. BbIsiBIeHO cHUXXeHUEe DYHKUIUU
MoyeK Mo TYOYJsSIpHOMY TUIY, CHWXKEeHUE BeauuuHbl C3
bpakuu KoMIuIeMeHTa 10 25,6 MT/IUT. AHAJIM3BI Ha CH-
CTEMHYIO MAaTOJIOTUIO OTpulaTesibHble. [1py moBTOpHOM
MOCTYIUIEHUU B KJIMHUKY B Bo3pacte 14 et mpoBene-
Ha Hedpobuorcus. [Ipu cBeToBoit MUKpocKonuu u3 21
KJ1ybouKa 3 — MOJHOCTbIO CKJIEPO3UPOBAHBI, 4 — C sIBJIE-
HUSIMU  (DOKAJTbHO-CETMEHTAHTAPHOIO TJIOMEPYJI0OCKJIe-
posza. U3aMeHeHus B HeppoOuonTare Mme3aHTruomnpoaude-
paTtuBHOro xapaktepa. Ilpu uMMyHOGII0OpECLIEHIUN:
C3, KpYNHOTpaHYJSIpHbIA B M€3aHTMU, UYTO COOTBETCT-
ByeT C3-rnomepyioHedpury. [Ipu a51eKTpOHHON MU-
KPOCKOIUM TOJIyYeHbI TaHHbIE, XapaKTEePHbIE IS MEM-
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opaHonpoiudeparuBHoro rioMmepyioHedbpura I1 Tuma
(60s1€3HDb MJIOTHBIX IETTO3UTOB).

Takum o0Opa3zoM, ciayyam MemOpaHorpoaudepa-
TUBHOTO TJIOMepyJIoHe(dpHUTa y HEKOTOPBIX OOJBHBIX,
ormucanHbie C. Deltas u coant. (2013), 1 MemOpaHOIIpO-
audepaTuBHOro riaomepyyoHedpura 11 Tuna, BbIsIBIEH-
HOTO y peOeHKa B TIPUBEICHHOM HAOTIONEHUU, TTO3BO-
JITIOT TIPEIITIONIOXUTE, YTO 3Ta (hopMa TIIOMEpYIIOITaThH,
BO3MOXHO, MMEET CBSI3b C TCHETUYCCKUMU (aKTOpamMu
1 OOYCJIOBJIeHA MYTAallMSIMUA B CHCTEMe KOMITJICMEHTA.
He uckimoueHo, 4TO IMpu HAPYIICHUSAX B CUCTEME KOM-
IJIEMEHTa BO3MOXKHO Da3BUTHE IATOJIOTUM, K KOTOPOM
otHocutcsi u Clg-HedponaTusi, Mpu KOTOPOIl BbIpaxe-
HBI MUKPOTEMAaTYpHs 1 HePOTUUECKUI CUHAPOM [26].

IMon HamuM HaGmoneHuem Haxonutcs: Cogos C.,
3 net, u3 [logMockoBbs. JleBouka u3 cembu, Tae y Oa-
OYyIIKW IO JMHUM MaTepyd MoOUYeKaMeHHas Oo0Jie3Hb
1 OpoHXMambHasA actMa. bepeMeHHOCTh y MaTepu IIpo-
TeKajla ¢ yrpo30i mpepbiBaHMs. B Bo3pacte 2 jieT y ne-
BOYKM OTMEUAJIMCh ITOBTOPHBIC SIBJICHWS WHOEKIMT
MOYeBOll cucTeMBbl. Jleumnach aHTHOAKTEPHATbHBIMU
cpenctBamMu. B 3 roma mpwW MOCTYIUIEHWU B METCKUU caf
B aHanuze Mouu 10 100 spuUTPOLIMTOB B MOJiE 3pEeHUsI,
6enok — 3,3r/n. Ilpu nocTymieHUM B MECTHYIO OOJIb-
HUILy COXpaHSIaCh MUKPOCKOITMYECKasi TeMaTypusi, 00-
HapyXeHbl J1JabopaTopHbIe MPU3HAKA HEePPOTHUECKOTO
cuHapoMa. [lpu MOCTyTUIeHWM B Hally KJIMHWKY BBIpa-
XeH TOPMOHOPE3UCTECHTHBIM He(MPOTHUECKUI CUHIPOM.
ITpu Hedpobuorncuu onpeaessics GOKATbHbINA CErMEH-
TapHBIA TJIOMEPYJIOCKIIEPO3 M KUCTO3HBIE W3MEHECHUS
KaHaJIblIEB C OTCJIONKO WIETOYHON KaeMKu. B cBs3u
¢ OOHapyXeHUEeM TIPU UMMYHOMITIOOPECIIEHIIMHA  TI0JI0-
XuTeabHOM peakiy Ha Clq, BeposSITHO, Y peOeHKa nMe-
et mecto Clg-Hedponatusi.

B BuIe 3aKTI09eHISI HEOOXOIMMO OTMETHTD, UTO T -
depeHIIMPOBaTh MUKPOTEMAaTypUM B paHHEM IETCKOM
BO3pacTe TIpU CUHApPOMEe AJbITOpTa (Kak X-CIeTUIeH-
HOM, TaK W ayTOCOMHO-PEIICCCUBHOM), TIpU OOJIe3HU
TOHKUX Oa3zaibHbIX MeMOpaH, npu CFHRS5 Hedponatuu
U Ipyrux opMax ceMeiHHON TeMaTypuu ¢ ToKa elle He-
W3BECTHBIMA TIPUYMHAMM — OYEHb CIIOXHAs 3amava.
CylecTBeHHOE 3HAYCHHE MMEeT aHaju3 POJOCIOBHOM
IUTSI OTIpeie/ICHUsT TWIIa HacJIeOBaHM; BO3pacTa, B KO-
TOPOM Yy IPYTUX WICHOB CEMbU TTOSIBUIIACH TIPOTCHHYPHSI,
XpOHMYECKasi 6OJIe3Hb TTOYEK M XPOHUUYECKAs TTOYeTHast
HEIOCTaTOYHOCTh; HATMYWS CCHCOHEBPATBHOU TIIYXOTHI
W HapyIIeHUsI 3pEHUs] Y POICTBEHHUKOB.

HccnenoBaHusi JOMKHBI BKJIIOYaTh HedpoOUOMCHUIO
1 MOJICKYJIIPHO-TEHETUUECKUI aHaJIM3 C IEJIbI0 BBISB-
sienust mytauuit reHoB COL4 vnu CFHRS. DT uccneno-
BaHMS JOJDKHBI OBITH TIPOBEACHBI HE TOIBKO OOIHHOMY,
HO TaKXXe €r0 POTUTEIISIM U crOcaMm.

B nocneaHee Bpemsi B Hallleit Heposoruueckoi Kim-
HUKE 00CIIeIyeTcss MHOTO OOJIBHBIX, Y KOTOPHIX B TIEPBBIE
MECSIIB TIOCTIe POXKICHUS OTMEJaeTcs] MUKporemary-
pusi, ycunubatoinascsi nocie OPBU. Ilpennonaraercs
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Hannuue IgA-Hedponatuu, KoTopasi MOATBEPXKIAETCS
MpY MpoBeleHUM ToveyHoii ouoricuu. bone3Hb bepxe
10 CYIIECTBYIOIIMM KJIACCUYECKUM MEPKaM HE OTHOCHUT-
Csl K HACJIEACTBEHHBIM 3a00JIEBAHUSIM, XOTSI U BbICKA3bI-
BaeTCsl BO3MOXHOCTb T€HETUYECKOIO Mpeapacronoxe-
HUSI, KOTOPOE peann3yeTcsl Mpu BO3AEUCTBUU BUPYCHOM
uHdexuuu npu OPBU. X. Zhou wu coaBt. (2013) [27]
rmokaszanu, 4to 25% rerHoB FCGR 1ipu ux moauMopdus-
M€ CO3/Ial0T OCHOBY JUISl IPEAPACTON0XEHHOCTH K IgA-
Hedbponatuu. Hawnbosee BbIpaxkeHHasl accouUalus
IgA-Hedponatuu ormeuvanach ¢ BapuaHtamu FCGR2B
rs12118043 (p = 8,74+ 103, OR 0,76; 95% CI 0,62—0,93)
u FCRLB 134657093 (p = 2,28+1073, OR 0,77; 95% CI
0,65—0,91). Takum oGpa3oM, XxoTs OGoJjie3Hb bepxe
HEeJb3s OTHECTU K FeHETUYEeCKU NeTePMUHUPOBAHHBIM
HedponaTusiM, HO BbISIBIEHHBI MOIMMOPGU3M TE€HOB
FCGR HameuaeT nyTu AajIbHEUIIero u3ydyeHus npejapa-
CIOJIOKEHHOCTHU K 9TOI MATOJOTHU.

Cpenu opdaHHBIX 3a00JIeBaHUI TTPUBJIEKaeT BHUMA-
Hue Gose3Hb Pabpu, MPU KOTOPOH TaKKe BBISBISCTCS
MuKporeMatrypus [28]. TunMuHbBIM MPU3HAKOM 0O0JIE3HU
CIIYXKUT aHTMOKepaToMma, HO MPpY Pa3BUTUM TMOYEUHOTO
CUHIpOMA XapaKTePHO MOSIBJIEHUE MUKPOCKOMUYECKOM
reMarypuu. HyXHO 1 OTHOCUTbH 3Ty Ba3omaTuio K 00-
JIE3HSIM C TUITUYHOW MUKpOreMaTypueil — BOMpoc, Tpe-
OyIOLIMIA CTIELIMAIbHOTO U3YYEHUSI.

Kacasicb reHeTMueckux acrnekToB, KOTOpble B Ha-
cTosilee BpeMsT XOpOIIo M3y4YeHBI Tpu 6oye3Hn Pa-
Opu, HEOOXOAMMO OCTAaHOBUTHCS Ha CJIEIYIOLIEM:
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Posib npo)nGporeHHbIX HUTOKMHOB B MPOTPEeCCHPOBAHNY MOYEYHOTO U CEPIEYHO-
COCYIHMCTOrO NOBPEXKIACHHS Y JeTell ¢ ayTOCOMHO-TOMHUHAHTHOM MOJMKHCTO3HOM 00J1€3HbIO
nmoyex

C.B. llanuxc, B.B. Jlnun, T.B. Bunoepadosa, U.B. Jleonmvesa, K. M. Tymenvman, /. K. @omun,
0.0. Jlweaii

Hay4Ho-nccnenoBaTenbCKnin KMIMHNYECKUIA MHCTUTYT negnatpum, Mockea

Role of profibrogenic cytokines in the progression of renal and cardiovascular lesions
in children with autosomal dominant polycystic kidney disease

S.V. Papizh, V.V. Dlin, T.V. Vinogradova, 1. V. Leontyeva, K.M. Tutelman, D.K. Fomin,
0.0. Lugay

Research Clinical Institute of Pediatrics, Moscow; Russian Radiology Research Center, Moscow

Oocnenosanbl 39 nereii ¢ ayTOCOMHO-I0OMHUHAHTHOI MOJIMKHCTO3HOM 00J1€3HBbI0 MoYeK M 12 NpaKTHYECKH 30POBBIX IeTeil, BOLIEIUINX
B TPymiy KOHTpPOJisi. BhIsiBjieHO MOBBIIEHNE YPOBHS MOHOLMTAPHOTO XeMOATTPAKTHUBHOTO MPOTEHHA-1 B CHIBOPOTKE KPOBH Y 00JIb-
HBIX JieTeii 110 CPABHEHHIO C TPYIINION KOHTPOJIs. YpoBeHb Tpancdopmupyomero pakTopa pocta 8, B KpoBH H MOYe, 2 TAKIKe YPOBEHb
3KCKPETHPYEMOT0 ¢ MOYOii MOHOLUTAPHOTO XeMOATTPAKTHUBHOIO MPOTENHA-1 CTATHCTHYECKH 3HAYMMO He OTIIMYAJUCH OT MoKa3areieit
IPYNIbI KOHTPOJIS. YCTAHOBJIEHO NOBBIIEHHE SKCKPEIMH MOHOIMTAPHOTO XEMOATTPAKTAHTHOrO NpoTerHa-1 y iereii ¢ MOJMKHCTO30M
MOYEK U YBeJIMYEeHneM 00beMa M0YEK, a TAKIKE CHIKEHHEM HHIEKCA HHTErpaibHOrO 3aXBaTa M0 Pe3Y/IETATAM CTATHYECKOi He(hPOCIMH-
Turpadum. [Toka3ana ymepeHHas npsiMasi KOPPeJIANMs MeKIy YPOBHEM MOHOLMTAPHOTO XeMOATTPAKTAHTHOIO MPOTEHHA- 1 B CIBOPOT-
K€ KPOBH, a TAKIKE CHJIbHAS 00PATHAS KOPPEJISIHS MEXKIY IKCKPelHeil JAaHHOTr0 MTOKHHA M MHIEKCOM MHTErpajibHOro 3aXBara. Ycra-
HOBJIEHA MPsAMAs CHIbHAS KOPPEJIAINS MKy SKCKpelueil MOHOIIMTAPHOTO XeMOATTPAKTAHTHOTO MPOTenHAa- 1, Tpancdopmupyromero
(akTopa pocta B, M HHIEKCOM MACCHI MHOKAP/IA JIEBOT0 ke rynodka. O0cyxnaercst BOMPoc 00 yyacTuu npoduOPOreHHbIX IMTOKMHOB
B MpoIIeCcce MOYEYHOTO M CePIeYHO-COCYTUCTOrO MOBPEXKIEHHS Y IeTeli ¢ AayTOCOMHO-TOMUHAHTHOI MOJMKHUCTO3HO 00JIE3HBIO.

Karouesnie cnosa: demu, aymocomHo-00MUHAHMHASA NOAUKUCIO3HAA 001€3Hb NOUeK, MOHOUUMADPHbLI XeMOammpaKmanmHblii npome-
un- 1, mpancgopmupyiowuii paxmop pocma B, unoexc maccol MUOKapoa 1e6020 Jceay0ouKa, 00sem no4ex.

Thirty-nine children with autosomal dominant polycystic kidney disease and 12 apparently healthy children from a control group were
examined. The patients were found to have higher serum levels of monocyte hemoattractant protein-1 than the healthy children. The lev-
el of transforming growth factor-f, in blood and urine and that of urinary monocyte hemoattractant protein-1 did not significantly
statistically differ from the control group. The children with polycystic kidney disease, enlarged kidneys, and lower integral capture index
were ascertained to have increased urinary excretion of monocyte hemoattractant protein-1, as evidenced by static nephroscintigraphy.
There was a moderate direct correlation between the serum level of monocyte chemoattractant protein-1 and a strong inverse correlation
between the urinary excretion of this cytokine and the integral capture index. A strong direct correlation was found between the extrac-
tion of monocyte chemoattractant protein-1, transforming growth factor-, and the left ventricular mass index. Whether profibrogenic
cytokines are involved in renal and cardiovascular lesions in children with autosomal dominant polycystic disease is discussed.

Key words: children, autosomal dominant polycystic kidney disease, monocyte chemoattractant protein- 1, transforming growth factor-3
left ventricular mass index, kidney volume.
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HOCTHUKH TOTO € UHCTUTYTa

125412 Mocksa, yi1. Tanmomckast, 1. 2

®omun Imutpuit KupuanoBud — .M. H., pyK. OTzeNa SIAEPHOI U paarallioH-
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Jlrorait Onbra OJieroBHa — Bpay-pagrojior TOTO XKe OTaesIa

117997 Mockaa, yi. [TpodcorosHast, 1. 86

pusymoleecss HAIMYMEM MHOXECTBEHHBIX KUCT B 00eHX
noukax. Yacrora BcTpeyaeMoOCTH 3a00JIeBAaHUSI COCTaB-
Jser 1:1000 HoBopoxaeHHbIX [1]. B cTpykType nmpuuuH
TEPMUHAJIBHOM CTaMM XPOHUYECKOM TMOYEYHOM HEeI0-
CTaTOYHOCTU JaHHOE 3a00JIeBaHUE 3aHUMAaeT YeTBEPTOE
Mecto. Ha ero gomo npuxomutcst 5—10% ciyyaeB TpaHC-
MjiaHtauui novex [1, 2]. AyTocOMHO-TOMUHAHTHAasI MO~
JINKUCTO3HAast 00J1e3Hb SIBJISIETCSI TEHETUYECKU FeTepOreH-
HOI M 00YCJIOBJIEHA pa3BUTHEM MYyTallMii KaK MUHUMYM
B AByX TeHax — PKDI vimu PKD2. ®deHOTUITYECKH NIBE
Pa3sHOBUIHOCTY 3a00JieBaHUsI WISHTUYHBI, HO pa3jinya-
FOTCSI BO3PACTOM MAllMEHTOB HA MOMEHT TOSIBJICHUS TIEp-
BBIX KJIMHUYECKUX TPU3HAKOB U CKOPOCTHIO MpPOrpec-
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CHUPOBaHUSI XPOHWIECKOIN TMOYEUHON HETOCTAaTOYHOCTH.
Bosee yeM y TOJIOBUHBI TIAIIMEHTOB ITPOTPECCHPYIOIICe
yBeJIMIeHME 00beMa KMCT U TIOYEeK MPUBOIUT K Pa3BUTHUIO
TMIIEPTOHNM Ha paHHUX CTaausIX 3a CYeT aKTUBAIIUM pe-
HWH-aHTMOTECH3WH-aIhJIOCTEPOHOBOM CUCTEMBI, TTOSIBIIE-
HWIO IPOTEMHYPUU U CHIDKEHUIO (pyHKIMY Touek. [1pu-
YUHA, 110 KOTOPOW HE Y BceX MAIlMEeHTOB TTOJIMKUCTO3HAS
00J1e3Hb MMEET CTOJIb IIPOTPECCUPYIOIee TeUeHNE, STBIIS-
eTCsI TPeIMETOM MHOTOYMCIICHHBIX 9KCTIePUMEHTATBHBIX
Y KIIMHAYECKUX WCCcllenoBaHui. HeManoBaxkHyo poib
B IIPOTPECCUPOBAHUY ayTOCOMHO-TOMUHAHTHOM TTOJIN-
KUCTO3HOM OOJIe3HW TTOYEK, IO MHEHUIO Psila aBTOPOB,
HapsiIy ¢ yBeTMYCHHEM oO0beMa KHUCT UTpaeT TyOyIOnH-
TEePCTUIIMATHHOE TTOBPEXKICHUE C YBEIMICHUEM BHEKIIC-
TOYHOTO MAaTpUKCa W Pa3BUTHEM WHTEPCTUIIUATBHOTO
¢ubposa [3, 4].

B skcnepumenTtanbHoM  uccienoBanuu  B. Cowley
1 COaBT. OBUIO BBHISIBJICHO OoJiee paHHEE pPa3BUTHE TIO-
YEeYHON HEZOCTATOYHOCTH Y KPBIC-CAMIIOB C ayTOCOM-
HO-TOMWHAHTHOW TOJMKMCTO3HON OOJEe3HBIO ITOYeK
TIPY TOM, 9TO CKOPOCTh YBEJTMICHMSI KUCT OBLIA COITOCTa-
BMMa y ocobeil 00oux 1mosioB. BrisiBiieHa 6oJiee BbICOKast
CTETICHb BBIPAXKCHHOCTH WHTEPCTUIIMATBHOTO (DHOpOo-
3a BTIOYEYHON TKaHU Y OCOOeil MYXKCKOro IToia, 4To,
110 MHEHMIO aBTOPOB, CIIOCOOCTBOBAJIO OoJjiee OBICTpOMY
MpOorpeccupoBaHuIo 3a00JieBaHus [5].

TyOyTOMHTEPCTULINI SIBJISICTCSI OCHOBHBIM MCTOYHU-
KOM ITUTOKMHOB, OTPEICISIONINX MEXKICTOUHBIC B3a-
VMOIEHCTBUST M UTPAIOIINX BaXXHYIO POJIb B ITATOTCHE3¢
M3MEHEHUH TTOYeTHOM TKaHU. B HacTosiee BpeMs Mo-
HOIIMTApHBI XeMOATTPaKTaHTHBIN TPOTEUH-1 ¥ TpaHC-
(dopmupylomuit  pakTop pocta B, paccMaTpMBalOTCS
B Ka4eCTBE OCHOBHBIX ITUTOKWHOB, BBI3BIBAIOIIUX TYOY-
JIOMHTEPCTUITMAIBHOE TTOBPEKICHHE.

MoHOIIMTAPHBI  XeMOATTPAKTaHTHBIN ITPOTEWH- |
CITOCOOCH TPUBJIEKATh B MHTEPCTUIIMATBHYIO TKaHb
MOHOIIUTHI, KOTOPBIC SIBJISTIOTCSI OCHOBHBIMU KJIETKA-
MU B COCTaBe WH(MWIBTPATOB MOYEYHOTO WHTEPCTUIIMS.
Heiitpanu3amms maHHOTO IMTOKMHA Ha 80% CHIDKaeT
MUTPAIIAI0 MOHOIIUTOB K OYary TyOYJIOMHTEPCTUIIATb-
HOTO TTOBPEXKIEHUS, YTO TOKA3BbIBACT €TO KITIOUEBYIO POJTH
B IIpoliecce TOBPEXACHUs TyOyaomHTepcTrius [6—9].
DTOT NIMTOKWH OIOCPENyeT TOBPEXICHUE KaHAJIbIICB
Y MTHTEPCTUIINS, CITOCOOCTBYST HAKOTICHUIO BOJIM3Y KITe-
TOK KaHaJIBIICBOTO SMUTEIUS aKTUBUPOBAHHBIX MaKpO-
(aros, nospexnatomux Tyoyasipubie kiaetku [10]. In vivo
OBUTIO TTPOAEMOHCTPUPOBAHO, YTO UMEHHO MOHOITHATAp-
HBI XeMOATTPaKTaHTHBIA MPOTeWH-1 UTpaeT OOJIBIIYIO
pOJTb B aKTUBAIIMKM CHHTE3a MakpodaramMu Mpoduodpo-
TeHHBIX ITUTOKWHOB, B YaCTHOCTU TPaHC(HOPMUPYIOIIIe-
ro dakropa pocta B, [11]. ITocnexnuit paccMatpuBaeTcs
KaK OCHOBHOI MpoduOporeHHblit pakTop, OCyluiecTBIIsI-
IOIUI PeTYIISInio (hUOporeHe3a B MHTEPCTULIMY TTOYEK,
B OOJIBIIIOM KOJIMYECTBE SKCIIPECCUPYETCS B SITUTEITMU
KUCT TPY TIOJTMKUCTO3HOW OOJIC3HU y YeJIoBeKa M TPpaHC-
TeHHBIX KpbIC [12—14].

OPUITNHAJIbHBIE CTATbU HE®POJIOrns

PubpPO3 Mpr ayTOCOMHO-TOMUHAHTHON TTOJTMKHUCTO3-
HOU OOJIE3HM TTOYEK UMeeT KaK «KJIACCUIEeCKUe» IEePTHI
¢ubpo3a 1pu XpOHUUECKOI 00JIe3HM TToYEK (YBEJIMUYCHUE
YPOBHST MHTEPCTUINATLHBIX KOJIJIAaTeHOB, U3MEHEHUST OT-
HONICHUST METAJUTONTPOTENHA3 K UX MHITMOUTOpaM, YBEITH-
YeHKe YPOBHS TpaHC(hOpMUpYIolero gakropa pocra f3),
TaK U YHUKJIbHbIC 4epThl. K HUM OTHOCSTCS HapyIIeHUS
B 3MUTEJIMNA KMCTO3HO-PACIIMPEHHBIX KaHAJBIIEB, KOTO-
pble TIPEIIIECTBYIOT WM3MEHEHUSIM WHTEPCTUIINATBHBIX
¢ubpo6sacTOB; B3aUMOJEHCTBUE MEXIY 3TUMU TUIIAMU
KJIETOK MPUBOAUT K HAKOTUICHUIO SKCTPAIIEIITIONISIPHOTO
MaTpMKCca U rporpeccupoBaHuio ¢udposa [15].

MmeeTcs HeOOIbILIOE YUCIIO UCCAEIOBAHU TIO OIpe-
NEJICHWIO POJIM MOHOIIMTAPHOTO XEMOATTPAKTaHTHOTO
nporenHa-1 u TpaHcopmupyloiiero ¢akrtopa pocra
B, BTpOrpeccHpoBaHWM 3a00JNEBaHMUii C BHIPAXKEHHBI-
MU TYOYJOMHTEPCTUITMATGHBIMUA WU3MEHCHUSIMM, B TOM
YUCIEe W aQyTOCOMHO-JIOMWHAHTHOM  IMOJIMKUCTO3HOM
6ome3nu [16, 17]. B oTmenbHBIX MCCIeNOBAaHUAX Y B3PO-
CJTBIX TIAIIUEHTOB C YKa3aHHBIM 3a00JIeBaHNEM BBISIBIICHA
KOPPEJANS 3KCKPEIIMA € MOYOM MOHOIIMTApHOTO Xe-
MOATTPAaKTAHTHOTO IMPOTerHa-1 ¢ ypoBHEM KpeaTWHWHA
KpOBHM, cTerneHblo nmporeuHypuu [18]. B uccienoBanuu
A. Biernacka u coaBT. 3KCKpelLusi ¢ MOYOi TpaHChHOpMU-
pytoero (akropa pocra B, y IeTeii ¢ ayToCOMHO-IOMM-
HaHTHOW ITOJIMKACTO3HOM OO0JIE3HBIO TTOUEeK ObIIa BBIIIE,
YeM Y 37I0POBBIX CBEPCTHUKOB, BBISIBJICHA TOJOXKUTEIhb-
Hasl KOpPEJIAIIMOHHAs CBA3b MEXIY YPOBHEM TpaHCGhOp-
Mupylomero Qakropa pocTa , ¥ CyMMapHEIM 00BEMOM
nouexk [19].

OnHako B HACTOsIIEe BpeMs HET KIMHUYCCKUX MC-
CJIeZIOBaHMI T10 KOMIUICKCHOMY WM3YYCHHMIO 3KCKPEIHU
MOHOITUTAPHOTO  XEMOATTPAKTAaHTHOTO  IpOTerHa- |
u TpaHcopmupyromero (dakropa pocta [, BKPOBU
W MoYe yJIeTell ¢ ayTOCOMHO-IOMWHAHTHOMN TTOJMKHC-
TO3HOU 00JIE3HbIO MOYEK, HE OIpeiesieHa UX Pojb B MO-
paXeHWW TOYeK U CePICYHO-COCYIUCTOM CHUCTEMBI
Ha paHHUX CTaIMSIX OOJIe3HU, UTO U TMOCIYXWUJIO IIEJIbIO
Halllero UccaeI0BaHusl.

Les nccenoBaHusl: BHISIBUTh B3aMMOCBSI3b SKCKpe-
1K MpohudporeHHbIX PaKTOPOB pocTa (MOHOLIMTAPHbII
XE€MOATTPAKTAHTHBIN TIPOTEUH- 1 ¥ TpaHCGHOPMUPYIOIIHI
(akrop pocTa ) ¥ MOpaxeHUs MOYEK M CEPAEIHO-CO-
CYIMCTON CUCTEMBI Y IeTel ¢ ayTOCOMHO-TOMUHAHTHOMN
MOJMKUCTO3HOI 00JIE3HBIO MOYEK.

XAPAKTEPUCTUKA JIETEI 1 METO/JbI
NCCJIENOBAHNUA

O6cnenoBanbl 39 nereit (17 ManbunKoB U 22 1€BOY-
K1 B Bo3pacte orT 1 roma mo 17 ner (MeauaHa Bo3pacta
11 (5;14) net) ¢ ayToCOMHO-AOMUHAHTHOM MOJIUKUCTO3-
HOIl 0oJie3HBIO ToYyeK. Ha MOMEHT BKJIIOYEHUSI HUKTO
U3 JeTeil He MmoJlyyay TUIIOTEeH3UBHYlO Tepanuio. Jetu
HaXOJWJIUCh TMOJ HAOII0AEHUEM B OTIEJIEHUN Hacie/-
CTBEHHBIX W MPUOOPETEHHBIX Oosie3Hel mouek HayyHo-
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Ianuxc C.B. u coagm. Porb mpoubporeHHbIX IIUTOKWHOB B TIPOTPECCUPOBAHNY TTOYETHOTO. .

HCCIE0BATENbCKOTO KIMHUYECKOTO MHCTUTYTA Teaua-
Tpuu. Kputeprem BKIIIOYCHUS B UCCIIEIOBAHNE SBJISIIACH
ayTOCOMHO-IIOMUHAHTHAsl MOJIMKUCTO3Hasl 00JIe3Hb MO-
yek y neteil B Bo3pacte oT I roma no 17 net. Kputepuu
HCKITIOYCHUST: COJTUTApHBIE KUCTHI TTOYEK, ayTOCOMHO-Pe-
LIeCCUBHAsI MOJMKUCTO3HAs1 00JIe3Hb MOYEK, MOJUKUCTO3
ITOYeK B paMKaxX HaCJICICTBEHHBIX CHHIPOMOB (CHHIPO-
mbl [epuieBckoro—TepHepa, Xunnenss—JIunaay, bap-
ne—buns, Ty0epo3HbIii CKIepo3).

Ipynny KoHTposist coctaBuau 12 mpakTUYeCKU 3110-
poBbIx jereit (7 MaabuMKOB, 5 JE€BOYEK) B BO3pacTe
oT 6 1o 16 et (MeanaHa Bo3pacTta 12 (7; 13) net), uTo co-
OTBETCTBOBAJIO TIOKA3aTeJISIM OCHOBHOM TPYTITIBL.

@OYHKIIMOHAIBHOE COCTOSTHME II0YeK OIICHWBA-
JIOCb Ha OCHOBAaHWM OIpeNeseHusT CKOPOCTH KIIy-
OOUYKOBOI (pUJIBTPALlUM, PACCUYMTAHHOW I10 (hopMyJie
G. Schwartz [20] B cooTBeTCTBUM ¢ KjaccudpuKauuei
XPOHUYECKOM 60J1e3HM MMoYeK HarmmoHaIbHOTO MOYeYHO-
ro ¢ponHaa «MHMIIMaTBa KauecTBa UCXO0B 00JIe3HEN 10~
yek» (K/DOQI) [21]. Ha MOMeHT BKJIIOUE€HUsI B IPYIITY
y BCEX MAIlMEHTOB CKOPOCTh KIIyOOUKOBOU (DITBTparuu
ObITa B IIpenesiax HOPMBI M COOTBETCTBOBAJa XpOHUYE-
ckoit 6osie3Hu nouek I craaum.

C uenblo 60siee paHHETO BbISIBJICHUS IPOTPECCUPOBA-
HUs 3a0o0sieBaHus 17 AeTsIM ¢ ayTOCOMHO-IOMUHAHTHOM
MOJUKUCTO3HON 00JI€3HBIO JISI OLIEHKU XU3HEC0CO0-
HOCTM TTOYEYHOI TKaHM ObUTa BBITOJHEHA ITaHapHAast
cratndeckass HedpocMHTUTpadusl C BHYTPUBECHHBIM
BBeneHneM “"Tc-Texnemek (JAMCA) c¢ mocienyonmm
pacyeToM WHIEKCa WHTErpajJibHOTO 3axBaTa KOJUYECT-
Ba panuodapmmpenapara OTAEIbHO JUISl KaXI0i MOYKU
¥ CYMMapHO IS IBYX TIOYeK (pedepeHTHBIE 3HAUYCHUS
NI MHAEKCA MHTErpajJbHOTO 3axBarta; oommit — 92—140,
OIHOCTOpPOHHUI — 46—70).

BceM meTssM MpOBOMMIIOCH TPEXKpaTHOE M3MEpeHUe
apTepUaIbHOTO HaBJICHUs ayCKYJIBTATUBHBIM METOIOM
C TIOCJICAYIOUIMM BBIYUCIEHUEM CPEIHEro aprepuasib-
Horo napjieHust. OueHKa apTepUuabHOTO AaBJIEHUST OCY-
LIECTBJISIACH C IOMOILBIO PeePEHTHBIX 3HAUYEHUIA B CO-
OTBETCTBUU C BO3PACTOM, TOJIOM U JUIMHOM TeJa.

CyToYHOE MOHUTOPMPOBAaHWE apTePUATHHOTO IaB-
JIEHUsI C OIIEHKOM CpPeTHMX 3HAYCHUN CHCTOJINIECKOTO
Y MTAACTOJTMYECKOTO IaBJICHUs, WHIEKCa BPEMEHM TH-
TEPTEH3UN  TI0 CUCTOTMYECKOMY U TUACTOIMYECKOMY
TABJICHUIO, CYTOYHOTO PUTMa apTepUATbHOTO JaBICHUS
B COOTBETCTBUHU C BO3PACTOM, MOJIOM U JUIMHOM TeJia Mpo-
BeaeHo 31 pebeHky Ha annaparax ABPM («Meautek»,
Beunrpust) u BPlab («Iletp Tenerun», Poccus). B 3aBu-
CUMOCTH OT Pe3yJIbTATOB UCCJIEA0OBAHMSI BbIAESIIACH CTa-
OwIbHasI (CpEeMHMI YPOBEHb CUCTOJIMYECKOTO W/ VITH TN -
aCTOJIMYECKOTO JNaBjieHUs1 Oosiee 95-ro MEpPUEHTUIIS,
WHIEKC BpeMeHU runiepreH3nn 6omee 50%) u mabmpHast
apTepuaibHas TUTIEPTeH3US (CPeTHU YPOBEHD CUCTOJN -
YECKOTro U/WJIv 1UacTOJIMYECKOTro AaBieHus Mexay 90-m
1 95-M TIepIeHTUIeM, WHICKC BpPEMEHU THUIEPTECH3WU
Mexny 25% n 50%).

Bcem 39 naumeHTaM OBLIO BBIMOJHEHO 3XOKap-
nuorpadudeckoe MCCIeAOBaHWE Ha ammapate Acuson
Sequoila 512 (Siemens, [epMaHust) 1o cTaHAAPTHON Me-
TOIWKE C MTOCJIEMYIONUM pacyeToM MacChl MUOKapra
JIEBOTO XeNTyIOoYKa U MHAEeKCa MacChl MUOKapiaa JICBOTO
XeJTymodka (OTHOIIIEHWE MAacChl MUOKap/ia JIEBOTO JKeJTy-
JIOYKa K JTMHE Tesa B cternieHu 2,7 (r/m>7).

BceM meTsiM IpoBOIMIIOCH YIBTPa3BYKOBOE MCCIIEHO-
BaHME OPTaHOB OPIONTHOM TOJIOCTH W TIOYEK C OLIEHKOM
pa3MepoB OpPraHOB, OIPENeICHHEM KOJIMYeCTBa W pas-
MepoB Kuct. [lpu pacyere oObeMa IOUYEK IO PE3YITb-
TaTaM  YJIBTPa3ByKOBOM OWOMETPUM  HCITOJIb30BaN
(GopMyJly YCEYeHHOTO 3JITHICA: 00beM mouyek (cM’) =
IUTMHaXIUupuHaxToamuHax0,53 [22].

OmpeneneHre TOKa3areieid MOHOIIMTAPHOTO XEeMO-
aTTpaKTaHTHOTO TIpoTewHa-1 W TpaHCcHOPMUPYOIIETo
(baxTopa pocTa B, B CIBOPOTKE KPOBU M MOYE B IpyIIIie
KOHTPOJISI Wy IETeil C ayTOCOMHO-IOMWHAHTHON TIO-
JIUKUCTO3HOUW OOJIE3HBIO TIOYEK ITPOBOAMIOCH METO-
JIOM MMMYHO(MDEPMEHTHOTO aHaJIM3a C MCIOJb30BaHUEM
HabOpOB ST KOJIMYECTBEHHOTO OIpenesieHnss humav
MCP-1, TGF-B, hbupmbl «eBioscience» (AbcTpus) Ha J1a-
6oparopHoMm cuetunke Wallac 1420 Miltilabel Counter
(Victor 2). Merton ocHOBaH Ha TBepAO(Pa3HOM «CIHIBUY»
BapuaHTe SH3MMCBSI3aHHOTO MMMYHOCOPOCHTHOTO aHa-
quza (ELISA — enzyme-linked immunosorbent assay).
Juamna3oH W3y4aeMbIX KOHIICHTPAIWI JUTIT MOHOIIM-
TApHOTO XEMOATTPaKTAaHTHOTO TIPOTeWHa-1 COCTaBHII
74—760 it /M, 1ist TpaHC(OPMUPYIOLIETO (haKTopa po-
cra B, — 4,64—14,76 nr/mi. YyBCTBUTENLHOCTh aHAIN3a
IUTSI MOHOITUTAPHOTO XeMOATTPAKTUBHOTO TIpOTeWHa- 1
paBHa 2,3 mir/mu, mis TpaHcopmupytoiiero gakropa
pocra B, — 0,009 Hr/mi. YpoBEHb MOHOLIUTAPHOTO X€-
MOATTPAKTUBHOTO MPOTEWHA-1 B CHIBOPOTKE KPOBU OBLIT
ucciieioBaH y 25 neTeil, B Moue — y 23 neteil; ypoBeHb
TpaHchopmupyromero dakropa pocta f, — y 35 u 33 ne-
Tell COOTBETCTBEHHO. AHAIM3MPyeMble MOYEBBIE OMO-
MapKephl ObLTM CKOPPUTMPOBAaHB Ha KPEAaTMHWUH MOYH,
YTOOBI UCKITIOYUTh IMMOTCHIIMAIBHOE BIMSHUE TT0J1a, JUTH-
HBI TeJIa ¥ TDIOMAIN TTIOBEPXHOCTH TeJa.

CTaTHCTUYECKUN aHAIU3 TIPOBOAMIICS C TTOMOIIBIO
HelapaMeTPUIECKIX METOIIOB C OIICHKON MeIraHbl U UH-
TEPKBAPTUJILHOTO pa3Maxa (25;75-1 nepLueHTUIN), 3HaYK-
MOCTb Pa3IMUWiA TSI HE3aBUCUMBIX BBEIOOPOK IO OTHOMY
MPU3HAKY OlleHWBAJACh TI0 KpUTepruio MaHHa— YUTHH,
TIPY CPABHUTEIILHOM aHAJIA3E TPEX 1 O0JIee TPyII UCTIONb-
30BaJICSl pAHTOBBIN aHanu3 Bapuaiuii mo Kpackemxy—Yoi-
yucy. KoppessiimoHHast CBSI3b MEXIY KOJTMICCTBCHHBIMU
ITOKAa3aTe/IIMU  BBIABIISUIACH C TIOMOINBIO TTapamMeTpude-
CKUX METOJIOB, B YaCTHOCTH C TIpMeHeHreM MeToma [Tup-
coHa. B ciyyae, ecnmi KoimyecTBeHHBIE TTPU3HAKK SIBIISI-
JIUCh HEHOPMAJTbHO pPacIpeAeIeHHBIMU, ITPOBOIMIOCH
JorapuMuIeckoe TpaHCHOPMUPOBAHNE TAHHBIX TTOKa-
3aresieil (ypoBeHb MOHOIIMTAPHOTO XeMOATTPAKTAHTHOTO
MmpoTenHa-1 B KpOBM M MOYe U YPOBEHBb TpaHCHOPMUPY-
tomtero (hakTopa pocTa 3, B KpOBM ¥ MOYE, MHIEKC MacChl

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEAVATPUUN, 3, 2014

93




OPUITNHAJIbHBIE CTATbU HE®POJIOrns

MUOKap/ia JIEBOTO KeJylIouka, CYMMapHblii oObeM Io-
4yeK/1,73 M2, CKOPOCTh KITyOOUKOBOI (DUIIBTPALIK) C TTPH-
BelEHUEM X K HOPMAaJIGHOMY PacIpeie/IeHUIO.

MHOXeCTBEHHBII PErpeCCMOHHBI  aHaU3 € UC-
TTOJIb30BAHMEM TTOIIATOBBIX TPOIIECAYP BKIIOUCHUS TTPO-
THOCTUYECKUX MPU3HAKOB OCYLIECTBJISUIM C LEJIbI0 OI-
penesieHns] He3aBUCUMBIX 3()GHEKTOB MOHOIUTApHOTO
XEMOATTPAaKTAaHTHOTO TpOTeMHa-1 | TpaHCchOpMUpyro-
mwero (akropa pocTta 3, B KPOBU M MOYE Ha 3aBUCUMBIE
rnepeMeHHble  (CKOPOCTb KJIyOOUYKOBOW  (puisTpauu
B MiI/MMH/1,73M?, WHAEKC MacChl MHOKapia JEBOTO
KeJymoJka BT/M>’, CyMMapHBII 0O0BbeM IOYEK, CKOp-
PUTHPOBAHHBIN Ha CTAaHAAPTHYIO ITOBEPXHOCTh TeJa,
B cM3/1,73M?, MHIEKC MHTErpajibHOrO 3axBarta). CtaTu-
CTUYECKY 3HAYMMBIMM CUUTAIIUCH PA3TNIUS TIPU YPOBHE
3HauumocTu p<0,05. Cratuctuyeckass obpaboTka HaH-
HBIX TIPOBOIWJIACH C IIOMOIIBIO CTAHMAPTHOTO TIaKeTa
Statistica 10.0 (StatSoft, Inc., CIIIA).

PE3VJIBTATbBI

B cbIBOpOTKE KpOBU Yy IeTe#l € ayTOCOMHO-IIOMU-
HAHTHOM TIOJMKUCTO3HOU OO0JIE3HbIO TOYEK YPOBEHb
MOHOLIMTAPHOTO XeMOATTPAKTAHTHOTO MpPOTerHa-1 ObLI
CTATUCTUYECKU 3HAYMMO BBIIIIE, UEM B TPYIIITe KOHTPOJIS
(p=0,003). ¥YpoBeHb TpaHchopMUpylOlIero ¢dakKropa
pocTa 8, B KpOBY M MOYE, a TAKXE YPOBEHb SKCKPETUPY-
€MOr0 C MOYOl MOHOIIMTAPHOTO XEeMOATTPAKTAHTHOTO
MpoTerHa-1 y GOJbHBIX JeTell CTaTUCTUYECKU 3HAUYUMO
HE OTJIMYAJIMCh OT TPYMITbl KOHTPOJIs (Taodu. 1).

He BBISIBIEHO CTAaTUCTUYECKM 3HAYUMOM pPa3HUILIBI

B YPOBHE MOHOIIUTAPHOTO XeMOATTPAKTAHTHOTO TIPOTEHU-
Ha-1 u TpaHchopMupylomero ¢akropa pocTa B, B KpoBM
¥ MOYe B 3aBUCUMOCTHU OT IOKa3aTeJiell CyTOYHOTO MO-
HUTOPWHTA apTepUaIbHOTO AaBjieHUs1 (Tadl. 2).

Kak nipencrapneHo B Tabi1. 3, y eTeii ¢ 00beMOM MoYeK
oouee 99 nepueHTUIs (CKOPPUTMPOBAHHOTO HA CTaHIapT-
HYIO TIOBEPXHOCTD TeJ1a) BBISIBJIEHO CTATUCTUICCKH 3HAYM-
MO€ YBETMYCHNE IKCKPEITNHN C MOYOI MOHOITUTAPHOTO Xe-
MOATTPaKTAHTHOTO MIPOTEWHA- | TT0 CPaBHEHMIO C TPYITITOMN
neTeit, 00beM ITOYEK KOTOPBIX OBLT B ITpeesiax BO3pacTHOM
HopMbl (p=0,03). BMecTe ¢ TeM He BbISIBJIEHO CTaTUCTUYE-
CKM 3HAYMMOM Pa3HUIILI MEXIY YPOBHEM MOHOITUTAPHOTO
XE€MOATTPAKTaHTHOTO TIPOTeMHA-1 B CHIBOPOTKE KpPOBH,
a TaKKe TpaHCchopMUpYIoLIero (pakTopa pocTa 3, B KpOBU
1 MOYE B 3aBUCIMOCTH OT 00beMa ITOUeK.

VY meTeit ¢ ayTOCOMHO-IOMWHAHTHOU TTOJTMKHMCTO3-
HOWl OOJIE3HBIO TIOYEK W CHIDKCHHBIM OOIIUM WHICK-
COM MHTETPaJIbHOTO 3axBara (MeHee 92) To pe3ysibrataM
cTaTudeckoil HedpoCHMHTUTPaGUU ¢ BHYTPUBEHHBIM
BBeaeHueM *"Tc-Texnemek (JIMCA) BBISIBICHO CTaTH-
CTUYECKH 3HAYMMOE CHIKEHME YPOBHSI MOHOIIUTAPHOTO
XE€MOATTPAaKTAaHTHOTO MIPOTEWHA- | B KPOBM U TIOBBIIICHUE
€ro 9KCKpPEIMM ¢ MOYOU TTO CPAaBHEHUIO C IETbMH, Y KO-
TOPBIX WHAECKC WHTETPAIIBHOTO 3axBaTa OBLT B Ipemetax
HOpMbI (Tabs. 4). YcraHOBEHA TaKKe yMEepeHHasl mpsi-
Mast KOpPEJSIIS MEeXIY YPOBHEM MOHOITUTAPHOTO XeMO-
aTTPaKTaHTHOTO IMPOTEHNHA- 1 B CBIBOPOTKE KPOBH, a TaK-
Xe CWJIbHAsI oOpaTHasT KOPPEJSAIIAS MEXITy SKCKperei
C MOYOIf TaHHOTO ITUTOKWHA M MHIEKCOM MHTETPATEHOTO
3axBata — R=0,46; p=0,04 u R= — 0,72; p=0,005 coort-
BeTCTBEHHO (Tabj. 5). YpoBeHb TpaHCGHOPMUPYIOLIETO

Tabauua 1. Yposens MCP-1u TGFp, B KpoBy 1 Mo4e y GOJILHBIX C AYTOCOMHO-IOMUHAHTHOIA NOJMKHCTO3HOI 00J1E3HbIO NI0YEK

it hakTop pocTa B,/KpeaTMHIH MOYH.

Tabauya 2. YpoBenb MOHOIMTAPHOTO XeMOATTPAKTAHTHOIO NPOTEHUHA-
M MOYE B 3aBHCHMOCTH OT YPOBHSI APTEPUATLHOTO JABJICHNS 110 Pe3y/ITATaM CYTOYHOT0 MOHHTOPUHIA APTEPUATLHOTO JABICHHS

TNokazarenb BonbHbIE KoHTpoib P
MCP-1 B KpoBH, ITr/MI 448,5 (366,5;632), n=25 242,3 (185;420,5), n=12 0,003
TGFB, x KpoBu, Hr/MJI 10,6 (3,1;25,5), n=35 17,8 (3,1;28,37), n=12 0,4
MCP-1/Cr B MOY€E, HI/MMOJIb 26,3 (15,4;51,7), n=23 35,9 (19,6;39,6), n=12 0,64
TGFB, /Cr B Mo4€, HT/MMOJIb 247,8 (143,5;478,4), n=33 292 (251,4;410,9), n=12 0,8
Tpumeuarue. 3neck B TabN. 2—6: n — yncio o6cnenoBaHHbIX. MCP-1 — MOHOUMTApHEIA XeMOATTpakTaHTHEIA poTenH-1; TGFB, — Tpancdop-

mupyrommii pakrop pocra B ; MCP-1/Cr — MOHOLIMTapHBI XeMOATTPAKTaHTHBIH MpoTenH-1/kpeatnnuH Moun; TGFB,/Cr — tpanchopmupyro-

1 n Tpancopmupyromero hakTopa pocta 3, B ChIBOPOTKE KPOBH

ApTepuasibHOE JaBIeHUE ITpohubporeHHbIE LIMTOKUHBI
MCP-1, iir/mn TGF B, or/mi MCP-1/ Cr, Hr/mMMOIBH TGFB/Cr, ar/Mmmons
HopMoteH3us 364,5 (350,5;400), 18,2 (10,6; 23,7), 37,2 (14,05;49,9), 244,6 (130,6;264,2),
n=35 n=9 n=4 n=9
JlabunbHas TUTIEPTEH3US 400,5 (384,5;581), 5,48 (2,97;27), 27,6 (15,4;47,4), 233,3 (202,6;270,7),
n=9 n=12 n=§ n=9
CrabuiibHast apTepuaibHas 448,5 (366,5;616,5), 19,9 (4,84;25,5), 15,6 (5,9;40,9), 96,1 (56,3;569,2),
TUIIEPTEH3US n=5 n=6 n=5 n=7
)4 0,2 0,3 0,49 0,47
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Tabauya 3. YpoBeHb MOHOUMTAPHOrO XeMOATTPAKTAHTHOIO NpoTenna-1 u Tpancdopmupyiomero pakropa pocra B, B ChIBOPOTKE
KPOBH M MOY€ B 3aBHCHMOCTH OT CyMMapHOro 00beMa Mo4YeK, CKOPPUIHPOBAHHOTO HA CTAHAAPTHYIO OBEPXHOCTD TeJIa

ITokazarenn 0O6bem mouek cm?/1,73 M2, %o D
<97%o 297 %o

MCP-1 B KpoBu, IIT/MIT 597 (350,5;671), n=13 400,5 (366,5;616), n=12 0,6

MCP-1/Cr B MOY€e, HT/MMOJIb 16,45 (6,35;35,6), n=12 48,11 (25,4;60,3), n=11 0,03

TGF B, B kpoBu, HI/MJI 7,79 (3,05;19,2), n=19 20,9 (3,9;27), n=16 0,3

TGFB/Cr B Moue, HT/MMOJIb 264,2 (225,3;480), n=17 215,9 (95,7;374,6), n=16 0,16

(akropa pocTa [, B CLIBOPOTKE KPOBM U MOYE CTATUCTH-
YeCKHU 3HAYMMO He U3MEHSIJICSI B 3aBUCUMOCTH OT MHIEK-
ca MHTETpaJIbHOTO 3axXBaTa.

BhisiBiieHa TeHOCHLMSI K CHIDKEHUIO CBIBOPOTOYHOTO
YPOBHSI Y HAPACTAHMUIO 3KCKPELIMU C MOYOI MOHOLMTAp-
HOTO XEMOATTPAaKTaHTHOIO TpoTerHa-1 y aeTeii ¢ mojm-
KUCTO30M TIOYEK M MHIEKCOM MAacChl MUOKapiaa JIeBOTO
KeJymouka 0osiee 75-To TIEPUEHTUIISI, OMHAKO CTaTUCTH-
YecKr 3HAUYMMOI pa3HUILIbl TonydeHo He Obuto (p=0,09
u p=0,1 cooTBeTcTBeHHO). CBIBOPOTOYHBI YPOBEHb
TpaHcdopmupyromero Gpakropa pocTa §, CTaTUCTHYECKH
3HAYMMO He pa3inJajicsl B 3aBUCMOCTH OT MHAEKCca Mac-
Chl MHMOKAapa JIEBOTO KeJymodka. [1py 3TOM 3KCKpemust
C MOYOI JaHHOTO LINTOKWHA ObLTAa CTATUCTUYECKHU 3HAYM-
Mo Boiie (p=0,03) y neTeit ¢ MOJMKHUCTO30M TTOYEK U MH-
JIEKCOM MacChl MUOKap/a JICBOTO XeJTymnouka 6ojee 75-1o
MEePLEHTWIIS TI0 CPABHEHUIO C IEThMM, Y KOTOPBIX MHIEKC
Macchl MUOKapaa ObuT <75-10 nepLeHTWwIs (CM. Tab. 5).

BhisiBieHa mpsiMasi CWJIbHASI KOPPEISLIMS  MeX-
Iy 3KCKpelMeil MOHOLIMTApHOTO XeMOAaTTPaKTaHTHO-
ro nporeuHa-1, tpaHchopmupyloiiero ¢dakropa pocra
B, M UMHIEKCOM MacChl MHWOKapa JIEBOTO Xelydo4Ka
(R=0,8; p=0,0001 u R=0,5; p=0,05 COOTBETCTBEHHO;

Tabn. 6). Takxke ycTaHOBJIEHa TIpsAMast yMepeHHas Kop-
pensunonHast ¢Bsa3b (R=0,55; p=0,006) Mexmy 3KCKpe-
el MOHOIIUTAPHOTO XEMOATTPAKTaHTHOTO TIPOTEH-
Ha-1 u TpaHchopmupyromero hakTopa pocTa f, ¢ MoJoii
(CM. PUCYHOK).

log) TGFf/Cr, ar/mmoan
30

R=0.53, p=0,006 °
28 o

26
: =T m”-’r -
22 B

LR

0.0 0.2 0.4 0.6 08 1.0 12 14 16 18 2.0 22 24
log; MCP-1/Cr, BEr/Mmonn

Pucynox. Koppensumsa mexmy SKCKpemmeil MOHOIMTAPHOTO
xemoarTpakTauTHoro nporenHa-1 (MCP-1) u 3KkcKpenueit
Tpancdopmupylomero dakropa pocra B, (TGF §,) ¢ movoii.

Tabauya 4. YpoBeHb MOHOUMTAPHOrO XEMOATTPAKTAHTHOTO NpoTenHa-1 u Tpancopmupyiomero hakropa pocra B, B CHIBOPOTKE
KPOBM M MOY€ B 3aBUCHMOCTH OT HHIEKCA HHTETPAJIbHOTO 3aXBaTa N0 Pe3y/IbTaTaM CTATHYECKOi HeppocuuHTHrpaduu ¢ BHYTPH-

BeHHbM BBenennem *"Tc-Texnemek (IMCA)

ITokazarenb Wunexkce nHTErpabHOro 3axsara (Hopma 92—140) P
<92 292

MCP-1, nr/mn 386,5 (342,5;597), n=11 671 (616,5;940,5), n=5 0,05

MCP-1/Cr, Hr/MMOIBb 26,3 (15,4;49,5), n=11 4,9 (2,85;17,9), n=4 0,05

TGF B,, Hr/mn 10,0 (3,9;22,3), n=12 12,71 (5,9;34,9), n=5 0,4

TGFB/Cr, Hr/MMoIb 229,3(149,3;279,8), =12 217,3 (130,6;215,5), n=5 0,79

Tabauya 5. YpoBeHb MOHOIMTAPHOIO XeMOATTPAKTAHTHOIO NpoTenHa- 1 1 Tpancdopmupyiomero hakropa pocta B, B CHIBOPOTKE
KPOBH U MOY€ B 3aBHCHMOCTH OT MHIEKCA MacChl MHOKAP/Ia JIEBOTO XKeJIynouka, r/mM>(%o)

ITokazareinb MHaekc Macchl MUOKap/a JIEBOTO XKelyaouka, r/m>’(%o) P
<75%o >75%o

MCP-1, nr/mn 551 (366,5;658,5), n=19 349,5 (306;484,5), n=4 0,09

MCP-1/Cr Mmo4u, HT/MMOJTb 21,4 (8,4;41,4), n=18 48,8 (33,6;100,5), n=4 0,11

TGF B,, Hr/mn 11,6 (4,7;26,13), n=24 14,9 (3,05;24,9), n=9 0,8

TGFB/Cr, Hr/mMMoIb 229,3 (130,6;288,9), n=25 460,3 (270,7;600), n=7 0,03
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Tabauya 6. Koppensiuuonnas cBa3b IKCKpenyu npohubporeHHbIX (JakTopoB B CHIBOPOTKE KPOBH M MOYE C KIMHHYECKMMH NOKA3ATEISAMH

y JieTeii ¢ ayTOCOMHO-A0MUHAHTHOW MOJIMKUCTO3HOM 00J1€3HBIO IOYEK

TMokazarenb log,,MCP-1, iir/m

log ,MCP-1/Cr, ur/mmoinb

log, , TGFB, nr/mn log, ,TGFB/Cr, nr/mmonn

R P R p R p R p
log,,CK®, mn/mun/1,73m> —0,25 0,37 0,27 0,3 —0,2 0,34 0,15 0,55
log, .UM MJLX, r/m* —0,03 0,9 0,8 0,0001 —0,008 0,9 0,5 0,05
log, ,CymMapHblii 06beM —0,3 0,2 0,46 0,1 0,31 0,26 0,08 0,7
moyex, cm3/1,73m?
CpenHee apTepHaaIbHOE 0,01 0,9 —0,03 0,9 0,3 0,2 —0,32 0,2
napiaeHue/244
WMHaekc uHTerpajibHOro 0,46 0,09 —0,72 0,005 0,002 0,99 —0,46 0,07
3axBara

ITpumeuanue. CKD — ckopocTb Ki1y6oukoBoi (usrparmu; UM MJTK — rHIeKc Macchl MUOKap/a JIEBOTO XKeTyI0JKa.

B xome MHOXECTBEHHOTO PErpeCCMOHHOrO aHalINn3a
C VICMOJIb30BAHUEM TOIIATOBBIX MPOLIEAYP BKIIOYEHUS
MMPOTHOCTUYECKUX MPU3HAKOB (CKOPOCTh KIYOOUKOBOM
(uabTpalMu, WHIOEKC Macchbl MHUOKapia JIEBOTO Ke-
JIyIoYKa, CyMMapHbIi o6beM Touek/1,73 M2, cpemHee
apTepuajbHOE JaBlIeHUe B T€YCHHE CYTOK, MHIEKC WH-
TerpaJibHOTO 3aXBaTa) B KAYeCTBE 3aBUCHUMBIX (haKTOPOB
ObLIO BBISBJIECHO, YTO JJISI MHACKCA WHTETPATbHOTO 3a-
XBaTa HE3aBUCUMBIMM MPEIUKTOPAMHU SIBJISTIOTCSI CHIBO-
POTOUYHBIN YPOBEHb U YPOBEHb 3KCKPETHUPYEMOTO C MO-
YOIi MOHOLIMTAPHOTO XeMOATTPAKTAHTHOTO MPOTENHa- |
(B=0,45; SE0,2; R=0,56; p=0,04 u = — 0,52; SEO0,19;
R= — 0,63; p=0,002 cooTBeTcTBeHHO). Kpome Toro,
MMOKAa3aHO, YTO YPOBEHb 3KCKPEIUH C MOYO MOHOLIM-
TapHOTO XEeMOATTPaKTAHTHOTO TMpOTenHa-1 uMeeT Tec-
HYIO B3aUMOCBSI3b C MHIEKCOM MacChl MUOKap/a JIEBOTO
xeaynouka (p=0,72; SE 0,21; R*=0,7; p=0,004). B3au-
MOCBSI3U CBIBOPOTOYHOTO YPOBHSI M DKCKPELIMU C MOYOI
TpaHchopMuUpyIonIero (akTopa pocTa B, ¢ 3aBUCUMBIMU
(akTOpaMu He YCTaHOBJICHO.

OBCYXKJIEHUE

YpoBeHb MOHOLIUTAPHOTO XEMOATTPAKTAHTHOTO MPO-
TerHa-1 B CHIBOPOTKE KPOBU Y AETEH C MOJMKUCTO30M
OblJT CTaTUCTUYECKW 3HAUYMMO BbILIE, YEM Y 30POBBIX
nerei u3 rpynbl KOHTposi. B uccnenoBanuu D. Zheng
1 COABT. CBHIBOPOTOUYHBIA YpPOBEHb OSTOr0 LUTOKWHA
y B3pPOCJIbIX MalMEHTOB C MOJUKKMCTO30M IOYEK HE OT-
JIMYaJICcsl OT TaKOBOTO B rpyriie KoHtpous [18]. OnHako
cJIelyeT y4ecTb, UTO MCClIeZIOBaHME TPOBOAUIOCH B IPYyII-
e MalMeHTOB CO CHUXEHHOW (UIBTpalMOHHON (DYyHK-
LiMeil moyek, Toraa Kak y Bcex JeTeil, BOeAIuX B Hallle
rcciaenoBanue, GpuabTpalluoHHas GyHKIMS MMoveK Obuia
COXpaHHa U COOTBETCTBOBAJIA XPOHUYECKOW O0Jie3HU
noyexk | cranuu. CHUXeHUE YPOBHSI MOHOLIMUTAPHOTO Xe-
MOATTPAaKTAHTHOIO MpoTeuHa-1 B KPOBU U MOBbILIEHUE
€ro 9KCKpelrU C MOYOM Yy IeTeil CO CHUXKEHHBIM MHJIEK-
COM HHTErpajibHOTO 3axBaTa, Kak MoKazaTejeM o0beMa

byHKIIMOHUpYIOIIEH MapeHXUMBI, TO3BOJISICT TIPEITIO-
JIOXUTh CTAAUHHOCTD M3MEHEHUS YPOBHS MOHOIUTAP-
HOTO MpOoTerHa-1 KakK B KpOBW, TaK U B Moue. [lomydeH-
Hasl B X0lle MHOTO(aKTOPHOTO PErpeCCUOHHOTO aHaIu3a
TEeCHasl B3aMMOCBSI3b MHJEKCAa MHTErpaJIbHOTO 3axBaTa
1 YPOBHSI MOHOITUTAPHOTO XeMOATTPAKTAHTHOTO TIPOTEH-
Ha-1 B kpoBu (R>=0,56) u Mmoue (R>= — 0,63) TakXe yKa-
3bIBA€T Ha MPAaBOMOYHOCTb JAHHOTO MPENOJIOKEHUS.
Ha HavanbHO# cTaguy ayTOCOMHO-AOMUHAHTHOM MOJIU-
KHCTO3HOM 00sie3HU, Korna huibTpalMoHHas (GyHKIIUS
coxpaHeHa, KaHayiblieBasi peabcopOiiusi He HapylleHa,
YPOBEHb MOHOLIMTAPHOIO XEMOATTPAKTAHTHOTO MpOTe-
nHa-1 B KpoBU moBbIIeH. [1o Mepe mporpeccupoBaHUs
3a00JieBaHUs YPOBEHb JAHHOTO ITUTOKMHA B KPOBU CHU-
>KaeTCsl M BO3PACTAET €ro 9KCKPelrs ¢ MOYOii, YTO CBs3a-
HO KaK C YMEHbIIEHUEM KaHaJIblIeBOI peabcopOiLnu, Tak
U C BO3pacTalollleil KaHajblieBOW cekpeliveil. B Hailem
HCCJIEIOBAHUN YPOBEHb 9KCKPETUPYEMOTO C MOUYOH MO-
HOLIUTAPHOTO XEMOATTPAKTAHTHOTO MpoTeuHa-1 y aerei
C TOJIMKMCTO30M TMOYEK CTATUCTUUYECKU 3HAYMMO HE OT-
JIMYascsl OT TAKOBOTO B IPYIINE KOHTPOJIS, UTO TAKXe
BO3MOXHO CBSI3aHO C HauaJbHOM cTaaueit 3a00J1eBaHusl.

[Tpu 3TOM OBUTO BBISIBJICHO CTATUCTUYECKU 3HAYMMOE
YBEJIMYEHUE SKCKPELMU C MOYOH JAaHHOTO ILIMTOKUHA
y IeTeit ¢ 06beMoM Touek 6osee 99 %o (CKOppUTHpOBaH-
HOTO Ha CTaHJaPTHYIO MOBEPXHOCTD Tejia) MO CPABHEHUIO
C IETbMU C HOPMAJIbHBIM OOBEMOM TOYEK. DTO CBUJE-
TEJbCTBYET 00 yCyryoJeHUU TyOyJOMHTEPCTUIIMATBHOTO
MOBPEXIEHUS 110 MEPE YBEJIMUEHUS] 00beMa MOYEK, CBSI-
3aHHOTO C pOCcTOM KHUCT. B uccnenosanuu D. Zheng u co-
aBT. y B3POCJIbIX C MTOJIMKKUCTO30M TMOYEK Obla BbISIBIEHA
oOpaTHasi KOppeJsIIMOHHAs CBSI3b MEXAY 2KCKpelueit
C MOYOIl MOHOLIMTAPHOTO XEMOATTPAKTAHTHOIO MPOTEU-
Ha-1 u ¢punsrpauroHHOR pyHkuMen novex [18]. OgHako
B HallleM MCCJIEJOBAaHUM aHAJOTUYHOMN CBSI3U MOJYYEHO
He ObLJI0, UYTO, BOBMOXHO, CBSI3aHO C JUIMTEIbHBIM COXpa-
HEHUEM CKOPOCTU KJIyOOUYKOBOI (puibTpaliuy B mpene-
JIaX HOPMBI 3a CUeT TUTepMMIBTpAIli B HETTOBPEXKICH-
HBIX KITyOOUKax.
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Ianuxc C.B. u coagm. Porb mpoubporeHHbIX IIUTOKWHOB B TIPOTPECCUPOBAHNY TTOYETHOTO. .

He BbisiBieHO pa3HULbl ypOBHS MPOMOUOPOTEHHBIX
IIMTOKWHOB B KPOBU Y MOYE B 3aBUCUMOCTH OT TIepPIICH-
TUJISL CPEMHETO apTepUaTbHOTO NaBICHUS (110 TaHHBIM
Pa30BBIX M3MEPEHMI) M OT CpeHUX 3HAYCHUU apTepu-
JTBHOTO JABJICHUS T10 pe3yIbTaTaM CYTOYHOTO MOHUTO-
pUHTa, YTO COOTHOCUTCS C pe3yTbTaTaMU MCCIICIOBAHUS
R. Grenda u coaBT. y eTeil ¢ XpOHMYECKON OOJIE3HBIO
nouek II—IV cranuu, Kyna Bxoauna rpymra aetei ¢ mo-
JIMKUCTO30M rouek [23].

BuisiB)IeHa TeHACHIMS K MOBBIIICHUIO 3KCKPEITUU
C MOYOII MOHOIIMTAPHOTO XEMOATTPAKTAHTHOTO TIpOTe-
uHa-1 (p=0,1), aTakKe CTaTUCTUYECKU 3HAUMMOE IO-
BBILIEHWE 3KCKpELUUU TpaHchopMmupylouero dakropa
pocta [, yIeTeil C IOJMKUCTO30M TOYEK M MHAEKCOM
Macchl MUOKapja JIeBOro xejyaodka Oojee 75-ro mep-
meHTwIs. KpoMe Toro, ycTaHOBJIeHa TIpsiMasi CHJIBHAsI
KOPPEISIIUOHHAS CBSI3b IKCKPELIMM MOHOLIUTAPHOIO Xe-
MOATTPAaKTAaHTHOTO TIpOTenHa-1 1 TpaHCHOPMUPYIOIIETO
(akTopa pocTa 3, C MHAEKCOM Macchl MMOKap/a JIEBOro
xenynouka (R=0,8; p=0,0001 u R=0,5; p=0,05 cooTBer-
CTBeHHO). B xome MHOrogakropHOro perpecCrMoHHOIO
aHaJM3a TOATBEPXIeHA B3aMMOCBSI3b TIOYCUHOM 9KCKpe-
I MOHOILIMTAPHOTO XEMOATTPAKTAaHTHOTO IMPOTerHa- |
U MHIEKCa MacChl MUOKap/a JIeBoro xeiyaouka (R*=0,7).
YUuTeIBasi BBIIEU3IOKEHHOE, MOXHO ITPEIIOJIOXUTH,
YTO YKa3aHHBIC IIUTOKWHBI UTPAIOT HEMATOBAaXKHYIO POJIb
B IIPOTPECCUPOBAHUN CEPICUHO-COCYIUCTOIO MOBPEXK-
neHus. [lo mMerommMcs TaHHBIM JIUTepaTyphl, paHee
MOAOOHBIX HCCAENOBaHUN Yy eTell ¢ ayTOCOMHO-IOMMU-
HAHTHON MOJIMKUCTO3HOU 00JIE3HBIO MTOYEK HE MTPOBOAU-
JIOCh. BEISIBJICHME B3aMMOCBSI3M 9KCKpPELMH Mpohuopo-
TeHHBIX IINTOKWMHOB U TIOPaXEHUS CEPACTHO-COCYAMCTOMN
CHCTeMBI He ClTyJaifHo. M3BecTHO, 4TO MOHOIIMTApHBII
XEeMOATTPAaKTaHTHBI TPOTEUH-1 TOCPEICTBOM aKTHBa-
MM siaepHoro akTopa KB crmocoOCcTByeT OBBITIICHHOMN
BBIPa0OTKE aHTMOTEH3WHOTEHA 1 OKa3bIBaeT MPSIMOE pe-
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OPUITNHAJIbHbBIE CTATbU

FACTPOS3HTEPOJIOIrnNs

Opranuzanus Jie4eOHO-NPoPUIAKTHIECKON IIOMOLIH JeTSIM ¢ 00J1€3HSIMH OPraHoB
nuieBapeHus B 3a0aifikaIbCKOM Kpae

B.A. Illlepbax

YuTuHckasa rocygapcTBeHHas MeamLUmMHCKasa akagemMms

Organization of therapeutic-and-prophylactic care for children with digestive diseases
in the Transbaikal Region

V.A. Shcherbak

Chita State Medical Academy

C nespio aHam3a padoThI MO OKA3AHHMIO MOMOILM JETSIM C TACTPO3HTEPOJIOrMYECKOi naToorueil B 3a0ailKaabCKOM Kpae u3ydeHa
3200J1eBa€MOCTh 0 00PANIAEMOCTH JIeTeil H MOIPOCTKOB HA OCHOBAHMM CTATHCTHYECKMX MaTepHaioB MeanuuHCKOro WHpopma-
HMOHHO-AHAJIMTHYECKOro HeHTpa 3adaiikaabckoro kpas. ITokazarean paccuntbiBamuch Ha 1000 geTcKoro HacejeHHs 3a MEPHO.
2006—2012 rr. YcTaHOBJIEHO, 4TO Y JeTeil 00/1e3HM OPraHoB MULIEBAPUTEILHOIO TPAKTA 3aHUMAIOT BTOPOE MECTO, cocTasisd 8,5%
BCell MaToJIOrHM. 3aperHCTPUPOBAHA TEHIEHIMS K YMEHBIIEHHIO 9MC/Ia 3200.J1eBaHMil KeJTyI0UYHO-KHIIeYHOro TpakTa. OnHako B 3a-
0aiiKaJIbCKOM Kpae MX MOKA3aTeJ i MPOJ0JIKAIOT 0CTABATHCA BbIllIE, YEM B 1IEJIOM N0 CTpaHe. B cTpyKType yKasaHHbIX 3200/1eBaHMii
HA MEePBOM MeCTe BCE roJibl HAXOIMJIUCH 00JIE3HHU JKEJIYHOrO My3bIpsA, HA BTOPOM — FACTPUTHI M JYOJAEHHTbI, HA TPEThEM — FHTEPO-
KOJHTHI HenH(eKuuoHHbie. OO0CYKIaeTCA TPAKTOBKA PE3Y/ILTATOB JOMOJHHTEIbHBIX METOIOB HCC/IENOBAHMS, BOMPOCHI JE€YEHHS
1 npouaakTuku. Caeian BbIBO O HEOOXOAMMOCTH MPOBEIEHHS paHHel NPOGUIAKTHKH HA 3Tane (opmupoBanus (PaKTOPOB PUCKA.
IToBbleHHOE BHUMAHKME K TACTPOIHTEPOJIOTMIECKOIA MATOJOTHHA B IETCKOM BO3PACTE SABUTCS MPEANOCHLIKOM ISl CHIZKEHHUS 3200~
JIeBA€MOCTH BO B3POCJIOii MOMYJISIIUH.

Knrouesvie crosa: demu, 3a601e6aemocms, opeamnsl nuwesaperus, 601e3HU HCeNUH020 nY3bips, 2acmpodyodenum, deuyum cesena.

To analyze medical care for children with gastroenterological diseases in the Transbaikal Territory, the author studied their incidence
from the referral rates of children and adolescents, by examining the statistical materials of the Medical Information and Analytical
Center of the Transbaikal Territory. The 2006—2012 morbidity rates per 1000 children were calculated. In the children, digestive
diseases were found to rank second, amounting to 8,5% of all pathology cases. There was a tendency for the incidence of gastrointes-
tinal diseases to decrease. However, it continues to remain higher in the Transbaikal Territory than in the entire country. For all the
years, gallbladder diseases headed the list of the above diseases, gastritis and duodenitis ranked next, non-infectious enterocolitis oc-
cupied the third place. The interpretation of the results of additional studies and the issues of treatment and prevention are discussed.
It is concluded that there is a need for the early prevention of gastroenterological diseases when their risk factors form. Increased
attention to gastroenterological diseases in children will be a prerequisite for reducing their incidence in an adult population.

Key words: children, morbidity, digestive organs, gallbladder diseases, gastroduodenitis, selenium deficiency.

B CTPYKType 3a00JIeBaHUI1 IETCKOro Bo3pacTa 0oJie3- MATEPUAJT M1 METO/BI

HU OPTaHOB MUIIIEBAPEHYs 3aHUMAIOT CYIIIECTBEHHOE
MECTO KakK IO paCIipOCTPaHEHHOCTH, TaK M IO TSKECTH
KJIMHUYeCcKuX mposieieHuit [1—3]. B HacTosiiee Bpemsi
HaOJIoMaeTcsl OTYCT/IMBAs TCHICHIINS K HapaCTaHWIO Ja-
CTOTBI TACTPOIHTEPOJIOTMIESCKOM MTATOIOTUH 1 3HAYUTEITh-
HOMY <«OMOJIOXEHHUIO» 3aboseBaHuil. MHorue 0ose3HU
B3POCJIBIX HAYMHAIOTCS B IETCKOM Bo3pacte. BoT mouemy
Ype3BBIYATHO BaXXHOM SIBJISICTCST IIPEEMCTBEHHOCTh pabo-
ThI MEXTy MeANaTPaMU U BpadyaMu B3pocioi ceTH [4].

Lenp wccnenoBaHWs — TpOaHATM3UPOBATH PaboTy
10 OKa3aHUIO JIe4ueOHO-MPOGUIAKTUYECKOM TTOMOILU Je-
TSM C TACTPOIHTEPOIOTHISCKUMM 3a00JIeBAaHUSAMU B 3a-
0aliKaJlbCKOM Kpae.

© B.A. LLlepbak, 2014

Ros Vestn Perinatol Pediat 2014; 3:99-103

Anpec nns koppecnonaenuuu: Lllep6ak Bnagumup AsekcaHapoBud — I.M.H.,
3aB. Kad. nequaTpun YNTUHCKOI rocy1apCTBEHHON MEAMIIMHCKOM aKaaeMUun
672090 Yura, yi1. Topbkoro, 1. 39a

W3zyueHa 3aboseBaeMOCTb 10 obpaiiaeMocTH aeteit (ot 0
10 14 neT BKIIIOYUTENIBHO) U MOApOCTKOB (oT 15 mo 17 net
BKJIIOUMTENBbHO) 10 hopme 12 Poccrata (mpukaz Ne 483
ot 31.12.2010 ). [NTokazarenu paccuutbiBarch Ha 1000 net-
ckoro HaceneHus 3a ieprona 2006—2012 . CpaBHeHMe MPo-
BeneHo ¢ JaHHbIMU Poccwmiickoir deneparim 1 CHOMPCKOTo
denepansHoro okpyra (C®O). s cpaBHEHUST ¢ 6a30BbIM
(2006) TOOOM pACCUMTBLIBAJICS TIOKa3aTedb HATJISIHOCTH,
C TIPEIBIIYIIIIM TOOOM — TIPUPOCT (CHIDKEHWE) B IIPOLICH-
Tax. BelpaBHMBaHVE TMHAMIIECKUX PSIOB OCYIIECTBIISUIOCH
C MIOMOIILIBIO CKOJTB3SIILEH cpemaHeit. JI1st BhISIBJICHUST TEHIIEH-
1MW TIPOBOIWIIACH JIMHUST TPEHOA W PACCUMTHIBAICS KO3(D-
uLMeHT annpokcuMauu (MpUOIVXKeHNs).

PE3VJIBTATBI

YcTaHOBNIEHO, YTO 32 aHAIM3UPYEMBI MEPUO MaKCHU-
MaJIbHOE KOJIMYECTBO JIETCKOro HaceneHus1 3abailkaabCcKoro
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Kpast (Tabs. 1) 66110 3apeructpupoBaHo B 2006 1., 3aTteM Ha-
omonanock cHUXkeHue ero yuciaeHHocty. K 2012 r no cpas-
HEHUIO C 0a30BbIM YMCJEHHOCTb HAceJIeHUsl B BO3pacTe
0—17 ner cuuzunack 6os1ee yeM Ha 20 ToIc. [Tpy 3TOM yMeHb-
LIEHWE TPOMCXOIUIO 3a CUET TMOAPOCTKOB, AOJISI KOTOPBIX
B2006 . 6pi1a 21,0%, aB2012T. — ToNbKO 15,7%. 3a 7 et
MPOU30IIUIO YMEHBIIEHWE YUCIa TMOAPOCTKOB Ha 17 744.
BoccraHoBneHue HaceaeHMsI MPOMCXOMWIIO 3a CYET BO3pa-
CTaHUs1 pOXKIAEMOCTH Y COOTBETCTBEHHO KOJIMYECTBa JeTel
paHHETro U JIOIIKOJILHOTO Bo3pacTa (cM. Tao. 1).

AMOyJIaTOPHO-TIOJIMKJIMHUYECKasl clyxk0a MpeacraB-
JieHa KabMHEeTOM racTposHTtepoJiora B Kpaesom aerckom
JIMarHOCTUYECKOM LIEHTpE, T1e B TaTe 2 Bpava 1-il kate-
ropuu. B IByX roOpoAcKuX AETCKUX TOJUKIMHUKAX BEIYT
TIpUeM Bpadd TIO COBMECTUTEIbCTBY. KOHCYIbTaTUBHAS
MOMOIIb OKa3bIBAETCS B IUArHOCTUYECKOU MOJUKIMHUKE
YUTHUHCKON TOCYTapcTBEHHOUW MEIMIIMHCKOW aKameMUuu
(UYT'MA). [1poBondTcsi cucTeMaTUYeCK1e KOHCYIbTallNU,
JAIOTCSl PEKOMEHALMK 110 O0C/IEeN0OBAHUIO U JICUEHUIO
JieTeit ¢ 3a00JIeBaHUSIMU OPTaHOB MUILIEBAPEHUSI, BBITTOJ-
HSIIOTCS1 00CIeI0BaHMSI 110 HAMTPABICHUIO MEAULIMHCKOTO
OTae/a MEAUKO-COLIMAIbHON 3KCIEePTU3bl JJIs1 YCTAHOB-
JIEHVSI MTHBAJTUITHOCTH.

CrauuoHapHasi TOMOIIb IETCKOMY HACEJIEHUIO OKa3bl-
BaeTcs B KpaeBoii neTckoit KinmHuueckoit 6oabHuie No 2,
e pa3BepHyTo 60 TaCTPOIHTEPOTIOTMIECKIX KOCK: U3 HUX
45 KpyrJIOCYyTOUHOTO MpedbIBaHUS U 15 THEBHOTO CTallMO-
Hapa. B otnesnenuu pabotaiot 3 Bpaua BbICILIEN KaTeropuu
U cotpyaHuku kadenp nequatpun YIMA.

Hyxnatoumecss netu c¢ Haubosiee penkon WU TsiKe-
JIO/ MaTOJIOTHE OpPraHoOB MUILIEBAPEHUST HAMPABJSIOTCS
Ha ofcJieioBaHue U JieueHue 3a npenebl Kpas. B 2012 .
BBICOKOTEXHOJIOTHYECKAs U CTIeMaIM3UPOBAHHASI MEIU-
LIMHCKAsI TIOMOIIIb ObUTa oka3aHa 8 aeTsiMm (B Poccuiickoii
JIETCKOI KJIMHWYecKoil 6obHUlle B MockBe u B Huxe-
ropoackoM HMMU netckoit racTpoaHTEpOIOTHH).

Peabunurauus nereit ¢ XxpOHUYECKUMU 3a00J€BaHU-
sIMU OPraHOB MUIlLEBapeHUsI ocylecTisieTcs: B KpaeBbix
0OJbHUIIAX BOCCTAHOBUTENbHOTrO JyiedeHust Ne2 u NeS
u B LleHTpe BOccTaHOBWTENBHOTO JieueHMs «DeHmKe».

Tabauya 1. Terckoe nacenenue 3a0aiiKaabCKOro Kpast

OPUITNHAJIbHBIE CTATbU FTACTPOS3HTEPOJIOINSA

Taxkke IMUPOKO WCITONB3YIOTCS MECTHBIC OAJbHEOIOTH-
yeckue KypopTsl Kyka u JlapacyH.

V nereii 3abalikanibcKoro Kkpasi 60J1e3HU OpraHoB Mu-
IEBAPUTEIFHOTO TPaKTa 3aHUMAIOT BTOPOE MECTO B 00-
LIe CTPYKTYpe, cocTaBiiss 8,5% Bcex 0oe3Hel, ycTynast
TOJIBKO TIaTOJIOTMM OPTaHOB IBIXaHMs, YTO COBIAmacT
C O0LIEPOCCUMCKUMHU JAaHHBIMU. 3a00JI€EBAEMOCTh Jie-
Teit (Tabiy. 2) 3a OTYSTHBIN Tepron Konebanachk oT 168,9
(2009 ) no 191,5 (2007 ), ocraBasicb BCe TOJbl BbILIE
noka3zarenst Poccuiickoit @denepauum (2011 . — 148,8)
u COO (2011 . — 133,1).

OTCyTCTBME YETKOW TEHACHIIMM SIBUJIOCH TIPEAITO-
CBUTKOM IIJIS1 BRIPABHUBAHUS TMHAMUIECKOTO psifa ¢ To-
MOIIIBIO pacyeTa CKOJB3SAIICH CpemHeil (CM. PUCYHOK).
PesynbraTel BBIIBUIM HE3HAUUTENBHYIO TCHIEHIIUIO
YMEHBIIIEHUsT 3a00JIeBaeMOCTH Kak JIeTeld, TaK W TOm-
pocTKoB. [lpu aTOM y Aereii JiuHUs TpeHaa Oblia Oosee
MPSIMOI, UTO MOKa3biBaeT KO3(MOUIIMEHT ammmpoKcuMa-
n (mpubmmkeHus) R*=0,4697, a y TOIpOCTKOB JTUHUS
TpeHAa 3HaYNTeNIbHO oTKIoHseTcs (R?=0,0283).

250,00

230,00

212,60
211,50

203,00
210,00 198,80 5
198,10 N

2=0,028
196,40

190,00 188,20 g0 179,00
181,00

2O 175,30 177,00

R?=0,469

150,00

2006 . 2007 . 2008r. 2009r. 2010r. 2011r.

——fletn —8— MoapocTku

Pucynok. 3ab6oaeBaemocts aeTeii M MOAPOCTKOB (CKOIb3AMAS
CpenHssA U JIMHUS TPEHa).

B cTpyKkType Ha IepBoM MecTe BCE TOIbl HAXOMMJIKChH
60J1e3HM KETYHOTO ITY3bIPsT, HA BTOPOM — TaCTPUTHI U TyO-
TIEHUTHI, Ha TPETHEM — SHTEPOKOIUTHI HEMH(MEKITMOHHBIE.
B Poccuiickoit @emepaiin Ha MIEpBOM MeCTe HaXOIST-
Cs TacTPUTHI U AYOINCHWTHI, a 0OJIE3HU JKEITIHOTO ITy3bI-
psl 3aHMMAIOT BTOpOe MECTO U cocTapisiiorT 19,5 Ha 1000
nmeTckoro HaceneHus, aB CDPO — 14,9 Ha 1000 getckoro

Bo3spacr 2006 . 2007 . 2008 . 2009 & 2010 2011~ 2012 .
Bcero: 0—17 et 278 491 271 348 265 697 273 856 261 621 267 952 258 301
100 97,4 95,4 98,3 93,9 96,2 92,7
_2?6 _231 +371 _474 +2;4 _3,6
B ToMm uncre:
0—14 ner 220 098 211931 211 646 226 832 217 625 226 131 217 652
100 96,2 96,1 103,1 98,9 102,7 102,3
-3,8 —0,1 +7,1 —4.1 +3,9 -3,7
15—17 nmer 58 393 59 417 54 051 47 024 43996 41 821 40 649
100 101,8 93,4 80,5 75,3 72,6 69,6
+1,8 -9,1 —13,0 —6,4 —4.9 -2,8

Tpumeyanue. TepBast CTpOKa — YHMCICHHOCTh HACEJCHUST; BTOPAsi CTPOKA — MOKa3aTesb HATJISITHOCTH 110 CpaBHEHUIO ¢ 6a30BbiM (2006) romom
(B MpOLIEHTAX); TPEThsI CTPOKA — MPUPOCT (YMEHbILIEHHWE) IO CPABHEHUIO C MPEAbIAYLIMM IOIOM (B IPOLIEHTAX).
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Tabauya 2. 3a6onesaeMocTs N0 HO300rMYECKHM (hopMaM y Aeteii (Ha 1000 aeTcKoro HaceeHus)

TTokazaremnn 2006 . 2007 . 2008 . 2009 . 2010 2011 2012t
Bce 60e3nm opra- 184,9 191,5 176,5 168.9 180,5 181,5 169,5
HOB IHILIEBAPEHUSI 100 103,6 96,4 91,3 97,6 98,2 91,7
+3,6 —38,1 -3,8 +6,9 +0,5 —6,7

TacTtpur u nyogeHUT 27,0 24,5 23,1 22,4 22,3 25,6 20,5
100 90,7 85,4 82,9 82,4 96,6 75,9

-9,3 -5,8 -2.9 —0,6 +14,8 -19.,9

SI3BeHHas1 00JIE3HD 0,76 0,61 0,66 0,58 0,56 0,57 0,64
100 80,3 86,8 76,3 73,7 75,0 84,2

—19,7 +8,2 —12,1 -3,5 +1,8 +12,3

Bose3Hn XKeraHoro 39,5 40,0 39,0 38,6 41,2 44.4 34,6
ITy3bIPST 100 101,3 98,7 97,8 104,3 112,3 87,6
+1,3 -2,5 -0,9 +6,6 +7,6 —22,0

Bbonesnu nmomxkeny- 1,25 0,65 0,80 1,73 1,02 0,79 0,77
IIOYHOI KeJIe3bI 100 52,0 64,0 138,4 81,6 63,2 61,4
—48.,0 +23,1 +116,2 —41,0 -22.5 —-2,6

DHTEPOKOJINT He- 3,53 3,70 3,85 3,01 3,06 3,19 4,40
UHOEKITMOHHBII 100 104,8 109,1 85,3 86,7 90,4 124,6
+4,8 +4,1 -21,8 +1,7 +4,2 +37,9

Ilpumeuanue. 3nech 1 B TabI1. 3: epBasi CTpOKa — MoKa3aTe b 3a00JIeBaeMOCTH; BTOPasi CTPOKa — TMOKa3aTe b HAMISIAHOCTH 110 CPaBHEHUIO ¢ 6a30-
BbIM (2006) rOmMOM B TIPOLIEHTAX; TPEThsSI CTPOKA — MPUPOCT (YMEHBIIIEHNE) TI0 CPABHEHUIO C TIPEIBIIYIIIMM FOIOM B TIPOIIEHTAX.

HaceJieHITUS. 3a0oJieBaHUS KEeJTYHOTO Ty3bIpsl B 3a0aii-
KaJbCKOM Kpae IpeBbIIaioT B 1,7 pa3a (enepanbHbIil T10-
Kazaresb 4 B 2,3 paza — OKpYKHOM.

Y monmpoctkoB 3a repuon 2006—2012 . oTMevanoch
KoJjicOaHWe TToKaszaTesss 3a00JIeBacMOCTH CHCTEMBI Op-
raHoB nuieBapeHus (taba. 3). 3abojeBaHUS OpraHOB
MMUAIIEBAPEHUST TakKe 3aHUMAIOT BTOPOE MECTO, YCTy-
TTast 60JIe3HSIM OPTaHOB JBIXaHUsI, OMHAKO WX AOJS daxke
BBILIIE, YeM y AeTelt, u coctanisieT 10,2 % Bceii maToJIoruu
B Kpae. B cTpykrype 0oJie3HEN XeayaouHO-KUIIEYHOTO
TpakTa Ha IEPBOM MECTe CTOSAT TaCTPUTHI U TYOICHMTHI,
Ha BTOPOM — 3a00JIeBaHUS JKEITYHOTO ITy3BIpsI, Ha Tpe-
TheM — SI3BeHHasl 0oJie3Hb. TakuM oOpa3oM, CTpYKTypa
3200JIeBACMOCTH TIOIPOCTKOB OTIMYAETCS OT CTPYKTYPHI
3aboneBaemMocTu jeteil. B maHHOI Bo3pacTHOW rpyrine
B 3,4 pasa BBIIIEC PACIIPOCTPAHEHHOCTh BOCTIAIUTEIBHBIX
3a00JIeBaHMIA XKeJTyaKa W MBEHAAIATUTIEPCTHON KHIIKY.
[To-BumrMoMYy, 3TO CBSI3aHO C pacIpOCTpaHEHUEM WH-
dexkuun H.pylori, aTakxe KypeHHEeM, yNOTpeOJeHUEM
JKOTOJIbHBIX HAIMTKOB, 00Jiee YacTHIMHU TIOTPEITHO-
CTSIMU B ITUTaHWM, YPE3MEPHBIM YBJICUCHUEM KOMITBIO-
TEPHBIMA WUTPaMU U APYTUMH (haKTOpaMU HE3J0POBOTO
obpaza xu3Hu. K coxaneHuio, 3MUIEMUOJIOTUYECKUE
WCCIIeIOBaHNS NTaHHBIX (PAaKTOPOB pPHUCKa B Kpae He Mpo-
Boawiuch. Eute Boie (B 7,5 paza) pacnipocTpaHEHHOCTb
SI3BEHHOM 00JIE3HU.

OBCYXJ/IEHUNE

Bonbioe pacnipoctpaHeHue 601e3HEN KeTYeBbIBOIS -
X nyteit B 3a0aiiKalbCKOM Kpae OObSICHSIETCS pa3iny-
HOM TPaKTOBKOI pE3YyJBTaTOB YJIBTPAa3ByKOBOIO MCCIE-

noBaHus. I[lpuMeHeHMe YABTPa3ByKOBOM IMArHOCTHKU
TTO3BOJISIET OMPENCTUTE (hOpMY, TOJNIOXEHUE, (HYHKITUIO
JKeJTYHOTO TY3bIPs ¥ MPOTOKOB. O HAKO MpobdJieMa coCTO-
WT B BBIOOpE ITPOOHOTO 3aBTpaKa U TPAKTOBKE PE3YJIETaTOB
HccilenoBaHus. B uTore oMMH Bpay CTaBUT peOCHKY JMar-
HO3 JTMCKUHE3WH XKETICBBIBOISIINX ITyTe, a APYTroil ero
cHuMaeT. [IpuMeHeHVe YHUMDUIIMPOBAHHOW TPAKTOBKHU
PE3YyJIBTATOB MO3BOJISIET U30€XKAaTh TMIEPAMArHOCTUKM [5].

W3 3abosneBaHuii Xeaynka W IBEHAALIATUIEPCTHOM
KUIITKA HAaOOJIbIIIee pacipoCTpaHeHE UMEIOT FacTPOJIY-
OIICHUTHI U SI3BeHHAasT 00JIe3Hb. B X aTHONIOTUY T1aBHYIO
pornb urpaet H.pylori [6, 7], omHaKO B TOCTIETHUE TOIBI
BBISIBJICHBI ¥ IPYTHE TIPUIMHHBIE (haKTOPHI, B YaCTHOCTH
Bupyc DmrteitHa—bapp [8]. ObcnenoBanue Ha H.pylori
TPOBOAUTCS B KPACBBIX YUPEKIECHUSX 3IPaBOOXPaHEHUS,
HO, K COXaJICHUIO, He TTPaKTUKYETCS B TOPOICKUX TTOJTH-
KJIMHUKAX W IIEHTPATbHBIX paOHHBIX 00JIbHUIIAX. BhIsSB-
JICHWE IPYTUX MTPUIMH TIPAKTUYECKY HE OCYIIIECTBIISICTCS.

[na 3abaiikaibsi XapaKTepHO HajJd4yMe KpaeBoil ma-
Tojloruu. Hamr pervioH sBisieTcsl celeHomeUIIUTHON
TeppuTOopHeii. PaHee MbI BEIIBUIN CHVDKEHME CoIepKa-
HUS CeJIeHa W IJIyTaTMOHa B CHIBOPOTKE KPOBU Y AETeit
¢ XpoHUYeckUM ractpoayoaeHutom [9, 10]. Ilpumene-
HHE CeJICHUTa HaTpUs TT0Ka3ajio CBOIO BBICOKYIO 3ddeK-
TUBHOCTbH B JICUCHUU JAHHOM IPYIITBI O0NMbHBIX. Ha Harn
B3I, NEOUIINT CeJIeHa Y IeTel ¢ XpOHMUECKUM TacTpo-
IYOICHUTOM CBSI3aH HE TOJBKO C MPOKMBAaHUEM B OWO-
TeOXUMUIECKOU TpoBUHIIMA BocTrouHoro 3abaiikabs,
OeTHOM 3TUM 3JIeMEHTOM. 3HAYWTENBHBIM OTSTOIIA0-
WM  (pakTOpoM, YCYTYOISIIOIIMM ceJleHOne(UIIMTHOE
COCTOSTHUE OOJIBHBIX, SBJISIETCS HApYIIEHNE BCACBIBAHMS
B IBEHAIIIATUTICPCTHONW KUIIKE, TO3TOMY Y ITAIIMEHTOB
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OPUITNHAJIbHBIE CTATbU FTACTPOS3HTEPOJIOINSA

Tabauya 3. 3a6oneBaeMocThb MO HO3010rHYECKMM (hopMaM Y TOAPOCTKOB (Ha 1000 MOAPOCTKOB)

Tlokazarenb 2006 . 2007 r. 2008 . 2009 & 2010 2011 2012
Bce 6onesnn 175,0 221,1 212,9 203,6 217,9 174,9 209,9
OpraHoB IHIIIEBA- 100 126,3 121,7 116,3 124,5 99,9 119.,9
peHus +26,3 -3,7 —4.4 +7,0 —19,7 +20,0
TacTpur n nyo- 56,1 62,3 51,5 65,8 69,3 71,8 69,4
JIEHUT 100 111,1 91,8 117,3 123,5 128,0 123,7
+11,1 —-17,4 +27,8 +5,3 +3,6 -3,3
S3BeHHas 60- 6,50 3,70 3,81 4,40 4,30 4,59 4,70
JIe3Hb 100 56,9 58,6 67,7 66,2 70,6 82,3
—43,1 +2,9 +15,5 -2.3 +6,7 +2,4
Bosesnn xema- 41,7 51,5 59,8 58,9 63,7 61,3 53,6
HOTO I1y3bIpst 100 123,0 142,9 140,7 152,2 146,5 128.5
+23,0 +16,1 -1,5 +8,2 -3,7 —-12,6
Bonesuu mox- 2,01 1,30 1,52 1,58 0,63 2,68 1,94
KEJTYyTOYHOI 100 64,7 75,6 78,4 31,4 133,3 96,5
KeJe3bl —35,3 +16,9 +3,9 —60,1 +325,4 -28.4
DHTEPOKOJINT He- 0,80 1,01 0,81 1,19 2,14 3,28 2,90
MHMEKIIMOHHBII 100 126,3 101,2 148,8 267,5 410,0 362,5
+26,3 —19,9 +46,9 +79,8 +53,3 —11,6

C XPOHMUYECKUM TacCTPOLYONCHUTOM TIOCTYIUICHUE MU-
KpO3JIeMEHTa B KPOBb €IIle OOJIbIIIe CHIKAETCSI. DTO MO-
XeT OBITh OHON M3 IPUYMH 00JIee BRICOKOM TacTpOIHTE-
POJIOTUYECKO 3200JIeBAeMOCTH JeTell 3abailKalbCKOTo
Kpas.

Crenylolee paHTOBOE MECTO 3aHWMaeT HemHMeK-
LIMOHHBIA 2HTepPOKOIUT. [lo-BUIMMOMY, 3MeCh TaKXkKe
MMEeT MECTO THWIePAMAarHOCTHKAa OTHUX W HEIOCTa-
TOYHOE BBISIBIEHME IpYyrux 3abosesaHuil. [Ipobiaema
3aKJII0OYAETCS B CJIOKHOCTHU BBHISIBICHUS 3a00JIeBaHUMN
KUIIeYHWKa, OCOOCHHO B pailoHaX Kpas, Tae Iipa-
KTUIECKU JIIO0OM cllydaif mMapeu TpaKTyeTcs Kak He-
WHOEKIIMOHHBII 3HTEPOKOJIUT, TOTHa Kak Hambojee
YacTOW MPUIMHON 3TOTO COCTOSTHUS SBISIETCS HE BOC-
MMaJuTebHOEe 3aboJieBaHWE, a HapylieHWe paboThI
depmenTHbIX cucteMm [11, 12]. Ho aist ux nmarHocTUKu
HEOOXOAMMO TIPOBEACHUE CIOXKHBIX JOTIOJHUTEIHHBIX
METO/IOB MCCIICTOBAaHUS.

Takxe MMeeTcs1 HECKOJIBKO IPYTUX BaxKHBIX TIPOOJIEM.
TomoBbie OTYETHI 110 6OJIE3HSIM OPTaHOB TMHIIEBAPCHUS
cocrapisitor ractpoaHTeposiorun. Ho B MKbB-10 B paznen
ckogoM K kpome coOGCTBeHHO OoJsie3HEl XKeayaoyHO-
KuieyHoro tpakrta BxomiaT ewe u KOO — K14 6ose3Hu
nojioctu pra, K35 — K38 6one3nu yepBeobpa3zHOro oT-
poctka, K40 — K46 rperku u K65 — K67 6one3nu 6pro-
mmHbL. [Ipy aHam3e Gosie3Heil OpraHOB MUIICBAPEHUS
UX OTHOCST K TPYIIE <«Ipoure», KOTopas COCTaBIISIET
okoJ10 60% 3aboneBanuii ¢ Kogom K. Dto HarmsimHO BUI-
HO Ha npuMepe 3a00JeBaeMOCTH MOIpocTKOB 3a 2012 .
ITokazaTem TIPaKTUYECKW TI0 BCEM aHAIU3UPYEeMBIM
HO30JIOTUYECKUM (hopMaM CHU3WIWCH, a OOIIMI ypo-
BeHb Bo3poc Ha 20,0% 3a cuer «pounx». Kpome TOTO,
JIMATHO3 Y IETEW CO CMEXHOM IMaTOJI0rMe, TPAIULIMOHHO
HaOJIIOMAIOIINXCS Y TACTPOIHTEPOJIOTOB, B pa3ie C KO-
noMm K He Bxomdar. B kpae cocrosit Ha yyete 22 pebeHKa

¢ mykoBucuuaozom (E84) n 3 — c 6ose3nbio BusibcoHa
(E83.0).

Jns ynydiieHusi paboTbl TMPOBOAUTCS OOydYeHUE
Bpaueil B KIMHUYECKOW OpaAMHATYpe, LUKIaX nmpodec-
CUOHAJIbHOM MEPENOAroTOBKU U YyCOBEPIIEHCTBOBAHUS
B UI'MA. Corpyanukamu YI'MA u BpauamMu KJIMHUK
€XEerolHO TPOBOISITCS KpaeBble CEMMHApbl IS Me-
nuatpoB ropoaa u objgactu. B 2011 u 2013 . B Yure
OblI mpoBeneHbl BocTouHo-Cubupckue racTposH-
TepoJioruyeckre KoH(epeHU MU, Ha KOTOPbIX Hapsay
C YUTUHCKUMHU CIICIIAAIUCTAMU BBICTYIIAI YICHBIE
U3 MHOTUX roponoB Poccuu n n3-3a pyoexa. Pesynbra-
Thl HAYYHBIX UCCJIEOBAHUI MpPencTaBIeHbl B COBMECT-
HBIX TYOJWKAIUsSIX COTPYNHUKOB Kadenp W KIWMHUWK,
a TakkKe OTpaXK€Hbl B OJHOUN JOKTOPCKON M KaHAUAAT-
CKOW myccepTranusx.

TakuM oO0pa3oMm, MarepuaibHO-TeXHUYeckass 0a3za
1 KaJpOBBI ITOTSHITUA BITOJTHE TOCTATOYHBI JIJIST BBITIOJ -
HEeHUs padoThl MO OKa3aHUIO MOMOIIY JETsM. B uenom
OTMEYaeTcsl TeHIEHIUS K YMEHbIIEHUIO 3a00JieBaeMo-
CcTU 0OJIe3HSIMU OpraHoB muineBapeHusi. OnHako B 3a-
OalikaJIbCKOM Kpae ee MokaszaTeiu MPOAOJIKaloT OCTa-
BaTbCsl BbIlIE, 4YeM B lejdoM To ctpaHe. [Ipoucxoaut
9TO Kak 3a CYeT UCTUHHOM 3a00JIeBa€MOCTH, CBSI3AaHHO
C HapylIeHWEM TTUTaHWS, CTPECCOBBIMU CHUTYaIlUSIMH,
neuuUTOM cejleHa U IPYTruX MUKPOIJIEMEHTOB, Pacipo-
cTtpaHeHueM uHbekuuu H.pylori v ap., Tak U 3a CUET TU-
nepavarHoctuku. HeoOGxonrma npaBuiibHasi TpaKTOBKA
JIAHHBIX TOMOJHUTEIbHBIX METOJOB UCCIEIOBAHUS U CO-
MocTaBjieHue uX ¢ KIMHUKoi. Hanbonee sddekTuBHO
paHHee Hayaslo NpodUIakTUKY Ha aTare (GopMUPOBAHUS
dakropoB pucka. [ToBblllIeHHOE BHUMaHUE K TaCTPOIH-
TEPOJIOTMYECKOM MAaTOJOTUM B IETCKOM BO3pacTe SIBUTCSI
MPEANOCHUTKON ISl CHUXKEHUSI 3a00J1eBa€MOCTH BO B3pPO-
CJION MOIYJISILAU.

POCCUNCKWIA BECTHUK NMEPUHATOJIOMNMN U MNEANATPUN, 3, 2014

102



Hlepoax B.A. Opranusaius je4e0HO-MPOhUIAKTHIECKOI TOMOIIU AETAM ¢ 00JIe3HAMM OPraHOB IMHIIeBapeHHs B 3a0aliKaJbCKOM Kpae

JINTEPATYPA

1.

3anpyonoe A.M., Ipucopves K.HU., Quaun B.A. u dp. [locTixe-
HMSI OTEUECTBEHHOM AETCKON racTpOIHTEPOJIOTMU: UCTOKH,
COBpPEMEHHOE COCTOsTHUE, TiepcreKTuBEl. [leguatpus 2008;
6: 8—13. (Zaprudnov A.M., Grigoriev K.I., Filin V.A. et al.
Achievements of domestic pediatric gastroenterology: origins,
current status and prospects. Pediatriya 2008; 6: 8—13.)
Smondunoe P.H., Oxcecoe A.M., Maxuwesa JI.C. u dp. Dnu-
JIEMUOJIOTUST 3a00JIeBaHUII OPraHOB MHUIIEBApeHMs y AeTeit
M TIOAPOCTKOB YIMypTcKoit pecryonuku. Ileauarpus 2004; 2:
78—380. (Yamoldinov R.N., Ozhegov A.M., Myakisheva L.S. et
al. Epidemiology of digestive diseases in children and adolescents
of the Udmurt Republic. Pediatriya 2004; 2: 78—80.)
Ewmenvanosa O.H., Jlesuna O.A., @edopeesa H.M., Boposuk
H.H. AHanu3 3a00jieBaeMOCTU JeTeil 0O0Je3HSIMU OpPraHoB
nuieBapeHust. 3abaitikanbckuit Men xXypH 2011; 2: 46—49.
(Emelyanova O.N., Levina O.A, Fedoreyeva N.M., Borovik
N.N. Analysis of the incidence of diseases of the digestive
system of children. Zabajkal'skij med zhur 2011; 2: 46—49.)
Llepbakos I1.J1., Jlo6anos FO.®D. JleTcKasi racTpOIHTEPOIIO-
IMsl — HaCTosIlee U Oyayliee. DKCIepMMeHTaIbHAsI U KJIMH
racrpoanTepon 2011; 1: 3—8. (Shcherbakov P.L., Lobanov
Y.F. Pediatric Gastroenterology — present and future.
EHksperimental'naya i klinicheskaya gastroehnterologiya
2011; 1: 3—8.)

Ivikoe M.HU., H3zdamdycm D.H., Koposuna H.A. Tlpaktuue-
CKO€e 3HaueHWe AMHAMMYECKOIO MCCIIeIOBAHUS MOTOPHOM
yHKIMM XeaTuHOro Mmy3bipsi y Aeteil. Poc BecTH mepuHa-
ton u neauat 2006;6: 88—91. (Pykov M.I., Izdatdust EN.,
Korovina N.A. The practical significance of the dynamic study
of gallbladder motor function in children. Ros vestn perinatol i
pediat 2006; 6: 88—91.)

Kopruenko E.A., Ilaponosa H.H. TlpobGnema IMarHOCTUKU
u nedyeHust uHbekuun Helicobacter pylori y neteil B cBe-
Te peKOMEHIAIMi MeXIyHapoaHOro KOHceHcyca Maact-
puxt IV. BectH mpakt Bpaya 2012; 1: 38—43. (Kornienko
E.A, Parolova N.N. Problem of diagnosis and treatment

12.

of Helicobacter pylori infection in children in the direction
of the recommendations of an international consensus
Maastricht IV. Vestn prakti vracha 2012, 1: 38—43.)
lloausanosa T.B., Buwuskos B.A., @ypues B.U., [onuapo-
6a M.B. PernoHanbHBle OCOOCHHOCTH TE€YCHMST WH(PEKINHU
Helicobacter pylori y nereii eBporeongHoro HaceneHuss Cu-
oupu. Bomp mer mmeron 2012; 4: 9—13. (Polivanova T.V.,
Vshivkov V.A., Furtsev V.I., Goncharova M.V. Regional
peculiarities of Helicobacter pylori infection in children
Caucasoid population of Siberia. Vopr det dietol 2012, 4:
9—13.)

Boaviwey [I.B. DTtmonormyeckue (HakToOpbl XPOHMYECKUX
ractpuroB y gereil. Bomp coBpem memuar 2006; 3: 15—
21. (Volynets G.V. Etiological factors of chronic gastritis
in children. Vopr sovrem pediat 2006; 3: 15—21.)

llepbax B.A., Jpemuna I'A., llepbax H.M. Ponb ceneHa
B IaTOreHe3e W JIeUeHWM XPOHWYECKOTO TacTpPOAyodeHUTA
y nereid, mpoxuBamoumx B YutuHcKoil ob6nactu. Ileama-
tpust 2004; 6: 103—104. (Shcherbak V.A. Dremina G.A.,
Shcherbak N.M. The role of selenium in the pathogenesis and
treatment of chronic gastroduodenitis in children living in the
Chita region. Pediatriya 2004; 6: 103—104.)

. lllepbax B.A. 3HaueHMe celleHa B TAaTOTeHe3e WM JICYCHUU

JeTell ¢ XpOHUYECKUM TacTpoayoneHUToM. Borp mer nu-
eron 2008; 1: 5—8. (Shcherbak VA. Value of selenium in
the pathogenesis and treatment of children with chronic
gastroduodenitis. Vopr det dietol 2008, 1: 5—8.)

. beavmep C.B. CoBpeMeHHbIE MPUHLIUIBI AUETOTEPAITUU 1Ie-

mmakuu. Poc BecTH nepuHaron u neauat 2012; 4: 127—130.
(Belmer S.V. Modern principles of diet therapy of celiac
disease. Ros vestn perinatol i pediat 2012; 4: 127—130.)
Illepbax B.A., Illepbax H.M. Jlakta3Hasi HEIOCTaTOYHOCTH
y nereit. Tlemmar dapmakon 2011; 3: 90-93. (Shcherbak
V.A., Shcherbak N.M. Lactase deficiency in children. Pediat
pharmacol 2011, 3: 90—93.)

Moctynuna 10.09.13

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEAVATPUUN, 3, 2014

103




OPUITNHAJIbHBIE CTATbU WHDEKLNMOHHBIE BOJIE3HU

K/IMHUKO0-3THOIOTHYeCKAs U TONMYECKAs XapaKTepUuCTHKA SHIe(ATUTOB y JeTei

H.B. Ckpunuenko, I'I1. Heanosa, T.H. Tpogumosa, E.A. Mypuna, E.FO. Ckpunuenxo, A.B. Cyposuesa

Hay4Ho-nccnenoBaTenbCkmini UHCTUTYT AeTCKuX nHdekumin, CankT-MNeTtepbypr; CaHkT-MNeTepbyprckas rocygapcTeeHHas
neamaTpuyeckas MmeamumHckas akagemust; MIHCTUTyT mo3ra Yenoseka um. H.IM. Bextepesoir, CaHkT-MNeTepbypr

Encephalitis in children: Clinical, etiological, and topical characteristics

N.V. Skripchenko, G.P. Ivanova, T.N. Trofimova, E.A. Murina, E.Yu. Skripchenko, A.V. Surovtseva

Research Institute of Childhood Infections, Saint Petersburg; Saint Petersburg State Pediatric Medical University; N.P.
Bekhtereva Institute of Human Brain, Saint Petersburg

Ounuedammrsl y gereii cocTaBasioT 10 19—20% B cTpykrype HeiiponHdeKImii 1 MIMEIOT BbLICOKHI PUCK PA3BUTHS HEBPOJIOTHYE-
ckoro aeduuuta. Ilesb: npoBecTH KJIMHAUKO-3THOJOTHYECKYIO H TONMMYECKYI0 XapAKTePUCTUKY SHUEDATUTOB y AeTeil 0 JaAHHBIM
HUMU perckux undexumii 3a 10-nernuii nepuon. IlpoBeneH aHaiM3 KJIMHUYECKOil KapTUHbI, 3THOJOrMH M pedyiasraros MPT
y 302 nereii B Bo3pacte ot 1 mec 10 18 Jser ¢ snnedaauramu. BoisBiaeHo, 4To CTPYKTYpa SHUIE(AINTOB NMPEACTABJICHA JEHKOIH-
uedamuramu (75%), nommosnuedamuramu (17%) u nansuuedaauramu (8%). YcranonjeHo, 4o y 76% nereit sHuepaauTbl ume-
10T BUPYCHYIO IPHPOJY, TOTIAa KaK OaKTepHajibHas cocTasisier 8,7% W miaBHbIM 00pa3om cBsi3ana ¢ B. burgdorferi s.1. Yrouneno,
4TO Jeiiko3HuedanuTbl B 78% ciiyyaeB accoMMPOBaHbI C reprnecBupycamu, yame 3, 4-ro u 6-ro Tuno. DTHojorus nansuuedam-
ToB B 82% HaO.moaenuii CBA3aHa C BPOXKIEHHOI BUPYCHON MHdeKuueii, cpe KOTOPOii 104TH '/, COCTAB/IAECT IMTOMEra/IMs, A T0-
Jmo3HuedanuTbl B 45% ciiydaeB BbI3bIBAIOTCS BUPYCOM KiieleBoro uuedammra. /s JieiikosHuedainToB XxapakTepHbl HAPYHICHUS
YyBCTBUTEJILHOCTH M MO3JKEUKOBasi CHMIITOMATHKA C MCXOJIOM B BbI30poBJieHHe B 78% ciydyaes. IIpu mosmosnnedammrax npepa-
JMPYIOT HAPYLIEHUS] CO3HAHHUS M CYIOPOTH, a MPHU NaHIHUedAIUTaX — ABUraTeJbHbIe PACCTPOMCTBA M HAPYLIEHHS KOTHUTHBHBIX
(yHKIMii ¢ KCX0JI0M B KOTHUTHBHBI WM HeBposiornueckuii aepuut y 45—77% . Takum 00pa3oM, TonMYecKask XapakKTepUCTHKA
9HIEedATUTOB y IeTeil OTpeaeseT KINHMYECKYI0 KAPTHHY W 3aBHCHT OT BO3PacTa pedeHKa M ITHOJIOTHH. YCTAHOBJIEHHE CBS3H
MeX1y AJaHHBIMH IApaAMeTPaMH NO3BOJISET COBEPIIEHCTBOBOBATh PAHHION JUATHOCTUKY M MPOTHO3 3200.1eBaHNsL.

Knrouesvie cnosa: demu, snuearumeot, unpexyus, kaunueckue nposeénenus, MPT.

Childhood encephalitis is as high as 19—20% in the structure of morbidity of neuroinfections and a high risk for neurological deficit.
The study was undertaken to delineate the clinical, etiological, and topical characteristics of encephalitis in children from the 10-year
data of the Research Institute of Childhood Infections. The clinical presentation, etiology, and magnetic resonance imaging results
were analyzed in 302 children aged from 1 month to 18 years with encephalitis. The pattern of encephalitides was ascertained to pres-
ent as leukoencephalitis (75%), polioencephalitis (17%), and panencephalitis (8%). Viral encephalitis was found in 76% of the chil-
dren whereas bacterial encephalitis was seen in 8,7% and mainly associated with B. burgdorferi s.l. Leukoencephalitis was specified
to be related to herpesviruses, more commonly to its types 3, 4, and 6 in 78% of cases. In 82% of cases, the etiology of panencepha-
litis was associated with congenital viral infection, among which cytomegalia amounted to almost one third and polioencephalitis was
caused by tick-borne encephalitis virus in 45% of cases. Leukoencephalitis was characterized by impaired sensitivity and cerebel-
lar symptomatology with an outcome to recovery in 78% of cases. Polioencephalitis showed a preponderance of unconsciousness
and convulsions whereas panencephalitis exhibited movement disorders and cognitive impairments with an outcome to cognitive
or neurological deficit in 45—77% of cases. Thus, the topical characteristics of encephalitis in children determine its clinical presen-
tation and depend on age and etiology. The established correlation between these parameters makes it possible to improve the early
diagnosis and prognosis of the disease.

Key words: children, encephalitis, infection, clinical manifestations, magnetic resonance imaging.

SHue(baan ymeteit  coctapimsior 1o 19—20%
B CTPYKTYpe  HEHPOWHMEKIIMOHHOW  TaTOJIOTUH
W OTJIMYAIOTCS] TSKECTHIO TEUEHUsI Y BBICOKMM DPHCKOM
Pa3BUTHSI HEOTJIOXHBIX coCTOsTHUU [1—6]. Tlo maHHBIM
BO3, yacrora perucrpauuu 3H1e(hATUTOB €XETroIHO CO-
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crapisier 7—9 Ha 100 000 HaceneHwust, IPU ITOM Ha JIET-
cKuit Bo3pact npuxonutcs mo 70—75% Bcex ciydaes 3a-
OoseBaHusl. M3BeCTHO, UTO ATUOJIOTMYECKAsi CTPYKTypa
SHUEMATUTOB B OTIENIbHBIX CTPAHAX OIMpPENessieTcs] MpUu-
PONHO-KJIUMATUYECKUMM, COLMATbHO-9KOHOMUYECKU -
MU (HaKTOpaMU U OXBATOM HaceJeHUs BakLMHauuei [7].
H3meHeHue rpaduka BaKIIMHALIMY CYIIECTBEHHO BIIUSIET
Ha MokKaszartejib 3a00JIeBaeMOCTH Y HA YACTOTY Pa3BUTUSI
OCJIOXKHEHUM, CBSI3aHHBIX C TOM WM MHON MHQEKLUEH.
B cBsI13U ¢ yeM aTHONIOrMYECKAsl CTPYKTYypa UMEET Cylle-
CTBEHHbIE U3MEHEHUS B Pa3IMUYHbIe BPEMEHHELIE MEPUO-
JIbl U Ha OTIEJIbHBIX TEPPUTOPUSIX.

Knunuyeckas kapTuHa sHUeGhATUTOB Yy NeTel TakK-
K€ XapakTepusyeTcsl MoauMopdu3MoM Kak 04aroBoii
HEBPOJIOTMYECKOM, TaK U BHELIEPEOPAIbHON CUMIITOMA-
tuku [8—12]. B Hacrosiiee Bpems B JIMTepaType HMMe-
eTcsl JOCTAaTOYHOE YMCJIO MyOaMKaluid, MOCBSIIEHHBIX
B3aMMOCBSI3U 3TUOJIOTUN Y KIMHUYECKUX TMPOSIBJICHUI
9HIe(}aTUTOB, a TakXke OCOOEHHOCTSIM TOIMYECKOM
Jlokanuzauuu npouecca BcTpykrtypax LHC s toi
WU UHOM 3THoNoruu. OZHAKO 3TU PE3YJIbTAThl HEPEIKO
HOCST MpoTUBOpeuuBbIii xapakrtep [13—18]. Tem He me-
Hee YTOUHEeHHEe 0COOEHHOCTEH JioKaau3aluuu npouecca
B LIHC, a takke KJIMHWUYECKMX MPOSIBJICHUI B 3aBUCH-
MOCTU OT OTMOJIOTMM U BO3pacTa NallMeHTa SIBJISIETCS
3HAYMMBIM JUISl pAHHE! NUAarHOCTUKU U CTapTOBOM Te-
panuy TMalueHTOB ¢ MHGEKIIMOHHBIMU MOPaXeHUsIMU
IIHC. Bce aT0 onpenensier akTyaJbHOCTh HAaCTOSIILIETO
HCCIIeJOBaHUSI.

Lenb: mpenctaBuTh KIMHUKO-3TUOJOTUYECKYIO U TO-
MUYECKYI0 XapaKTEePUCTUKY SHUEDATUTOB y IeTel, To-
CNIUTANM3UpPOBaHHbIX B KIMHUKY HUW netckux nHbek-
1uii 3a 10-JIeTHUIA Tepuo.

XAPAKTEPUCTUKA JTETEN 1 METOJbI
NCCIEJOBAHUA

IlpoBeneH aHanM3 KIMHUYECKON KapTUHBI, Tede-
HUus ¥ ucxonoB sHUedanuToB y 302 nereil B Bo3pacrte
oT 1 Mec 10 17 eT, MOJyYyaBIIMX JieYeHUE B KIMHUKE
HWMW nerckux nHdekuumii. JIlnarHocTuka OCHOBBIBAJIaCch
Ha HAJIMYMKU OYaAroBbIX HEBPOJOTMYECKUX CUMIITOMOB,
YCTAHOBJIEHUM PpoJU WHGEKIMOHHBIX BO30ynuTeNeH
B UX pa3BUTUHU, aTakXe Ha HAJIMUMKU TIOJOXUTEIbHOMN
IWUHAMUKA OT MPOBOAUMOI Tepanuu. DTUOJOTUYecKast
JIMarHOCTUKA MPOBOAWIIACH B CJAEAYIONIUX JJAOOPATOPHbBIX
OTHeaX WHCTUTYTA: BUPYCOJIOTMH W MOJIEKYJISIPHO-OU-
OJIOTMYECKUX METOMIOB HCCJIEJOBAHMS, MOJIEKYJISIPHOM
MUKPOOMOJIOTUY Y BMUACMUOJOTUN, MUKPOIKOJOTUHU
yesnoBeka. Ceposiornueckasi JAMArHOCTUKA OCYILECTB-
Jislach METOAOM TBepAoGha3HOro MMMYHODEPMEHTHO-
IO aHaju3a C olpeiesieHUueM CreludUUecKux aHTUTEN
IgM, IgG B chIBOpOTKE KPOBM K CIAEAYIOIIUM WHGEK-
LIMOHHBIM areHTam: BUPYCY MpocToro repmeca 1—2-ro
TUMA, LMTOMErajlii, BUPYCY Bapulie/uia-30CTep, BUPY-
Cy Tepreca 6-To TUIIa, BUPYCY KJICIIEBOTO SHIIedasnTa,

SHTEPOBUpYCAM, BUPYCY KpacHyxu, napBoBupycy B19,
a Takxe Ha Borrelia burgdorferis.l., Chlamydia pneumonia,
Mpycoplasma pneumonia v Toxoplasma gondii. K psiny uH-
(EKIMOHHBIX areHTOB OMPEAEIISICI UHAEKC aBUAHOCTU
anturen IgG. Jlng nuarHOCTMKY 3HIE(aIUTOB, BbI3-
BaHHBIX BUpycoM DmiureiiHa—bapp (BOb), onpenens-
Jquch aHtutena M u G Kiacca K pa3iMyHbIM aHTUTeHaM
Bupyca: IgM (VCA), 1gG (VCA), IgG (EA), IgG (NA).
JL1s1 BEISIBJICHUST TPYIIIIBI PECITUPATOPHBIX BHPYCOB MC-
cJieoBajgach CbIBOPOTKA KPOBU ABYKPATHO C UHTEPBATIOM
14—20 nHelt Ha aHTUTENa K BUpYCcaM TpUIIIa, naparpur-
ITa METOIOM PEaKIIMd TOPMOXEHMS TeMarTTIOTHHALINH,
K aIEHOBUPYCY METOJIOM PEAKLMU CBS3bIBAHUSI KOMILIE-
MeHTa. JJMarHocTHYeCKUM CUYMTAIOCh HApacTaHUe B KPO-
BU TUTpa aHTUTEN B4 paza. st AMarHOCTUKU SHTEPO-
BUPYCHOI MHGpeKIMU Takke npuMeHsiics meron MPCK,
ONpenessoIUi HAIMYUE aHTUTEHOB Pa3IMYHbIX Cepo-
TUITOB SHTEPOBUPYCOB B KPOBU, CTUHHOMO3TOBOM KUJI-
koctu (CM3) u pexanusix. MonekynasipHO-TeHETUIECKHE
METONIbl BKJIIOYQJIM TOJMMEPA3HYI0 LEMHYI0 Peakluio
(ITLP) u ITLP real time nMarHOCTUKY C UCClIeTOBaHUEM
kpoBu U1 CMXK Ha cieayrouime nH(MEKIIMOHHbIE areHThI:
reprecBupychl (1—6-ro THma), BUPyC KJEIIEBOro HIIE-
danuta, napoBupyc B19, sHTepoBUpYyChl, BUPYC rpUIIa,
BUpPYC Taparpurina, aneHoBupyc, B.burgdorferi s.l. Bcem
0OJILHBIM TaKKe MPOBOAUIOCH UMMYHOIIUTOXUMUYECKOE
uccienoBaHue JuMdoluTapHoii B3Becu Kietok CM2XK
U IUM@OILIMTOB KPOBU C UCIMOJIb30BAHUEM MOHOKJIO-
HaJIbHBIX aHTUTeN pou3BoacTBa dupmbl Dako (danust)
u BioGenex (CILIA) k Bupycy npocToro repreca, uTo-
MeraJloBHpyca, BUPYCY Teprieca 6-ro TUIa, BUPYCy DIIIII-
teitHa—bapp, Bupycy Bapulieiuia-3ocrep, C.prneumonia,
M. pneumonia n T. gondii. OnipeneneHue aHTUTeHa IPO-
BOIWIM C ITIOMOUIbIO CBETOBOr0 MMKpocKomna. Kpurepu-
€M TOJIOXXUTEIbHON OLIEHKM CUYUTAIOCh OOHapyXeHUe
rpaHyi BJuMmdonurax KpoBu u/uiauv B Kietkax CMXK,
HWMEIOIIUX PA3IMIHYI0 MHTCHCUBHOCTD OKPACKH: OT CBET-
JIO- 10 TEMHO-KOPUYHEBOW NP UCIOJIb30BAHUM OIHOTO
13 HAOOPOB MOHOKJIOHAJIBHBIX AHTUTEII.

IIpu npoBeeHn UMMYHOGMEPMEHTHOTO aHaIu3a
U ONpeJieIeHUM UHJEKCA aBUTHOCTU aHTUTENl TPUMEHSI-
Jqucbtect-cuctembl 3A0 «BekTop-bect» (HoBocubupck),
st [P — OO0 «AmpliSens», npousBoautear OO0
«MHuTtepJla6CepBuc» (MockBa). B muarHocTuke Takxe
HUCTOJIb30BAIUCh JUAarHOCTUYECKHE CHIBOPOTKU K BU-
pycHbIM areHTtam mipousBoactBa HUMUM rpunma PAMH,
HUMUN snunemuonoruu u mukpoduonoruu um. JI. Ilac-
Tepa. Tonuyeckass AMArHOCTUMKA BKJIOYaJIa MPOBEIEHUE
MarHUTHO-pe3oHaHCcHOoI Tomorpaduu (MPT) ronoBHoro
WJIY TOJIOBHOTO ¥ CIIMHHOTO MO3Tra Ha CBEPXBbICOKOMOJIb-
HbIX ToMorpadax 1,5 ¢ MCMoab30BaHUEM CTaHIAPTHBIX
WMITYJIbCHBIX TOC/IEN0BaTeIbHOCTEN UM KOHTPAacTUPOBA-
HueM. Cratuctryeckast 00paboTKa MoJyYeHHbIX TaHHBIX
BBITOJTHSUIACh € MOMOILBIO TMEPCOHATBHOIO KOMITbIO-
Tepa ¢ MPUMEHEHUEM I1aKeTa TPUKIATHBIX ITPOrpamMMm
Statistica 7 for Windows, Microsoft Excel XP ¢ ncmonb3o-
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BaHMEM TlapaMeTPUUECKUX 1 HerapaMeTpUYeCKUX KpH-
TepueB. JlocTtoBepHbIMU NaHHbBIEe cunTanu npu p<0,05.

PE3VIJIBTATBI 1 OBCYX/JIEHNE

B 3aBUCUMOCTHM OT JUIMTEJILHOCTH HapacTaHUs He-
BpPOJIOTUYECKOM CUMIITOMATHKHU Y MAIUEHTOB C 9HIIE-
(anutamm 6bLTO ycTaHOBIEHO ocTpoe — y 170 (56,3%),
3arsbkHoe — Y 53 (17,5%) u XpoHMYECKOe TedeHHe
— y79(26,2%). OcTpoe TeueHHE XapaKTepU30BaJOCh
HapacTaHWEM HEBPOJIOTMYECKUX CUMIITOMOB B Cpell-
HeM B TeueHUe 3—7 nmHel. 3aTskHoe TedeHUe MMEIIO
JUTUTETEHOCTh TIPOTPECCUPOBAHMS OT 2 Hel 1m0 4 Mec
(B cpennem 3,2 *+0,4 Mec), axpoHuyeckoe — Oosee
6 mec. Ilpu 3TOM HabGoHaNCs Kak pelUINBUPYIONINA,
TaK ¥ IMOCTEIEHHO MPOTPECCUPYIONINI XapaKTep Hapa-
CTaHUS CUMNTOMOB. JIOMUHHMPOBAJIO MEPBUYHO-XPO-
HUYecKoe TeueHWe WHbpekuuu (68%) c oTcyTCTBUEM
OCTPOTO MeproIa Pa3BUTHSI CUMIITOMOB. Ha ocHOBaHMM
KOMIUJIEKCHOM KJIIMHUKO-JIY4EBOW TOIMMYECKOW Xapak-
TEPUCTHKHU M3MEHEHMI B CTPYKTypax TOJOBHOTO MO3ra
OBLTM TMATHOCTUPOBAHBI CIICAYIOIINE CUHAPOMBI: Jiek-
KosHIIedanuTa, noarMosHIedanuTa 1 naH3HLedanIuTa.

OCHOBHYIO TPYIIITY COCTaBUJIM JETU C IIPEUMYIIIECT-
BEHHBIM TopaxkeHHeM Geyoro BemecTBa — 229 (75,8%)
GOJTHHBIX, KOTOPBIM OBUT YCTAHOBJICH AMArHO3 JICHKOIH-
nedamuta. Y 51 (16,9%) pebeHKa ObIJIO BBISIBICHO ITO-
paxeHue ceporo BelecTBa (KOpbl U/WUU MOJKOPKOBbIX
TaHTJINEB, SIIep KpaHWaJbHBIX HEPBOB), WJIW MOJMODH-
uedamut, y22 (7,9%) nmereit — muddy3Hoe mopaxke-
HHWE CTPYKTYp TOJIOBHOTO MO3Ta, WJIM MaH3HIIC(aINT.
OmnpeneneHbl pa3IMIus MEXIY YacTOTON XPOHUIECKOTO
U OCTPOTO TEUEHMS y IeTei B 3aBUCHMOCTH OT TOIHYE-
CKOM JIOKaJM3allMM TIpollecca. Tak, TIpH JICHKOIHIIe-
danurax u noanosHIedanIuTaX IMpeodsanago OcTpoe
TeyeHue 3aboneBaHus — B 56,8 u 72,6% ciydaeB cOOT-
BeTcTBeHHO. Toraa Kak mpu naHsHuedanurax Hanbosee
gacto (68%) Habmonamoch XpoHUYeckoe TeueHue. Ya-
CTOTa 3aTSDKHOTO TEUEHWs B IPYINIaXx He MMesla JOCTO-
BEPHBIX pa3TNUYHIA.

B 3aBUCHMOCTH OT pacipOCTPaHEHHOCTHU BOCTIATATEITb-
HBIX UBMEHEHUI B CTPYKTypax HEPBHOM CHCTEMBI C BOBJIE-
YeHWeM O000JI0UeK, CIMHHOTO MO3Tra, IeprdeprnIecKux
1/VJIM KpaHUAJTbHBIX HEPBOB JMArHOCTUPOBAIMCH CHHIPO-
MBI SHIIe(haTTa WM MCHIHTO3HIIehanTa, SHIIeDaToMN-
eNnTa, 3HIehATOMUEIIONOPATUKYIoHeBprTa. [Ipu To-

OPUITNHAJIbHBIE CTATbU WHDEKLNMOHHBIE BOJIE3HU

paxeHUn 2-i Mapbl KpaHWAIbHBIX HEPBOB U Pa3BUTHU
PeTpOOYIH0apHOTO HEBPUTA YCTAHABIMBAJICS AMATHO3 OI-
TUKO3HIIe(aTNTa, a B CITyJasX pa3BUTHS SHIIEhaTOMUEITI-
Ta W peTpoOyILO0apHOTO HEBPUTa — ONTHUKOIHIIE(hATIOMH-
emmTa. OmHAKO, €ClM TIOpaKeHNe TOJIOBHOTO W CITMHHOTO
MO3Ta HaOJIOIaIoCh TIPH JICHKO-, TIOJIMO- U MaH3HIedha-
JIUTaX TPAKTHYECKW C OMMHAKOBOM YacTOTOM, TO TTopaxke-
HHME KpPaHUAIBHBIX W CIIMHAJBHBIX HEPBOB BCTPEYAIOCh
TIPEUMYIIIECTBEHHO TIPY CUHAPOMAX, CBSI3aHHBIX C ITopa-
XeHueMm Oesioro BelecTBa. M3011MpoBaHHOE BOBJEUEHUE
CTPYKTYP TOJIBKO TOJIOBHOTO MO3Ta BO BCEX IPYIIITaxX coCTa-
B0 63%. Ha BropoMm MecTe 110 yacToTe ObUT CHHAPOM 3H-
1rehaToMHeITNTa, a JOCTOBEPHO 0oJIee PelKo HaOTIoIaIICh
ONTUKO3HIICDATUTHI, ONTUKOIHIIEHDATOMUETUTH 1 SHIIE-
(hamomMueIonoMMPaTNKYIOHEBPUTHIL.

CpenHWil BO3pacT HeTell ¢ 3HIedamTuTaMu cocTa-
Bua 5,3*x1,2 roma, npeobnananyd neTd B Bo3pacte OT 13
mo 17 net (25,8%) mor4 po6ner (22,1%), acamoit
HeMHorouuciaeHHol (30 mereil) okaszamach rpyrmna ae-
Teir B Bo3pacTe a0 1 roga (Tadn. 1). ManbuukoB ObLIO
158 (52,3%), neBouek 144 (47,7%). BoIsiBIIeHBI BO3pacT-
HBIE Pa3IM4IusI B 3aBUCIMOCTH OT TOITMIECKOM JIOKaIn3a-
LMW 1 XapaKTepa TedyeHus 3aboieBaHus. Tak, py 0CTpOM
TeYEHWH SHIEMaATUTOB, IPOTEKABIINX C MOPaXKeHUEM
Geyoro BellecTBa, Ipeobiagan Bo3pacT oT 4 1o 6 JieT
(41,7%), amnpu 3aTSKHOM W OCOOEHHO XPOHUYECKOM
TeyeHUn — ot 13 mo 17 net. B ornmnuue ot neiikosHIe-
¢annToB Mpu NaH3HILePATUTAX IeTH A0 3 JIET COCTaBUIIN
86,4%, a HanboJIce MHOTOYMCIIEHHOW OKa3aiach TpyIma
neteir mo 1 roma. Cpeay TAIlMEHTOB NTKOJIBHOTO BO3pa-
cTa MaH3HIEedATUTH HAOTIONAINCH JIVIID B OTICIBHBIX
ciIydasix. DTO CBHMICTEIBCTBYET O TOM, UTO JCTH MJIAJI-
1ero Bo3pacrta 6osiee CKJIOHHbI K (POpMUPOBAHUIO TUD-
(y3HOTO TIOpaKeHMSI CTPYKTYP TOJOBHOTO MO3Ta, TOTIa
KaK IeTH cTapie 3 JIeT Jalie uMesd OoJiee JIOKaJIbHBIE
¢dopmbl sHUEdanuToB. [1pu noavosHuedaIuTax 1OMH-
HUpoBaJ Bo3pact aereit ot 10 1o 12 net u no 1 roxa.

Ha puc. 1. mpencraBieHa yactoTa TONMMYECKUX CUH-
JIPOMOB 3HLEMAJIUTOB B Pa3HBIX BO3PACTHBIX TpyIIIax.
[IpakTueckn BO BCeX TPyIIax IETH CJICHKO3HIIeda-
JINTAMU COCTABWJIM OOJBIIYIO YacTh MalMeHToB — 95%
B HEKOTOpBIE BO3pacTHBIE Tepuombl. CpemHwii Bo3pacT
nereit ¢ neiikosHuedanurtamu 6but 8,8+1,9 rona, a ¢ mo-
nmuosHuedanutamu — 5,7+0,8 roga. JlocToBepHO ca-
MBIMM MJTAJIIMMU OBUTM OOJIbHEIE ¢ MaH3HIedaTUTaMU
(1,6+0,5 roma).

Tabauya 1. Pacnipenenenue aeteii ¢ neiiko-, nan- 1 noamo3nnedaImTaMu 0o Bospacty (adc./%)

Tpymnma Bospact

1o lroga 1—3 rona 4—6 et 7—9 ner 10—12 ner 13—17 ner Bcero
JleiikoaH1uedanutsl (n=229) 0 35/15,3 63/27,5 30/13,1 28/12,2 73/31,9 229/100
[TansHuedanutel (n=22) 15/68,2 4/18,2 0 1/4,5 1/4,5 1/4,5 22/100
IMommosnuedamuts (n=>51) 15/29,4 3/5,9 4/7,8 10/19,6 16/31,4 3/5,9 51/100
Hroro 30/9,9 42/13,5 67/22,1 41/13,8 45/14.,9 77/25,8 302/100
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Puc. 1. 9acrora neiiko-, nan- 1 no;o3nne(aIUTOB B PA3IMI-
HBIX BO3pAacTHBIX rpynnax (n=302).

B 76,4% cnydaeB sHIIChATUTH UMETN BUPYCHYIO 3TH-
OJIOTMIO C IOMMHUPOBAHUEM TIPEACTABUTENIEN CEMEMNCT-
Ba TreprieCBUPYCOB B BUAE MOHO- WJIM MUKCTUH(MEKIWU
(puc.2). U3 repriecBUpYyCHOI 3TUOJOTMU Haubosiee 4acTo
BCTpeyaIMCh 3HUEMATUTHI, BbI3BAaHHBIE BUPYCOM Bapu-
memta-3octep (21,9%), Heckonmbko pexe (11,6%) peru-
CTPUPOBAJIaCh CMEIlIaHHasl TeprecBUpycHasi MHGEKIus,
aTakke WHpeKus, 00-

BUCHMOCTHU OT 3TUOJIOTMU 3abosieBaHMs (Tabn. 2). Tak,
HamboJiee YacTO OCTpOe TeUeHUE JIEHKOIHIIE(hATNTOB
OBUTO CBSI3aHO C BUPYCOM BapuIIeiia-30CTep, HECKOIb-
KO pexe ¢ BupycoMm ImiureriHa—bapp. [lpu 3atssxHoM
TEUYEHUHU Cpeau 3TUOJOTUUECKUX (haKTOPOB Ipeobdiiaaaia
B. burgdorferi s.1. v ObL BBISIBIEH BICOKMI MPOLIEHT He-
yTOYHeHHOM sTHonoruu (28,9%).

Cpenn netedl ¢ XpOHWMYECKUM TeUYeHHEeM 3aboJieBa-
HUSI HAaWOOJTBIINIA IPOTICHT MTPUXOIWIICS Ha CMEITAHHYIO
reprecBUpycHyl0 uHbeKuuo. Y OOJbLIIMHCTBA OeTel
¢ xpoHnveckuM TedeHreM (80,7 %) BBISBISUIOCH codeTa-
HMe JIBYX BUPYCOB — BUpYca Tepiieca 6-ro TWIIa U BUpyca
DmnreitHa—bapp mim BUpyca reprieca 6-To THIIA U 1TH-
TOMETaJIOBUpYca WJIM BUpyca JmmreitHa—bapp u mm-
TOMErajloBupyca; y 2 J1eTeil — Tpex BUpYcoB, ay 3 neteit
— YeThIpeX BUPYCOB replreca: BUpyca repiieca 6-ro THIa,
Bupyca OnmreiiHa—bapp, 1MToMeraioBupyca u BUpyca
mpocTtoro reprieca. Cpean cMeITaHHOM TepIecBUPYCHON
WHGEKIIMY CoYeTaHNe BUpYca Teprieca 6-To TWIa W BU-
pyca DmmreiiHa—bapp BbISIBISIIOCH HauboJjiee 4acTo
— y58%. BeposiTHO, HaHHBINM (DaKT CBSA3aH CO CIIOCOO-
HOCTBIO OeTa- W raMMma-TeprieCBUPYCOB ITOpaXkaTh WM-
MYHOKOMITETEHTHBIE KJIIETKU C Pa3BUTHEM MMMYHOITATO-
JIOTUYIECKUX peaKIMil U XpOHUIECKON JeMUCTMHU3AIIAN
LHHC. [JloMuHUpYIOIIMMU B 3TUOJIOTUU TOJHUO3HILIEe(hA-
JIUTOB OBIIM BUpPYC KielieBoro sHuedanuta (45,1%),
BUpYC IIPOCTOTO Teprieca W SHTepOBUpPYC. B passutum

VCIIOBJICHHAs!  JPYTUMU
npeacTaBUTCIIMU JaHHO- HEYTOYHEHHas 10,0%
ro cemelicTa. DHuedanm- BUP-6aKT. MUKCTI 5,6%
THI, BBbI3BAaHHBIC BUPYCOM rokconnasver |8 0,7%
KJICIIEBOTO  SHIIehanTa [ 1.0%
Y SHTEPOBUPYCOM, COCTa- T o

XNAMUANK 0,7%
B 9,3 1 6,6% cooTBeT- 4

boppenvu 5,3%
CTBeHHO. baktepmanbHast _

1,0%
STUONIOTUSL  HAOMIOAANACh CTPENTOKOKK | ’
B8,7% ciydaeB, CIOMU- BUPYCHO-BUPYCHbIC | 3,6%
HupoBaHueM B.burgdorferi apenosupyc |89 0,6%
sl. (mo84%), BupycHo- rpunn 1,0%
OakTepuaibHasi 3TUOJO- napeosMpycB19 0,7%
st — y5,6% OONBHBIX, KpacHyxa 1,0%
HeyTouHeHHass — y 10%. K3 | 9,3%
B ez[MHW{UHHx CITyyasix SHTEPOBIPYC 6,6%
MPUUYUHON  3a00seBaHUs T o
repnecBupycHbIe MUKCTbI 11,6%
ObUTH pecTMpaTopHbIC .
BOr 5,9%
BHUPYCHI (TPUIIIIA U aieHO- .
BB3 21,9%
BUpPYC), BUPYC KpacHYXH, i
0,
napBoBupyc B19, aTakxke Lule | e
Ipyre  MHQEKIMOHHBIE EL 432
areHTbl — TOKCOIUIa3Mbl, repnec 6 Tna 4,3%
T T T T 1

XJTAMAIVY, MUKOIITa3Mbl 0,0 5.0 10,0 15.0 20,0 25.0%

U CTPENITOKOKK TPYITITHI A.

BebisiBieHsl  0COOEH-
HOCTH TOIMKM TTOpaxke-
Hus crpykryp LHHC B 3a-

Puc. 2. Druonoruyeckas crpykrypa snuedamuros y nereii (n=302).
BKD® — Bupyc xiemenoro sHuedanura; BIII' — Bupyc npocroro repneca; BB3 — Bupyc Bapuiea-
3octep; LIMB — nuromeranosupyc; BOb — Bupyc Bminreitna— bapp.
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Tabauya 2. Daonornyeckas CTPYKTYpa Jeiiko- , IaH- M NO;THO3HIEe(ATUTOB Y AeTeii, abc./%

Druonorus JleitkoaHniebanuTel, #=229 IMansnnehanuTl, =22 IMonuosHuedanutel, =51
BI'-6 11/4,8 2/9,1 0
31C)5) 19/8,3 3/13,6 0
LIMB 2/0,9 4/18,2* 0#0
BB3 64/27,9 0* 2/3,9
BIIT 5/2,3 1/4,5 12/23,5%*
MuKcT-TeprecBUpYChl 30/13,1 4/18,2 1/2%*#
DHTEepOBUPYC 17/7,4 0 7/13,7
BKb5 5/2,3 0 23/45,1%*#
Bupyc kpacHyxu 2/0,9 1/4,5 0
ITapBoBupyc B19 2/0,9 0 0
Bupyc rpumnma A 3/1,3 0 0
ANleHOBUpPYC 2/0,9 0 0
BupycHo-BupycHas 8/3,4 0 2/3,9
CTpenToOKOKKY IPyMIibl A 3/1,3 0 0

B. burgdorferis.l. 16/7 0 0
XiaMuauu 2/0,9 1/4,5 0
Muxkormia3msl 2/0,9 1/4,5 0
Tokcorurasmbl 0 1/4,5 S
BupycHo-0akTepuaabHas 13/5,7 4/18,2 0
HeyrouHeHHas 23/10 0 3/5,9**

IIpumenanue. BI'-6 — Bupyc repreca 6-ro Tuma; BBb — Bupyc dmreitna—bapp; [IMB — mmromeranosupyc; BB3 — Bupyc Bapuiieia-3octep;
BIII' — Bupyc npocroro reprieca; BKD — Bupyc kiemeBoro sHiedanmuta. JlocroBepHocTts pazmadust (p<0,05): * — mexny Jeiiko- u naHsHieda-
JIUTaMu; ** — MeXIy MaH- 1 MoJIMo3HLeDaTuTaMu; * — MeXIy JeiKo- U MOJMo3HIIehaTuTaMMU.

MTaH2HIE(ATUTOB OCHOBHBIM 3THOJOTMYECKUM (DaKTO-
POM OKa3aJlach BpOXICHHAs TeprieCBUPYCHAsT MHMEKITNS
(68%), a HauboJyiee YaCTbIM areHTOM — ITUTOMETAJIOBU-
pyc.

OCHOBHO B KIIMHUYECKOU KapTUHE BCeX SHIedaT-
TOB ObITa OyYaroBasl HEBPOJOTMUYECKas CHUMITTOMATHKa,
TECHO CBSI3aHHAS C TOTIMKOMW IMOPAKCHUS W JIOKATU3aIIH-
eif 09aroBBIX U3BMEHEHUH B CTPYKTYpax TOJIOBHOTO MO3Ta.
B 55—67% cny4aeB omMHOBPEMEHHO C pa3BUTHEM 0Yaro-
BBIX HAOJTIOMAIMCH BHEIIEpeOPaTbHBIE CUMITTOMBI, TTOSIB-
JIEHWE KOTOPHIX ITOMOTaJI0 B KIIMHUYECKOM TUAarHOCTUKE
3a00sieBaHUsI, OCOOEHHO B Clyyasix WX CreludUYHOCTU
IU1st onipeieieHHo mHbekuuu. Cpeau BHeuepeOpaib-
HBIX CUMITTOMOB Han0oJjiee JaCTBIMUA OBUTA TIPOSTBIICHUSI
pecrmpaTopHOit MHMOEKIINA BEpXHMX IBIXaTeIbHBIX ITy-
Teii (68 %), mumbanenonaTust (54 %) v sk3anTeMbl (36%).
K Gonee peakuMm cuMnTomMaM OTHOCUJIMCH 3HAHTEMBbI,
mapesi, CHaJlOacHUT, TeITaTUT, ITHeBMOHUM W OPOHXM-
ThI, 9aCTOTa KOTOPHIX KoJiebatach ot 1 1o 12%.

AHaIu3 KIMHUYECKO KapTUHBI Y 229 neteit ¢ Jeiiko-
SHIeaUTaMU TTOKa3aJI, 9TO CPEAN 0YaroBOil HEBPOJIO-
TMYECKON CUMIITOMATUKKM Haubojiee 9acTO OTMEYAJIMCh
Mo3keuKoBble HapymeHus (91,3%), a Takxe TUpaMuII-
Hble paccTpoiicta (89,9%). B 46% cimydyaeB BOZHMKATN

paccTpoiicTBa MOBEPXHOCTHOM W /WJIU ITyOOKOW YyBCT-
BUTEJILHOCTH, a B 67,2 % — HapylmeHUs PYHKIUY KpaHU-
aJIbHBIX HEPBOB, CPEeIU KOTOPBIX MpeodIamain mopaxke-
HUSI TJIa30ABUTaTEIbHOM Tpyniibl (57,8 %) 1 3pUTEIBHOTO
HepBa (25%) ¢ pa3BuUTHEM peTpPOOYIHOAPHOTO HEBPUTA.
OO01enH(PEKIMOHHBIIT ¥ MEHUHTCAIbHBIA  CUHIPOMBI
BcTpevanuch y 64% 6onmbHBIX. KpaitHe penmko Habmoma-
JINCh TSDKEJTbIE pACCTPOMCTBA COZHAHUS IO YPOBHSI COITOP-
koma (1,7%) wm cymopoxusiit cunapom (6,1%). Y 59,8%
MalMeHTOB OTMEUYAJI0Ch N30JIMPOBAHHOE TIOpaxkeHUe Ge-
JIOTO BelllecTBa TOJIOBHOTO Mo3ra, y 20,1% — coueTaHHOe
MopaxkeHue MPOBOIHUKOB TOJIOBHOTO W CITMHHOTO MO3-
ra,y 17,5% — ogHoOBpeMeHHOE BOBJIEYCHHUE 3PUTEIBHOTO
HepBa U/Wiu nepucepuIecKrx HEPBOB.

KimHnueckast KapTWHa JeMKOHIEMATUTOB MMeTa
CBOM OCOOEHHOCTH B 3aBUCHMMOCTH OT XapakTepa Teue-
HUs 3a00JeBaHus. Tak, MPU OCTPOM TEUECHHWU TIPOSIBIIE-
HUST HEPEIKO UMEIM MOHOCUMIITOMHEBIN XapakTep, Toraa
Kak MPU XPOHUYECKOM TEeUEeHWH, Kak IMPaBUJIO, OIHO-
BpPEMEHHO BOBJIEKAJIUCh Pa3IMYHbIE CUCTEMBI TOJIOBHO-
ro Mosra (ImMpaMuaHasi, YyBCTBUTEIbHAsI, MO3XKEUKOBAsI
W Ip.), YTO MPUBOAMIIO K Pa3BUTUIO MHOTOUMCIEHHBIX
KJIMHUYECKUX CUMITTOMOB. B OoTJiMuMe OT 0UaroBbIX He-
BpPOJIOTMYECKUX TIPOSIBJICHUI OOJbIasi BBIPAXXEHHOCTh
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IJICOLIMTO3a HAOJTI0OMAIach IMPU OCTPOM TEYEHUH 3a00ITe-
BaHUs1, TOTJA KaK MPU XPOHUYECKOM — TIeorTO3 A0 S0
KieTok B 1 Mk Berpeuasncs B 70% ciydaes. Ilpu mpo-
BeaeHur MPT y nmauveHTOB HaOMIONaTUCh OYaroBbie
M3MEHEHUS Yallle MHOTOOYaroBOTO XapakKTepa B 6eJIoM
BeIlleCTBE OOJIBIITUX MOJTYIIIAPUIA, 8 TAKKE B CTBOJIC M MO3-
JXeuKe, a TIPY CMHIPOME SHIlehaoMuesTa — B IIEHHOM
1/VUTA TPYTHOM OTJeJIaX CITMHHOTO MO3Ta.

ITpu nonmosHuedanuTax y OOJIBIIMHCTBA ne-
Tell pa3BUTHE 3a0o0JicBaHUSA ICOIOTUPOBAIO C CYTOPOT
1/VUTA TIPOTPECCUPYIONIETO  PAacCTPOMCTBA  CO3HAHUS,
y6 (11,7%) mammmeHTOB — C pa3BUTHS TeMHIIape30B
U PEYEBBIX HAPYIICHMIA, 9TO OBUIO XapaKTepHO IUTS JIO-
KaJIU3alliy OYaroBbIX M3MEHEHMI B KOPTUKAIHLHO-CYO-
KOPTUKATBHBIX OTIeNIaX BUCOYHOU noiu. [locie BoccTa-
HOBJICHUSI CO3HAHUS y OOJIbHBIX HAOIIONATNCh peUeBbIe
HapylIeHWs, aMHe3Us, alpakcus. Mo3kedKkoBasi CHUM-
NnToMaTuKa, Kak W Ipu JieiikosH1edanuTax, Obula 10-
CTaTOYHO YaCThIM KIIMHUYECKUM TIPOSIBJICHUEM 3aboIte-
BaHms. [lpuuwHOW OyIpOApHON W TITa30ABUTATEILHOMN
CUMIITOMATUKU TIPU MOJIMO3HIeDaINTaX ObLIO TTopaxe-
HWe simep KpaHWaJIbHBIX HEepBOB. HepenkuMu y maHHBIX
OOJTBHBIX TaKXKe OBUTA 3KCTpaTMpaMUIHBIE PACCTPOMCT-
Ba. [Ipuatom y 13,7% nereit HabGmomaacss aKWHETUKO-
PUTHIHBIN cMHIPOM, B 23,5% ciiyqaeB — TUIIEpKUHE3HI
MUOKJIOHUYECKOTO XapakTepa. B oTimume oT JeiiKosH-
11eaauToB TIPH MOIMO3HIIe(hATUTaX PACCTPOMCTBA UyB-
CTBUTELHOCTU BCTPEYATNCH JINIID Y 7,8 % nereit.

OOmenHMGEKIMOHHBIA ~ CUHAPOM  TTPUCYTCTBOBAJ
B OONBITMHCTBE ciryyaeB. OcTpoe TeueHUsT HabIIonaioch
v 37 (2,5%) GONBHBIX, a B OCTAJIGHBIX CITy4asX — XPOHU-
YecKoe U 3aTsDKHOoe TedeHue. [Ipu XpOHWIeCKOM Tede-
HMM OTMEYaJoCh MPOTPECCUPOBAHWE OYaroBOM HEBPO-
JIOTUIECKON CHUMITOMATHKHA, WMEIOIIEH KIMHHYECKYIO
CITeIU(UIHOCTD B 3aBUCUMOCTH OT 3THojoTuu. Y 23,3%
nereil ObLI YyCTAaHOBJIEH CHHIPOM TOJMO3HIEedharomMue-
JIMTA, IS KOTOPOTO OBUTO XapaKTepHO COYeTaHUE BSUTBIX
U CTIACTUYECKUX Tapajiuieil M mape3oB, COMPOBOXIAIO-
IUXCST «MO3aUIHOCTBIO» HapymieHui. Tak, Tpu XpoHU-
YeCKOM TEUCHUH KJICIIEeBOTo 2HIehannTa, Kak IMpaBuIo,
MMeJI0 MECTO HapacTaHWe Tape30B, TUIePKUHETUIECKO-
rO CHHIpOMa WJIU pa3BuThe Smwtenicnu KoxkeBHUKO-
Ba, HEPENKO B COYCTAHWM C HApPYIIEHHMEM KOTHUTUBHBIX
byHKUMA.

[Mpu mansHIIebaTUTaX OTMEYaTach MHOXECTBEHHAs
oyaroBasl HEBPOJIOTUYECKasT CUMIITOMATHKa, XapaKTep-
Hasl IUTS TIOpakKeHUST KakK 0eJIoro, Tak M CEporo BelllecTBa
roJIOBHOTO Mo3ra. KimmHnYeckue mposiBiieHYsT TTaHIHIIe-
(hasuTOB B BUIIE BSUIOCTH U COHJTUBOCTH B 83,3% citydaeB
MaHMGbECTUPOBAIM B TEUCHUE TIEPBBIX MECSIEB KU3HU
pebenka. B '/, ciydaeB oTMeyaInuch CHMITOMEI ITOPaXe-
HWS IPYTUX OPTaHOB, Yallle JISTKUX 1 IeYeH. B HeBpoJ1o-
TMYECKOM CTaTyce MMejia MEeCTO 3alepKKa IICUXOMOTOP-
HOTO Pa3BUTHs, HAOIIOMAJIOCh Pa3BUTHE ICHTPAIBHBIX
ITape30B, a TAKKe CUMITTOMAaTUIECKOM STMICTICUY B BUIE
(hoKaBHBIX M BTOPUIHO-TEHEPATN30BaHHBIX ITPUCTYIIOB.

3aboJjieBaHMe BIEPBbIE IMATHOCTUPOBAIOCH B BO3pacTe
3,3+0,8 Mec. B50% ciyyasx mHOEKIIMOHHBIE ITPOSIB-
JIEHUSI COYETATUCh C TOPOKAMU MO3Ta — TUIOTeHe3Uuei
WM areHe3uell MO30JMCTOro Teja, TUIoIIa3ueil Mo3-
XeuKa, TTOJIMMUKPOTUpPUEN, KOPKOBBIMH JUCILIA3USIMHU.
CoueTaHue MOPOKOB U BOCMAUTENBHOTO MTpoliecca ObU10
XapakTepHo it BpoxaeHHo# nHexkiuu LITHC.

B otaenbHbIX citydyasix naHaHUeGaIUThl MaHU(DECTU-
posan nocie 1 roga. [1pu aTom 3a 2—3 Hen 10 pa3BUTUS
0YaroBbIX HEBPOJIOTMYECKUX CUMIITOMOB Ha0JI101a10Ch
MOBBILIEHWE TEeMIEepPaTyphbl, a B IOCIAECAYIOIEM OTMe-
4YaJIoCh MPOrPECCUpPOBAHUE TMApe30B, aTaKCUM U IJ1a30-
NBUTATCIBHBIX HapyleHuid. [locTeneHHO TMOSBISIICS
KOTHUTUBHBIN JEehUIINT, KOTOPBIA XapaKTephU30BaICs
3aiepXKoii ¢hopMUpoBaHUsST peuun U npakcuca. Ha MP-
TOMOTpamMMme Y 00JIbHbIX Habmoaancs audody3Hbiii npo-
1iecc IMC- U AEMUEIUHU3AUUU C 3aMHTEPECOBAHHOCTbIO
00JIbLIMX MOJYIIAPUA W MPOBOIHUKOB CITMHHOTO MO3ra,
YYacTKM TMo3a. B penkux ciaydyasx MpUUYMHON TMaH3H-
1ehaauToB ObLIO OCTPO Ppa3BUBAIOIIEECS BOCMAJIEHUE
C MOCJIEAYIOUIMM TOTaJIbHBIM BOBJIEYEHUEM DPA3TUUYHBIX
CTPYKTYP FOJJOBHOTO MO3ra.

VY 1 pebenka 3abojieBaHUE MO JAHHBIM KJIMHUKO-JTY-
YeBOM KapTUHBI YKIAIbIBAJIOCh B IMArHO3 <«JICHKOIH-
nedamur Xapcra». Ha MP-toMorpamme BbISIBISIOCH
oyaroBoe TmopaxeHue Oeoro BeulecTBa MOJYILIAPUIA
00JILLIIOTO MO3ra W MO3Xeuka B COYETAHUU C BOBJIEYE-
HUEM TOOKOPKOBBIX TaHTJWEB W MOSBICHUEM MEJKUX
reMopparuii B CyOKOpTUKaJIbHBIX OTAEIaX JIOOHBIX U Te-
MeHHbIX fojeit. KilnHudyeckasi KapTMHa He UMeJia OTIu-
YUii OT MOJMOdHUEDaIUTA, U OKOHYATEJbHbIA AMATHO3
YCTaHaBJIUBAJICS HA OCHOBAHUM JIy4eBOIl TUArHOCTUKH.

ITpu 3aTSIKHOM TeUYEHUM MaHAHUEDATUTOB, TaKXke
Kak U MpY XPOHUYECKOM, HaO0JII01a0Ch TMOCTENEHHOE
HapacTaHWe KOTHUTUBHOTO AedbuliuTa, 04aroBoit HEBpO-
JIOTUYECKOM CUMNITOMATUKH B TeueHue 3—4 He. Y 00Jib-
HBIX C 3aTSCKHBIM TEUEHUEM TSDKEJBIX PAacCTPOMCTB CO-
3HaHWA He HaOMIONaIoCh, HOB '/, ClydaeB pa3BUTHE
0YaroBOil HEBPOJOTMYECKON CUMIITOMATUKU COMPOBO-
KIAJIOCh OTJIyllIeHUueM. Y IeTeil 0TMeuanoch couyeTaHue
TeMUIIape30B, PACCTPONCTB UYBCTBUTEIbHOCTU, MO3XKEU-
KOBBIX U IJIa30IBUTATEIbHBIX HapymeHWd. CyTopOXXKHBII
CUHAPOM TPUCYTCTBOBAN Yy OOJBIIMHCTBA MAllMEHTOB,
HO TOJIbKO B4 clyyasix MMeJl CTOMKMI MeAMKaMeHTO3-
HO PE3UCTEHTHBIN XapakTep. JIUTeabHOCTh YACTUYHOTO
perpecca CUMIITOMaTUKU MpU MaH3HIedaIuTax cocra-
Bwia 1—5 net. Mcxonbl B ciiyyasix 3aTsKHOTO U XPOHU-
YECKOro TEUEHMS] OMNPEAeSIsUIUCh CTENEHbIO BTOPUYHO
BO3ZHMKAIOIIUX HEWPOHAJIBHBIX HapyLICHWH, a TakKxXe
HaJIMYMEM COMYTCTBYIOLIMX TMOPOKOB pPa3BUTHSI MO3ra,
a 1Ipu OCTPOM TEUYEHUU — BbIPAXKEHHOCTbIO BOCHATMU-
TEJIEHO-ICCTPYKTUBHBIX U3MEHEHU.

HuddepeHuuanbHas OUAarHOCTMKA XapakTepa odya-
TOBOI HEBPOJIOTUYECKON CHMIITTOMATUKA Y MAIUEHTOB
C Pa3IMIHBIMU KJIMHUKO-JTYYEBBIMUA TOITMIECKVMM CHH-
JpOMaMU TMO3BOJIWIA BbISIBUTH OOJBIIYIO YaCTOTY HOCTO-
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Tabauya 3. YacTora KIMANYECKUX CHMIITOMOB B 3aBHCHMOCTH OT TONMKH IOPAKEHHsI IIPH JIEHKO- , OJIMO- ¥ aH3HuedaITax y JeTei

(a6c./%)
CuMIITOMBI JleitkoaH1iehamuTel, =229 TMomosHnedanmuter, n=>51 [MansuuehamuTel, n=22
OO61enHGbEKIIMOHHEIE 148/64,6 49/96,1* 7/36,4*
Hapyiienue co3HaHust 50/21,8 41/80,4* 5/22,7*
PedaexkropHbIe HapylIeHUS 95/41,5 5/9,8* 0**
TTapessr 111/48,5 46/90,2* 22/100**
PaccrpoiicTBa 4yBCTBUTEIb- 145/63,3 4/7,8* 8/36.,4
HOCTH
Mo3XeuKOoBbIe HApYIIEHUSI 209/91,3 47/92,1 20/90,9
KoruurushsIii necurut 18/7,9 18/35,3* 22/100%*
TunepkuHessr 12/5,2 12/23,5* 4/18,1
AKVHETHKO-PUTUIHBIN 16/6,9 7/13,7 6/27,3
CUHIPOM
Cynoporu 14/6,1 49/96,1* 14/63,6%*
Hapymienue byHkuumn 39/17 0 2/9,1
2-i1 mapbl KpaHUATBHBIX
HEPBOB
Hapymenue dyHnkimu npyrux 115/50,2 24/47,1 13/59
KpaHUAIbHBIX HEPBOB
Hapyienust Ta30BbIX (PYyHKIIMI 52/22,7 3/5,9* 2/9,1
BocnanurenbHble U3MEHEHUS B 184/80,3 48/94,1 5/22,7

CMX (rneouunTos)

Tpumeuanue. JocroBepHble paznnuust (p<0,05): * — MexXy JIeiKO- U MONMO3HLehaTUTaMu; ** — MeX Iy JIEHKO- U MaH3HIehaTuTaMu; * — MeXITy

NaH- U NOJIUOHLIeDaTUTAMU.

BEPHBIX Pa3IMUMil Mexay JIeiKo- U MmosrosHiedaiura-
MU, YeM MEXITy JIKO- 1 TTaH3HIIedamTamMu. Tak, MeXIy
JIeiKO- U MOJIMOdHLIehaTUTaMy HAOMIOAATUCh PA3TUIMSs
110 9 mpu3HaKkaM 13 14, Torma Kak MeXIy JIeWKO- 1 TTaH3H-
edaauTaMu — TOJIBKO 110 4 cumntomam u3 14 (tab:n. 3).
[Tpu mosmmosHIIehaTuTax TOCTOBEPHO Yallle OTMEYaINCh
Tape3bl, YeM pedIeKTOpHAS TMpaMUTHAS CUMITTOMATHKa,
PEIKUMHA OB HApYIICHUS YYBCTBUTEITHBHOCTH, a YaCThI-
MU — CYIOPOXHBIA CHHIPOM U PACCTPONCTBO CO3HAHUS.
INpn nansHUEhanmMTaX Tape3bl MOYTH B '/, CITy4aeB cove-
TAJIMCh C YyBCTBUTEIBHBIMU PAaCcCTPOMCTBAMM M HapyIIe-
HUSIMA KOTHUTUBHBIX (DYHKITUT.

YCTaHOBJIEHO, YTO B OOJIBIIMHCTBE CIydaeB Oosee
GJIATOTIPUATHBIN MCXOM HAOIOMAICS y IeTelt ¢ MH(bEeKIIN-
OHHBIM TTOpaXeHUEM OeJIoro BelecTBa. Tak, IS JeiKo-
SHIIe(DATUTOB OBUTO XapaKTepHO TOJTHOE BBI3IOPOBICHUE
B44,5% ciy4aeB WV JISTKUI HEBPOJIOTMYECKUN nedu-
IIUT ¢ U3MEHEHNEM pedIeKCOB, COCTABUBIINI B CpETHEM
1,5+0,6 6amma mo mkane EDSS, y42.8% neteit. Cpen-
HETSDKEJbIA U TSDKeNblil 1erulMT HaOMIoAaICcsl B UCXO/Ie
TOJBKO B 7,9% ciydaeB, a B 10% OBUTO AMAarHOCTHPOBAHO
pa3BUTHE PACCESTHHOTO CKIlepo3a. B oTmume ot JIeiftkoaH-
ueaauTOoB IPY MOMTMOIHUEDATNTaX B '/, CITy9aeB HaOMI0-
Jaoch (opMUPOBaHME CUMITTOMATHICCKOU SITMJICTICHH.
[pu mansHIedammTax y 77 % neteit B MCXOIe BHISIBIISLIICH
HapyleHNsT KOTHUTUBHBIX QYHKIIUN Pa3TUIHON CTETICHU

TSOKECTH, a TaKKe HEBPOJIOTMYECKUit necuumt. Jletanb-
HOCTb Cpeliy BCeX MalueHTOB ¢ 3HLedantuTamu 3a 10-1er-
Huii nepuon B kiuHuke HWUUW nerckux nHdekimii cocra-
Buna 1,3%, B ToMm unciie pu JeiikosHuedamrax — 0,4%,
maHsHuedamTax — 4,5%, nonuosHuedanmmrax — 3,9%.

3AKJIIOYEHUE

Takum 00pa3oM, corocTaBieHUe KIMHUYECKON Kap-
THUHBI SHIIE(DATUTOB Y IETEH C TOIMMYECKON JIOKATN3aIM-
eii usmenenuii B UHC no pesynbraram MPT-nuarHoctu-
KU, a TaKXe C 3TUOJIOTUIECKUM (DaKTOPOM U BO3PACTOM
MaHMbecTalMy 3a00JieBaHUs TTO3BOJIMJIO aBTOpaM Clie-
JIaTh CJICAYIOIINC BBIBOIEI.

1. DHuedanuTel  XapakTepU3ylOTCSI OCOOEHHOCTSI-
MU KJIMHUYIECKUX TPOSIBICHUIA, TECHO CBS3aHHBIX C TO-
MMAYECKON JIOKaTM3allield BOCIIAUTEILHOTO IIpoliecca
B CTPYKTYpax TOJIOBHOTO MO3Ta, a TAKXKe BO3PacTOM pe-
OeHKa 1 3THOJIOTHel 3aboeBanms. B cTpykType sHIIeda-
JINTOB Y AeTel JeMKO3HIIedaTuThl COCTABIAIOT 10 75%,
B OTVIMYME OT IMOJTMO3HIIC(ATUTOB, Ha IO KOTOPHIX
npuxonutcs 17%, v maH3HIIeHATUTOB, BCTPEUAIOIIMXCS
B 8% ciydaeB. Tormrueckuii [MarHo3 3HIe(haJIuToB yCTa-
HaBJIMBAETCsI HA OCHOBaHMU pe3ysratoB MPT-uccneno-
BaHMS M OCOOCHHOCTEH KIIMHUYECKOW KapTHHBI 3a00I1e-
BaHMUS.
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2. B atnonornu sHuedanuToB y aeteii B 76 % ciydaeB
MMEIOT 3HaYeHUE BUPYCHBIC areHTHI, TOTIa KaK OaKTepH-
aJbHAsI ¥ CMEIIaHHasE MHMEKIMU SBIISTIOTCST TOCTOBEPHO
Oosiee penkumu. BpisgBiIeHa 3aBUCUMOCTb TOMMYECKOM
JIOKaJTM3alli M3MEHEHMI B BEIIECTBE T'OJOBHOTO MO3-
ra OT 9THOJIOTUM 3abojieBaHUA. Tak, IIpW JCHKOIHIIe-
(aymuTax repriecBUpycHasl 3THONOTHS cocTaBisieT 78%,
TOTHA Kak IPH MOJTNO3HIIehaTUTaX JTOMUHUPYIOITUM
(45%) sBnseTca BUpYC KIelleBOro sHiedamura. Pas-
BUTHE TMaHA3HIEe(haIuToB B 82% ciydaeB 0OYCIOBIEHO
BPOXIEHHOW BUpYcHOW WHbeKIMeid. YcTaHOBIEHO,
YTO JIEMKOSHIEMATUTHI COCTABIISTIOT 10 95% sHuedanu-
TOB Y neTeit oT 4 o 6 jieT 1 oT 13 mo 17 jeT, Torma Kax mo-
mosHuepamuTel — '/, ciydae SHUEDATUTOB y JeTel
mo 1 roma n30% — ymanmeHTtoB 7—12 JeT, a Bo3pact
JeTelt ¢ maHsHIehaauToM B 86% ciiyyaeB MOJIOXe 3 JIET.
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Meauko-conuaabHas 3HAYMMOCTh KHIIEYHbIX MAPA3UTO30B Y T€TCKOr0 HACeIeHHs
A3epoaiimkana

X.H. Xaragpau

AzepbangxaHCKnin MeaNLMHCKNIN yHuBepcuTeT, baky

Sociomedical importance of intestinal parasitic diseases in the pediatric population
of Azerbaijan

Kh.N. Khalafli

Azerbaijan Medical University, Baku

IIpoBe/ieHHBIMH HCCJIEIOBAHUSL YCTAHOBJIEHO, YTO J€TH C KMIIEYHbIMM NAPA3UTO3aMHU GoJiee Mo/IBep:KeHbI PA3INYHOIl 3200/1eBaeMo-
CTH, HeXKell JeTH (e3 TaKOBbIX. B 4acTHOCTH, 3a mocjeqnue 2 rofa B oOMIeil CI0XKHOCTH CPeIM NMEePBbIX ObLIO 3aPerHCTPHPOBAHO
78,2+1,5% cayuaes 3a6oseBaemocTu npotuB 36,41+2,0% ciiyyaes y nereii 6e3 napa3uro3os (=16,72; p<0,001). CymmapHo, Ha KaxK-
JI0T0 pedeHKa ¢ KMIIeYHbIMHU Mapa3uTo3amMu npuuuioch B cpeanem 0,78+0,11 ciayyas 3a60/1eBaeMOCTH, 10 MOBOIY KOTOPOil 0TMEYEHO
2,82+0,07 coryyasi npoImycKoB 3aHATHIA B IKoJ1e. Kuimeynbie napa3uTossl MPeIcTaBIsIOT AKTYAIbHYI0 MeMKO-COIMAIBHYIO IPo0JIemy,
00YCJIOBJIEHHYIO B TIEPBYIO 0Yepeb BLICOKOIi 3200JIeBaeMOCTBIO J1eTell, CHIZKEeHHEM ycnieBaeMoCTH U (hu3n4ecKoii AKTHBHOCTH.

Karouesoie crosa: 6emu, KuuievHsle napasumapHole 3(160/!6‘60/‘114}1, 3060/[66&6.4406”1(), ycnesaemocms.

The performed investigations established that children with intestinal parasitic diseases were more prone to various diseases than
those without the latter. In particular, in the last 2 years, there was a total of 78,2+1,5% and 36,4%2,0 cases in the former and the
latter, respectively (r=16,72; p<0,001). Overall, an average of 0,78+0,11 cases was per child with intestinal parasitic diseases with
2,8210,07 absences from school. Intestinal parasitic diseases are an urgent sociomedical problem that is primarily due to high mor-

tality rates in children, to lower academic achievements and physical activity.

Key words: children, intestinal parasitic diseases, incidence, achievements.

qaCTOTa KMIIIEYHBIX MMapa3uTO30B CPeIM HaCeJIEHUS
¢ 80-x romoB MPOIIJIOTO CTOJETUsI CTajla paccMma-
TPUBATBHCS Kak OOLIMN WHAUWKATOP MECTHOTO YPOBHS
ColMaIbHO-9KOHOMUYecKoro passutus [1, 2]. Bausg-
HUE Mapa3suTO30B Ha COCTOSIHUE 3[I0POBbSI U OCOOEHHO
Ha pOCT W pa3BUTHE [eTeil, TakKXe Kak M Ha paboTo-
CIMOCOOHOCTb B3POCJbIX Y CTOUMOCTb MEAULIMHCKOM
MOMOILIM, CO3/JaeT MOPOYHBINA KPYI, KOTOPBIA AOJKEH
ObITh pa3opBaH MPU YCIOBUM COLUAIBHOTO TMporpecca
U yJydiineHus: OiarococtosiHus Hapona [3, 4]. Kak mo-
Ka3blBalOT MHOTOYMCJEHHbIE MCCIEN0BaHUs, TaM, [Ie
OTMeYaeTcsl BbICOKAasi paclpOCTPAaHEHHOCTb KUILIEYHbBIX
Mapa3nuTo30B, OCOOEHHO reJIbMUHTO30B, HEUBMEHHO OT-
MeuaeTcss HU3KUI ypoBeHb Xu3Hu [5—9]. Mccnenoa-
HUS 110 BBISIBJIEHUIO MEAUKO-COLIMATbHONW 3HAYMMOCTHU
Mapa3ruTo30B B Hallleil pecryOuKe akTyajabHbl B CBSI3U
C X LIMPOKOM PacnpoCTPaHEHHOCTbIO CPelU JETCKOTO
HaceJIeHus.

Henbto ucclieoBanus sIBUJIOCh U3YyYEHUE MEAUKO-CO-
LIMATGHOW 3HAYMMOCTH KUUIIEYHBIX MAapa3uTO30B Y JeTel
B AzepOaiimkaHe.

© X.H. Xanadnn, 2014

Ros Vestn Perinatol Pediat 2014; 3:112-115

Anpec ans KoppecnionaeHumu: Xanaduiu Xatupa HoBpy3 rbi3bl — K.M.H., JOLL.
KaCbA SMUIAEMHNOJIOTUN A3Cp6aﬁﬂ)KaHCKOFO MEIULIMHCKOTO YHUBECPCUTETA

AZ 1107 Baky, yi1. MapnaHoB raprauuiapsl, 98

XAPAKTEPUCTUKA JTIETEI 1 METO/bI
NCCJIENOBAHNUA

B 2010—2012 rt. Hamu ObLIa MpoBeieHa paboTa I1o orpe-
JTIEIJIEHUIO HO30JIOTUYECKOM CTPYKTYPHI M YaCTOTHI KUIIICYHBIX
Tapa3snTO30B CPe TOpoIcKuX neteit. C 3Tol 1ebio B 8 neT-
CKUX IOIITKOJTHHBIX YIPEKICHUSIX 1 4 IITKOJIaX Sl caMaibCKoTo,
HapumanoBckoro, CabyHUMHCKOTO 1 Xa3apcKoro paiioHOB
Baky mipoBenM coveTaHHOE IApasMTONIOTUIECKOE U IPO-
CIIeKTUBHOE UcciieoBaHre. Ha moOpoBosIbHOM OCHOBE Me-
TOJIOM CJTyJaifHOI BRIOOPKM oToOpasi 1368 neteit B Bo3pacTe
ot 3 no 17 net. Kunieunble napa3uthsl BbISIBUIU Yy 797 neteid,
octayibHble 1eTH (571) — Ol 6e3 napa3zuto3os. Ucrnosnb3o-
BaJIM CTaHAApTHBIC Mapa3uToiornyeckue Mertoasl A.A. Typ-
nmeiea (1967) K. Kato, M. Miura (1954) u C. Graham (1941)
B MonubuKalMOHHbIX BapuaHTax P.O.YobaHoBa c coaBT.
(1983). InarHocTtuika reJisMMHTO30B OCYLIECTBIISUIACH C MO~
MOIIIbIO: OOHAPYXEHMUSI SIUL] TeJIbMUHTOB B Ma3Kax (peKasuii;
STAIT OCTPHII B COCKOOE € TTepHaHATbHBIX CKITAIOK 1 BU3YaJTh-
HOTO OOHAPYKCHMS SIVIT TeIbBMIHTOB WJTH OCTPUIL B (heKasIv-
sx. Craructuyeckasi oOpaboTKa MOMTYyYEHHBIX PE3YyJbTaToB
WCCTIEMOBaHMSI TIPOBOIMIIACH OOIIETIPUHSATHIMUA METOIaMM
BApUALIMOHHOM CTATUCTUKU.

PE3VJIBTATBI NCCIIENOBAHUSA

N3 obcnemoBaHHBIX 1368 meTeii KUIeYHbIe TTapa3uTo3bI
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Obutn BbIsIBIIEHBI Y 797 peteit. Kak mpencrasieHo BTaon.1,
Han0oJiee THBa3WPOBaHBI IETH 3HTepooro3oM — 40,5+1,7%,
3aTeM I10 HUCXomsIIen TsmMoarozoM — 29,0+1,6% (=4,59;
<0,001), ackapunmozom — 14,7+1,3% (=4,92; p<0,001),
TpuxouedanezoMm — 12,4+1,2% (=5,19; p<0,001) u couera-
HMEM pa3IMJHbIX Bo3oymureneit — ot 0,5+0,1 no 1,5+0,2%
(+=3,18; p<0,001).

J11 BBISICHEHMSI BOTPOCA, HACKOJIBKO KHUIIEYHBIE ITa-
pasuTO3bl  B3aMMOOOYCIIOBJIEHBI Pa3TMUHbIMUA  (DOpMaMK
3a00JIeBaHMIA AeTeld, HaMM TIpOBeJicHa ClIeMyroasl padora.
Ipu moMoIy pomuTeNieil ToydeHbl CBeleHUs O 3aboiie-
BaeMOCTH 3aTocienHue 2roma 797 mereit ¢ KMILIEYHBIMU
napasutozamu 1 571 pebeHKa Oe3 TakoBbIX. Bcero 3aduk-
cupoBaHo 14 dhopM 3a001€BaHUIA, B COMHUTEIBHBIX CIIyJastx
POIMTENIM YTOYHSUTM OWArHO3 B TEPPUTOPUATbHBIX PAOH-
HBIX IETCKUX MOJUKIMHKUKAX. CpaBHUTENTbHBINA aHAIN3 TI0-
JIyYEHHbBIX CBEAICHUI MPE/ICTAB/IEH B Ta0J1.2.

[Ipexne Bcero oTMETHM, 4YTO MpeNCTaBIeHHbIE B TA0JI. 2
ToKazaTesin 3a601eBaeMOCTH JIeTell 00erX TPy, coryiac-
HO KpuTeputo BaH-mep-BapreHa, CyIIeCTBEHHO pasHATCS
(X=17,14; p<0,01), T. €. 32001€BaAEMOCTH HAMHOTO BHIILIE CPEITU
JIeTell, CTpaJaolIuX KUIIeYHBIMU Tlapa3uto3aMu. Tak, co-
IJIaCHO aHKETUPOBAHUIO, CPEIU JIeTeil 6e3 KUIIIEYHBIX Mapa-
3WTO30B B TeUeHHE MOCIEIHUX 2 JIET OBUIO 3apernCTPUpPOBa-
Ho 36,4+2,0% ciydaeB 3a00/1€BAEMOCTH, TOT/IA KaK B TIEPBOIA
TpyIIie JAeTeli CyMMapHbIi ToKa3aTejlh HAMHOTO BbIe —
78,2%1,5% (+=16,72; p<0,001), Hy>xHO OTMETUTD, YTO CTONb
BBICOKasI 3a00JIeBaeMOCTh JeTell XapaKTepHa Ui MHOTHX
CTpaH, 4YTO CBSI3aHO CO CHIDKEHMEM OOIIEro IOTeHIMaIa
300POBbsI, OOYCIOBICHHBIM YXYIIIEHHEM 3KOJIOTMUECKUX,
MMMYHOJIOTUUECKIX, TINILEBBIX M TTPOYNX (haKTOPOB.

Cpemy neteii ¢ KMIIEUHBIMU TTApa3uTO3aMK  YIETbHBINA
BEC OTIEIBHBIX HO30JIOTMYECKMX (DOpM OKa3ajics He TOJIbKO
GoJtee BBICOKMM, HO M BapbMpoOBaJl B 60jiee IIMPOKUX TIpe-
JieJiax, 4yeM cpenr AeTei 6e3 mapasuTo3oB. Tak, Io yacToTe
BBISIBIIIEMOCTH BCe HO30(hOpMBI OBUTM pa3ieieHbl Ha TpU
rpynrbl. [lepByto rpyriy coctaBuiv ToH3WLUT, OP3 u nu-
criericust, uxyactota — ot 12,2+1,2 1o 3,7+1,2% (=0,88;

p>0,05). Ha Hair B3misiz1, 370 CBSI3aHO HE TOJIBKO € BO3MOXK-
HBIMM CHCTEMHBIMU TIPOSIBICHUSIMU TIapa3uTo3oB. Hamm
YCTaHORBJIEH HU3KWU TMTUCHWYECKUI CTaTyC TIOJIOCTH pTa
yIeTell ¢ KUIIeYHBIMU TapasuTozamu. B pesynsrate y ne-
Teil moBbllliaeTcsi puck passutusi OP3, ToH3wWmMTa, ero
XpoHM3aIK. Bropyro rpyrmy 3abosieBaHMiA ¢ MeHee 9acToi
BBISIBJISIEMOCTBIO COCTABWIM (DapUHTUT, OpOHXMT, acTMa,
MH(EKIMN ¥ ajljIepro3bl, TaK WM MHade CBSI3aHHBbIE C He-
VIOBJIETBOPUTEITLHBIM COCTOSTHUEM TMTMEHUYECKOTO CTaTyca
nosioctd pra. B Tpernio rpyrimy 3aboieBaHuid, YacToTa BbI-
SIBJISIEMOCTH KOTOPBIX €Ille MEHBIIIE, BOIUTM CEPICIHO-CO-
CYIUCTBIE, SHIOKPUHHBIC, HEPBHBIE, KOKHbIEC W KUIIIEYHEIE
00JIe3HU.

OopaiaeT BHIMaHWE, TO TTOKa3aTesIn 3a00JIeBACMOCTH
CYIIIECTBEHHO Pa3HATCS W CPemy AeTeil ¢ pa3HBIMM HO30-
JlorndecknMu  (hopMaMu Tiapa3nuTo3oB. Hambornee BbicoKa
3a00J1eBaEMOCTh JICTCd SHTEPOOMO30M U JITMOJIMO30M —
cootBercTBeHHO 90,1%1,7 190,9+1,8% (=0,32; p>0,05),
ToTa Kak 3a00JIeBaeMOCTh JeTell acKaphI030M COCTaB-
nsier ot 49,2+4.4% (1=8,76; p<0,001), a Tpuxouedane3om
— 50,0%4,8% (+=0,12; p>0,05). BoIssBlIeHHbIE HAMU (DAKThI
OTKPBIBAIOT TEPCHEKTHUBLI TTyOOKOTO W3yJdeHUS BIVSTHUS
KUIIEYHBIX ITApa3UTO30B Ha 3MOPOBBE ICTCI.

B rpyririe meteii ¢ mapa3uto3aMu B TEUEHHE TIOCIETHUX
2 et ObLIO 3aMKCUpoBaHO 89 cilyyaeB rOCHUTAIM3ALUN
T10 PAa3TMYHBIM TTOBOIAM, BTpYIIIE AeTell 06e3 TAKOBBIX —
28 (4,9£0,9%; t=4,44; p<0,001). BeistBieHa olrytumast pas-
HMIIA B KOJIMUECTBE TIPOMYLICHHBIX 3aHSATHIA B IIIKOJIE B CBSI3U
¢ 3a0oneBaHusIMU. Cpeau 1eTeli-11KOJIbHUKOB, CTPaIaroIMX
KUIIIeYHbIMKA TMapa3uto3amu (#=630), BTeueHHWE TTOCTeN-
HUX 2 J1eT 6buTo 3adprkcupoBaHo 586 (93,0+1,0%) ciydaeB
MPOITYCKOB 3aHSITUI, CPeAM IIKOJIBHUKOB 0€3 IMapa3suTo30B
(n=351) — 145 (41,3%2,6%) cny4aeB (~=18,53; p<0,001),
TIPH 5TOM 3aMETHO Pa3IMJaIach ¥ KPaTHOCTB TIPOITYCKOB 3a-
HATUIA.

OTMedeHo, YTO He BCernma TPy 3a00JIeBaHUSIX POIUTEN
00paImaroTes 3a MEIMIIMHCKON TTOMOIIIBIO, HEPEIKO TTPOBO-
JISIT CAMOCTOSITEITBHOE JICUEHUE JIeTei, 0COOEHHO B CITydastx,

Tabauya 1. Bosbynmrem KUIIEYHbIX IAPA3NUTO30B M YPOBEHb 3200/1€BAEMOCTH JIETei

Bunbl Bo30yauTenneit mapa3uTo3on

KomuuecTBo MHBA3UPOBAHHBIX

abc. %
Enterobius vermicularis 323 40,5+1,7
Ascaris lumbricoidis 117 14,7£1,3
Trichocephalus trichiurus 99 12,4+1,2
Lamblia intestinalis 231 29,0£1,6
Ascaris lumbricoidis+ Lamblia intestinalis 5 0,6+0,1
Ascaris lumbricoidis+ Enterobius vermicularis 6 0,840,1
Ascaris lumbricoidis+ Trichocephalus 4 0,5x0,1
trichiurus+Enterobius vermicularis
Enterobius vermicularist+ Lamblia intestinalis 12 1,5£0,2
Bcero 797 100
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Tabauya 2. Yaewubiii Bec M CTPYKTYpa 3200/1€Ba€MOCTH, 3aPerHCTPUPOBAHHOI 32 OC/IEHNAE 2 Tofia y JeTeil ¢ KHIeYHbIMH Napa3uTo3a-

MH H 0€3 TAKOBbIX
CrpykTypa JleTy ¢ KMIlIeYHBIMY TTapa3uto3amu (n=797) Heru 6e3
3aboJieBae- C KMIIIEYHbIX Mapa-
GG 3HTEpOOU03 acKapuIo3 Tpuxouedanes JIMOIN03 Bcero (n=797) 3uT0308 (1=571)
(n=341) (n=132) (n=108) (n=243)

abe. % abc. % abc. % abc. % abc. % abc. %
Ton3wmut 46 14,612,0 7 5,3£2,0 4 3,7£1,6 40 16,5£2,4 97 12,2+12 24 4,2+0,8
Ton3wmur, 20 6,7£1,4 4 3,0£1,5 3 2,8+1,6 15 6,2%1,6 42 5,3%0,8 6 1,1£0,4
noTpedo-
BaBILIUI
TOH3WJLI9K-
TOMUU
OP3 33  10,5%+1,7 18 13,5£3,0 14 13,0£3,3 37 15,242,3 102 12,8%1,2 46 8,1%1,1
dapuHruT 26 8,3£1,6 4 3,0£1,5 4 3,7£1,6 14 5,8+%1,5 48 6,0£0,8 20 3,5%0,8
Bponxur 20 6,7£1,4 2,3+1,3 2,8+1,6 16  6,6£1,6 42 5,3%0,8 18 3,210,7
bponxuans- 18  13,7+1,9 3 2,3+1,3 3 2,3£1,6 14  5,8+1,5 38 4,84+0,8 12 2,1+£0,6
Hag acTMma
CepneuyHo- 8 2,5%0,9 2 1,5%1,1 0 — 4 1,6£0,8 14 1,8%0,5 3 0,5%0,3
COCYIVCTBIE
3a00JieBa-
HUS
Hucnencus 57  18,2%+2,2 5,3£2,0 7 6,5+2,4 38 15,6£2,3 109 13,7£1,2 31 5,4%1,0
OHIOKPUH- 4 1,2%0,5 0 0 2 1,9£1,3 3 1,2£0,7 9 1,1£0,4 4 0,7%0,3
HbIE 3a00J1e-
BaHWUS
WHubek- 14 4,512 7 5,312,0 4 3,7£1,6 13 5,3f1,4 38 4,8+0,8 9 1,610,5
LIMOHHBIE
3a00J1eBa-
HUS
bonesnu 8 2,5+0,9 2 1,5+1,1 3 2,3%1,6 5 2,1+0,9 18 2,3%+0,5 6 1,1+0.4
HEpPBHOM
CUCTEMBI
Annepruue- 17 5,0+1,2 6 4,5%+1,8 5 4,6£2,0 16 6,6x1,6 44 5,5%0,8 20 3,5+0,8
cKue 3a00-
JIEBAaHUS
Bonesnu 4 1,2+0,6 2 1,5%1,1 0 — 4 1,610,8 10 1,3+0,4 4 0,7£0,3
KOXW
KuieuHbie 8 2,5+0,9 0 — 2 1,9+1,3 2 0,8%x0,5 12 1,5+0,4 5 0,910,4
3a00JieBa-
HUS
O6as 283 90,1+£1,7 65 49,2444 54 50,0£4,8 221 90,9*+1,8 623 78,2+1,5 208 36,4%+2,0
3aboseBae-
MOCTb
He 22 7,0+1,4 15 11,4+2,8 12 11,1£3,0 18  7,4%1,7 67 8,4+1,0 62 10,9+1,3
OIpeaeIeHO

CBsI3aHHBIX ¢ ToH3WLMTOM, OP3 1 nucnericueii. Bosamoxk-
HO, 9TO OJIHA U3 MPUYUH KaK BbICOKOTO Y/IEIbHOTO Beca 3a00-
JIEBAEMOCTU YKa3aHHBIMU HO30JIOTMSIMM, TaK U TIOBBIIICHMST
KPaTHOCTH TMPOITYCKOB 3aHSITUH B LIIKOJIE.

I1pu npoBeieHUM HACTOSIIIETO WCCIEAOBAHUSI  Mbl
CTOJIKHYJIUCh C BaXHBIM B OTHOILIEHWU 3I0POBBSI Je-
Tel (akTroM — HeaJeKBaTHBIM OTHOIIEHUEM POIUTENeH
K OLIEHKE 37I0pOBbsl JIeTell W MpeANPUHUMAEMbIM MepaM

110 ux peadbumrann. OTBETHl POIUTENIEN Ha IIOCTABJIEH-
HBIE BOIIPOCHI ITIPEICTaBI€HbI BTa0J. 3. 3HauMTeIbHAsK
YacTh POAMTENIEH AeTeil ¢ Tapa3uTO3aMM OLICHUIIN UX 310-
POBbE KaK «OYeHb cllaboe» WU «cjlaboe», B TO XKe BpeMst
OLIEHKY <«3IIOPOBBI» POIUTENI BHICTABUIIA CBOUM JIETIM
B28,4+1,6% cny4yaeB. Pomutenu neteil ¢ KUIIEYHBIMU
Mapa3uTo3aMu Yallie TTPOBOAUIN CAMOCTOSTEIBHOE Jieue-
HMeE JIeTel TIpY MX 3a00JIEBAHMSX U PEXE BBI3BIBAIM ITEIN-
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Tabauya 2. Orromenye poauTeneii K 310pOBbIO AeTeil M NpeIIPUHAMAEMBIE MePbI 10 METUIMHCKOI peaduIuTAIN

BapI/IaHTI)I OTBETOB Yacrora TIEPEYUCICHHBIX OTBETOB ﬂOCTOBCpHOCTI)
pasin4yus
JETU C KUILIEYHbIMU JEeTU 0€3 KUILIEYHBIX
napasuro3amu (n=797) napasuto3oB (n=571)
abc. % abc. % t P
OLieHKa 310pOBbs pebeHKa:
0YeHb CJ1a00€e 310POBbE
76 9,5+1,0 17 3,0£0,7 5,33 <0,001
caboe 3I0pOBbe 168 21,1£1,4 48 8,4%1,2 6,85 <0,001
PpeOEHOK OTHOCUTEIBLHO 275 34,5+1,7 208 36,4%2,0 0,73 >0,05
3I0pOB
PpeOEHOK 3M0POB 226 28.4%1,6 237 41,5£2,1 4,96 <0,001
HE OIIpeeJIEHO 52 6,5%+0,9 61 10,7%+1,3 2,65 <0,01
[IpeanpuHUMaeMble MEpHI:
CTapaeMcs CaMu IIPOBOIUTh
JIeYeHUE 214 26,9+1,6 102 17,9£1,6 3,98 <0,001
BBI3bIBAEM Bpaya 262 32,9+1,7 253 44,312,1 4,22 <0,001
MocenaeM MOJUKINHUKY 181 22,7%1,5 120 21,0£1,7 0,74 >0,05
oOpaiiiaeMcs B cTallMoOHap 93 11,7x+1,1 42 7,4%1,1 2,78 <0,01
HE oMnpeneaeHo 47 5,910,8 54 9,5t1,2 2,50 <0,01

aTpoB Ha JIOM, HEXeJId POAUTENN JeTel 6e3 mapa3uTo3oB
(p<0,001). TIpu sToM mepBasi rpynmna poauTesied yaiie
rocnutasmsupoBana aereir (p<0,01). Ilo mocemaemoctu
MOJMKJIMHUKY TOKa3aTeJau B OOeuX Ipymmnax poauTeseit
HE pa3Inyauch.

KoHTakThI ¢ neiaroraMu 1IKoJ1, B KOTOPbIX MPOBOAWIIACH
Haula paboTa, MOKa3aiu, YTO Y IIKOJbHUKOB C KUIIEYHbI-
MU Mapa3uTo3aMu Yalle OTMEYATUCh «OTHOCUTENIBHO YIOB-
JIETBOPUTENIBHBIN» 1 «yIOBJIETBOPUTEJIbHBII»  0000IIEH-
Hble YPOBHM YCIIEBAEMOCTM — COOTBETCTBEHHO 12,2+1,3
1 47,312,0%, yeM cpen IIKOJILHIUKOB 03 Mapa3suTo30B, —
6,1£1,1% (+=3,47; p<0,001) 1 28,81+2,4% (=5,93; p<0,001).
B 10 e Bpemsi cpenu mepBbIX HAMHOTO pexke BCTpeyaauch
«XOpOLLIUI» U «OTIMYHBII» 000OILEHHbIE YPOBHHU YCIieBae-
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Mcnosb3oBanue IPOAYKTOB JE€TCKOI'0 NIMTAHUA MPOMBIIJICHHOIO BBINIYCKA B pAllMOHE

OepeMeHHbIX KEHIIUH

M.B. Imowunckas, 3.1. Jlapuonosa, U.B. Anewuna, U.A. Konw

Hay4yHo-nccnenoBaTenbCkmin MHCTUTYT NuTaHus, Mockea

Use of commercial baby foods in the nutrition of pregnant women

M.V. Gmoshinskaya, Z.G. Larionova, 1.V. Aleshina, 1.Ya. Kon

Research Institute of Nutrition, Moscow

HpeﬂCTaBJIeH])l JTAHHBI€ O BO3MO2KHOCTH PACHIMPEHUA ACCOPTUMECHTA NMPOAYKTOB MUTAHUA IS 6epemel-mblx C MNOMOIIBIO NMPOAYKTOB

JETCKOro NMTAHUSA NMPOMBIILJICHHOI0 BhITYCKA.

Knroueswie crosa: 6epejweﬂﬂbze JHCEeHUWURDL, nuuiesoe noeeaeﬂue, 0cobeHHOCMU NUMAHUSL.

The paper gives data on the possibility of expanding the assortment of foodstuffs for pregnant women with commercial baby foods.

Key words: pregnant women, eating behavior, dietary habits.

PaL[PIOHaJ‘[BHOG MMUTaHWE XEHILIWH B IIepyuof 6epeMeHHO-
CTU SIBIISIETCSI HEOOXOMMMBIM YCJIOBUEM HOPMAJTBHOTO
TeYEeHUS W OJIArOTIONyYHOTO HCXoma OepeMEeHHOCTH, TION-
Jep>KaHUsST 3MOPOBbSI, XOPOIIETO CAMOYYBCTBUSI JKCHIIMHBI
1 obecrieueHrsl aneKBaTHOTO POCTa M pa3BuThs ruioma [1].
BToxke BpeMsT Mpu OpraHM3alliy TUTaHWS OepeMeHHBIX
SKEHIIIMH HEePeIKO BO3HUKAIOT TPYIHOCTH, OOYCIIOBJICHHbIC
HApYIICHUSIMA CO CTOPOHBI JKETYIOYHO-KUIIIEYHOTO TPaKTa
B CBSI3M C OCOOCHHOCTSIMU €10 (DYHKITMOHUPOBAHMSI BO Bpe-
Ms1 GEpEMEHHOCTH (BBICOKOE CTOSIHUE quadparmbl, CHUXeE-
HYe TOHYCa TIaJIKON MYCKYJIaTypbl KHWIIICYHWKA), a TAKKe
000CTpeHMEM XPOHMYECKUX 3a00JIeBAHUI TTUIICBAPUTEITh-
HOIl cHCTeMbl. B CBSI3M c3TMM BTiepron OepeMeHHOCTH
MHOTHE KEHIIIMHBI HYKIAIOTCS B CYIIIECTBCHHBIX N3MEHCHM -
SIX COCTaBa U KOHCUCTEHIIMU MPOAYKTOB 1 Ommof. [1pu 3ToM
BCJICICTBUE YaCTO BOSHUKATOIIIETO CHYDKCHMS aTlIeTHTa BaXK-
HBIM TpeOOBaHWMEM SIBJISTIOTCST BRICOKME OPraHOJIETITUHYECKIE
CBOMCTBA TIPOIYKTOB U OJ1ro1. C 3TOM TIETBI0 MOTYT WCTIONb-
30BaThCSl CTAaHIAPTHBIC TUETOJIOTUYCCKIE TTOIXOIbI, MeXa-
HUYECKOE M XUMITIECKOE IIKCHIE.

Bmecre ¢ Tem adheKTUBHBIM CITOCOOOM pEIlIeHUsT yKa-
3aHHOM TUETUYECKON TIPOOJIEMBI MOXKET, OUEBUITHO, CITyXKUTh
BKJTIOYCHUE B PAlMOH OEpeMEHHBIX KEHIIH IITMPOKOTO ac-
COPTMEHTA TIPOMYKTOB M OJMION, TIpeIHA3HAYCHHBIX IS TTH-
TaHUS JeTeld paHHEeTo BO3pacTa, KOTOphIE COYETAIOT BceOe
BBICOKHME OpTaHOJICIITIYECKIE CBOMCTBA, alcKBaTHYIO U (-
(bepeHITMPOBAHHYIO B PA3IMIHBIX TIPOMYKTaX CTCTICHb U3MEITh-
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YEeHWsI, CAHUTAPHO-3ITUIEMHUOIOTITIECKYIO Y THTUEHIIECKYIO
6e301acHOCTh. BaXKHBIM ITPEeMMYIIIECTBOM IPOIYKTOB M OJTION,
TIpeTHA3HAYCHHBIX TSI TUTAHWS JIeTel paHHETO BO3pacTa,
SIBJISIETCST VX TApaHTUPOBaHHAS XUMHWYECKask Y MUKPOOHO-
JlorndecKas 6e301acHOCTbh; TapaHTUPOBAHHBIN XMMUIECKUIA
COCTaB, COOTBETCTBYIOIINIA BO3PACTHBIM OCOOCHHOCTSIM Me-
TabOM3Ma ¥ MUIIICBAPSHIS; ONITUMATBHAS 1 TAPaHTUPOBAH-
Hasl CTeTieHb M3MEJIBUCHNS, COOTBETCTBYIONIAST BO3PACTHBIM
0COOEHHOCTSIM KeBaTeTbHOTO armapaTa 1 MAIIeBapUTeTbHON
CHUCTEMBI JIeTell; BBICOKOE KaueCTBO M OE30TMacHOCTh CHIPhSI
IUTSI TIPOM3BOZICTBA TIPOIYKTOB W OJTFON TIPUKOPMA; UpPE3BbI-
YaifHO IMMPOKUI CTIEKTP CHIPHEBBIX KOMIIOHEHTOB, WCITOJb-
3yeMBIX TP TIPOM3BOICTBE TTPUKOPMA TTPOMBIIIICHHOTO BbI-
TycKka. Bce 3T 0cOGEHHOCTH TIPOIMYKTOB IETCKOTO TTMTAHMS
COOTBETCTBYIOT TPEOOBAHMSIM, TIPSIBSIBIISIEMBIM K ITPOIYKTaM
MUTaHUS 1T OGepeMEHHBIX XKEeHITMH. VX repMeTHYHO yrako-
BBIBAIOT B MEJIKOIITYYHYIO Tapy, YIOOHYIO VTS YITOTPEOICHN,
YTO 00ECTICUMBAET BO3MOXKHOCTb JJTUTEJTBHOTO  XPAHCHUS
JIaKe TPy KOMHATHOM TeMIIeparype.

IMponykThl 1 611012 TIPOMBILIIEHHOTO BBIITYCKa, MpPe/-
Ha3HaUYeHHBIC UL MATAHUS JIeTell paHHEro BO3pacTa,
KaK MpaBWIo, He TPeOYIOT BapKW, a HYXKIAIOTCS TOJNBKO
B pa30rpeBaHUM WJIW Pa3BEeNCHUHM BONOW WJIM MOJIOKOM.
Mx ucnosb3oBaHue MMO3BOJISIET CTPOUTH ONTUMAJTbHBIN pa-
LIMOH TTUTAHUS BHE 3aBUCUMOCTH OT CE30HHBIX KOJIEOaHMIA
aCCOPTMIMEHTa TUTONOB U oBoIeit. [IpomyKTel w Omona,
MpeaHa3HAYeHHbIE IS TUTAHWUST IeTeil paHHEro BO3pacTa,
0071a1al0T BBICOKMMM BKYCOBBIMM KadeCTBaMM, HEXKHOM
KOHCHUCTCHIIMEH, Oaromapsi peaBapruTeIbHOMY pa3MesTh-
YEHUIO MPOAYKTOB, B HUX OTCYTCTBYIOT OCTPbIE ITPUITPABhI
U crieuuu [2].

OrneHka (paKTUYECKOrO MUTAaHUsI OepeMEHHBIX KEHIIMH,
pe3yaBTaThl KOTOPOM ObUIM TPWBEICHBI B HAILEH TTpeIbl-
IyIIe TyONMKaly, yKa3bIBaeT HaTO, 4YTO OepeMeHHbIC
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>KEHILMHbI CMOHTAHHO MCIMOJIB3YIOT MPOAYKTHI JETCKOTO
MUATAHUS TOCTATOYHO 1MpPoKo [3]. Mcxonst 13 u3noxxeHHo-
IO, NIPEACTABIISIETCS BAXKHBIM TUTMEHUYECKOE 0OOCHOBAHUE
WCTIOJIb30BAHMSI MPOMYKTOB U OJII0/ MPOMBIIILJIEHHOTO BbI-
yckKa, MpeIHa3HAuYeHHbIX JJ1s1 MTUTAHUS IeTell paHHETO BO3-
pacrta, B palilMoHe OepeMEHHbIX XKEHIIMH, B YaCTHOCTU, 000-
CHOBaHWE WX BKJIIOYEHUSI B PEKOMEHIYEMbIii aCCOPTUMEHT
MPOIYKTOB MUTAHUsI OEPEMEHHBIX KEHIIWH.

CoTOl IIeNTbI0 MBI, TIPEXIE BCETO, COTMOCTaBWIA XU-
MUYECKMIA COCTaB CPEIHECYTOYHOTO Habopa IPOIYKTOB,
PEKOMEHIOBAHHBIX B HACTOSIILICE BPEMsT ISt OEPEMEHHBIX
SKEHIIMH, M XUMUUYECKUI COCTAB pallioHa, B KOTOPHII BKITIO-
YeHBbI Pa3TMIHbIC TIPOAYKTHI U OJTFOAA TPOMBIILICHHOTO
BBIITyCKa UIS IETCKOTO TIMTaHMs. BTOpoif 3amaveil siBIIoch
pacimpeHre acCOpTUMEHTa DPEKOMEHIYeMBIX TIPOIYKTOB
1 OJTFOIT TS TATAHUS GepEeMEHHBIX ITyTeM BKITFOYCHUS B HUX

Tabnuya 1. Pexomenmyemblii cpeHeCYTOHBIA HA00OP NPOAYKTOB /15 NUTaHMs OepeMeHHbIX xxenmmn Bo 11 u ITI TpumecTpax Gepemenno-
cti (yrBepxkaen Munsnapasconpassutus 15.05.2006. Ne 15-3/691-04 [4]) u Habop NpOAYKTOB /1151 AJAHHOTO KOHTHHTEHTA JKEHIIH
C HCTIOJIb30BAHHEM MPOIYKTOB M 0JTK0]1, MPpeTHA3HAYEHHBIX ISl MUTAHKS eTeil paHHero Bo3pacra (r, OpyTro)*

PekoMeHiyeMblii cpeHeCyTOUHbI HaGOp MPOAYKTOB sl TATAHUS

Ha6op MPOAYKTOB )i JAHHOI'O KOHTUHICHTA XKCHIIIUH

OepeMEeHHBIX KEHIINH

C UCITOJIb30BAHUEM ITPOAYKTOB U 6J'IIOZ[, IpeaHa3HaYCHHBIX IJIs

MUTaHMS IeTell paHHEero Bo3pacTa

IIPOOYKThI KOJIMYECTBO IIPOOYKTBI KOJIMYECTBO
X71e6 mueHUYHbIN 120 X71e6 MueHUYHbIN 120
X71e6 pxkaHoM 100 X71e6 pxkaHoM 100
Myka nineHuyHast 15 Myka nineHuyHast 15
Kpymbt 45 Kpymbl, B TOM YyKciie ”HCTAHTHbBIE Kallli 25 (250 1)
IUTSI IETCKOTO TTUTaHUS (YKa3aHa MOPIIVsT
TOTOBOTO 0J110/1a)
MakapoHHbIE U3IETNS 15 MakapoHHbIE U3IETNS 15
Kaprodenn 200 Kaprodenn 200
OBoiu 500 OBoiu 500
DpPYKTHI CBEXIE 300 DpyKTHI CBEXMKE, B TOM YUCIIE TUIOI0- 100/200
OBOIIHbIE IMIOPE IJIST TETCKOTO MUTAHUS
CoKU IJI00OBOOBOIIHbIE U HEKTAPbI 1J1s1 Oepe- 150 CoKM IJI0OIOBOOBOIIIHbIE U HEKTAPhI IS 150
MEHHBIX XXEHIITUH neTeit
®DpyKTHI cyxue 20 ®DpyKTHI cyxue 20
Caxap 60 Caxap 60
Konnurepckue uznenusi 20 JleTrckoe pacTBOpUMOE MeYeHbE 20
Msico, nTuia 170 Msico, nTulia, MICHbIE, MSICOPACTUTEb- 110/60
HBIE, PACTUTEIbHO-MSICHBIE KOHCEPBBI
IUTSI IETCKOTO TTUTaHUST
Pri6a 70 Priba 70
Tsopor 5%, 9% xupHOCTH 50 TBopor 5%, 9% XUPHOCTHU, B TOM YHCIIE 50
JNETCKUIA
CwmeraHa, 10% u 15% xupHocti 15 CwmeraHa, 10% u 15% xupHocTi 15
Mosnoko, Kebup 1 Ipyrrie KUCIOMOJIOYHbIE 500 Mosioko, Kebup U Ipyrue KucaoMoaou- 450
Hanutku, 3,2%, 2,5% XUPHOCTH, B TOM YUCIIe HbIE HATIUTKM, B TOM YHUCJIE [UIS IETCKOIO
TSI GepeMEHHBIX KEHIITUH MMUTAHUS
Macino cnuBoyHOe 25 Macno cnuBoyHOe 25
Macno pacTutenbHOe 15 Macno pacTutenbHOe 15
Ao, mT. 0,5 Ao, mT. 0,5
ChIp TBepObIiA 15 ChIp TBEepObIiA 15
Yaii yepHbIit 1 Yaii yepHbIit 1
CoJb iomrpOBaHHAS 5 CoJb iompOBaHHAS 5
Kode HarypanbHBIi 3 Kode HarypanbHBIi 3

ITlpumeyanue. * HopMbl (pU3MOIOrMUECKUX OTPEOHOCTEI B SHEPTMU U MUIIEBBIX BELIECTBAX /151 OepeMEeHHBIX KeHIIMH, 2008.
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Tabauya 2. Xumudeckuii cocTaB PeKOMEHIYeMOro cpeIHecyTOYHOro Habopa MPOAYKTOB /isl MUTAHMS OepeMeHHbIX KeHIIH
Bo I1 u III TpumecTpax GepeMeHHOCTH M HAOOPA MPOAYKTOB LISl IAHHOTO KOHTHHTEHTA JKEHIIUH C UCTI0JIb30BAHUEM NPOAYKTOB
H 011011, IpeTHA3HAYEHHDIX [l MATAHNUS JeTeil paHHero Bo3pacta (0pyTTo)

XUMUYECKUI COCTaB PexomeHmyeMbIit
CpPEeIHECYTOYHBII HA00P

IIPOAYKTOB I ITUTAHUA

Ha6op npoayKkToB 151 fTaHHOTO KOH-
TUHIEHTA XEHIIMH C UCIIO0JIb30BAaHUEM
TMPOMYKTOB U OJIIO[I, MpeaHa3HAuYeHHbIX

Hopwmbl pusnonoruueckux
MOTpeGHOCTE! B SHEPrUU
Y NUILLEBBIX BELIECTBAX 11

OepeMEHHbBIX XXEHILUH JUIS1 TIMTaHUS IeTel paHHero Bo3pacta.  OepeMeHHBbIX XeHIIuH, 2008
Benku, r 96 95,4 96
B ToM uucie XXMBOTHBIE, T 60 59
Kupsl, T 90 92,4 96
B TOM umcie pacTuTeNbHBIN, T 23 24
YrneBoapl, T 340 335 338
DHepreTuyecKast IeHHOCTb, 2556 2553 2550

KKaJl

Pa3TIMIHBIX TTPOIYKTOB 1 OJIFOI IETCKOTO ITUTAHMST TTPOMBIIIT-
JIEHHOTO BbInycka. B Tabi. 1 mpencraBieHbl cpeaHecyTou-
HBIIf HAOOP TTPOIYKTOB IUIST TATAHUS OepeMEHHBIX KCHIITUH
Bo II u Il TpumecTpax GepeMeHHOCTH, YTBEpKIeHHbIN [le-
TTApTAMEHTOM MEIMKO-COITUATEHBIX TIPOOJIeM CeMbU, Mate-
puHcTBa 1 aetctBa 15.05.2006 Ne 15-3/691-04 [4]? v HaGop
TIPOIYKTOB ISl TAHHOTO KOHTHMHTEHTA KEHIIH C VCTIONb-
30BaHUEM ITPOIYKTOB U OJTIOM, TIpeTHa3HAYCHHBIX TS TTUTA-
HMA JETeV paHHETO BO3pacTa.

Kak cnenyetr u3 Tabi1. 2, BKJIIOUEHUE B PALlMOH MUTAHUS
OGepeMeHHBIX KEHIIMH TPOIYKTOB U OJTFOM, TTpeaHa3HAUCH-
HBIX JUIS TTMTAaHWS JIeTeld paHHETo BO3pacTa, MPaKTUIECKU
HE MEHSIET XUMITIEeCKUI COCTaB PEKOMEHIYeMOTO CpeTHECY-
TOYHOTO HaGopa IMPOIYKTOB IS MATAHUS OepeMEHHBIX JKeH-
muH Bo Il u Il Tpumectpax GepeMEHHOCTH U MOJHOCTHIO
obecrieurBaeT (HUZNOIOTHIECKIE TIOTPEOHOCT JTaHHOTO
KOHTWHTCHTA XCHIIWH B ITUIIEBBIX BEIIECTBAX W SHEPTHU.
Cpeny TPOIYKTOB NETCKOTO TTMTAHUST MOTYT OBITh MCIIONb-
30BaHbI:

MOJIOUHBIE TPOAYKTbI: MOJIOKO JJIsl TPUTOTOBJIEHUS
ooz, Keup U MorypT Kak KUCIOMOJIOUHBIC HATTUTKMY;

TBOPOT;

TUTOZIOOBOIIIHEBIE TTIOpE, MIECEPThl C MOJIOKOM, TLIOMO-
OBOIITHBIE COKM, MOPCBI, KOMIIOTHI (B TOM YUCJIe BBITyCKa-
€MBIe TTOJI TOProBoil Mapkoil «PpyTroHsHsI») — Ha BTopoit
3aBTPaK WX ITOJIIHVK;

MSICHOE TTFOpe (B TOM YKCJIE BBITYCKAEMBIE TTOJ TOPTOBOM
Mapkoii «PpyroHsHs»);

JIETCKOE PaCTBOPUMOE TICUCHEE;

MSICOPACTHUTETBHBIE, PACTUTEILHO-MSICHBIE KOHCEPBHI;

KAl THCTAHTHBIE (B TOM YKMCJIe BBIITYCKAEMBbIE IO TOP-
roBoi Mapkoii «PpyToHstHsI») Wiv Kaim it 6epeMeHHBIX
SKEHIIIMH MOTYT OBITH UCITOTb30BaHBI Ha 3aBTPAK, YKUH;

Kallli IETCKUE, TOTOBbIE K YIOTPeOIEHHIO (B TOM YMCIIe
BBIITyCKaeMBbIe TIOIT TOProBoii MapKoii «PpyToHstHs»).

Takum 006pa3oM, MPOIYKTH JETCKOTO MUTAHMS IIPO-
MBIIIUIEHHOTO BBITTYCKa MOTYT OBITh MCIIONB30BaHBI Ha-
Py € TPAAWIIMOHHBIMM — TPOAYKTAMU W TIO3BOJISTIOT
paCIIMPHUTh ACCOPTUMEHT TIPOMYKTOB MUTAHUS, TIPEIHA3-
HaYeHHBIX IS OepeMEHHBIX, OPTaHU30BaTh ITUTAHUE 3TUX

JKEHIIMH BHe oMa (Ha paboTe, B MOJIUKIMHUKE, BO BPEMsI
nporysiok). B Ta6i. 3 mpuBeneHo npuMepHOe IByXIHEBHOE
MEHIO [T 6epeMEHHBIX M KOPMSIIIUX KEHIIVH ¢ BKITIOUE-
HUEM TIPOAYKTOB AETCKOTO TMHUTAHMS MPOMBILIIEHHOTO
BBITTYCKA.

Cremyer MOMYEPKHYTh, UTO OOyICHUE KEHIIWH TTPUH-
LIATIaM ONTUMAJTbHOTO TTUTAHUST TIPUBOAMIIO K YBEJIMUYEHHIO
YacTOTHl WCIIONIb30BAaHUST UMHU B CBOEM DAIlIOHE ITPOMYK-
TOB U OJTIOM, AETCKOTO TTUTAHUS TIPOMBIIIIEHHOTO BBIITYCKA.
OO0yuyeHre KEHIIMH TIPOBOIMIIA BO BpeMsl IIIKOJT MaTepeid
10 00pa30BaTeIbHBIM  ITporpaMMaM  «ONITUMU3AIMS  TIH-
TaHWS PA3MYHBIX TPYITI HACETCHWs». 3aHSATHS B IITKOJE
Martepeil TIpeayCMaTpUBal CEpUI0 JICKIIMIA W CEMUHAPOB
10 OPTraHM3alY TTUTAHUS XEHIIMH BO BpeMsl GepeMeHHO-
ctr. ZKeHIMHAM TIpelIaraii Habophl MPOMYKTOB, a TAKKe
BO3MOXKHBII aCCOPTUMEHT TPOMYKTOB C Y4ETOM WX ITHIIIE-
BBIX TIPMBBIUEK M MUIIEBBIX NPUCTPACTUiA. Bolbioe BHU-
MaHWe YIeSUIOCh BKITIOYEHUIO B paIliOH TIMTAHWS CIiela-
JIM3UPOBAHHBIX MPOMYKTOB MUTAHUS IS XKEHIIVMH JaHHOTO
KOHTHHTCHTa Y BOBMOXKHOMY PACIIMPEHUIO aCCOPTUMEHTA
WX PAIliOHOB 34 CYET TPOMYKTOB JETCKOTO TMTAHUS IIPO-
MBIIIJIEHHOTO BBIMTYcKa. B 3aBUCMMOCTH OT CBOMX THIIEBBIX
MPHUCTPACTHIA KEHIIMHBI CAMU BBIOUPAITM TIPOLYKTHI JETCKO-
ro nutaHust. O0I1ast IPOIODKUTEIbHOCTh HAOTIOIEHUST CO-
CTaBJIsIa He MeHee 8 Hell.

ITocne 3aBepiiieHns Kypcea jekiuit 40 6epeMeHHBIX KeH-
IIWH TPEACTABWIA TIOBTOPHBIE IaHHBIE IO (haKTUUYECKO-
My muTaHuo. [1o Hayama oOyJeHMsT TUTOMOOBOIIHBIE COKHU
JUTSE JETCKOTO TTUTAHWST IPOMBILIIEHHOTO BBIITYCKA MCTIONb-
30BN B CBOEM MUTaHUM 38% OepeMEHHBIX XXeHIIWH, IT0-
cJle OKOHYaHMs 00y4eHus1 — 67,5%; TUTOIOOBOIIHEIE MTope
— 331 52%; msacHoe mope — 3 1 22,5%; MHCTAaHTHBIE Kalllu
— 8 1 32%; netckoe pactBopumoe redeHbe — 14 1 50% co-
OTBETCTBEHHO.

Takum 00pa3oMm, MoTyYeHHbIE TaHHbBIE CBUIETEIBCTBYIOT
0 TOM, YTO MPOMYKTHI JETCKOTO MUTAHUS TTPOMBIIIJIEHHOTO
BBIITyCKA MOTYT OBITh BKJIIOYEHBI B pallMOH MUTAHUST Oepe-
MEHHBIX XeHIIMH. HeoOXommMmo B malbHEMIIEM OLIEHUTh
3(PGhHEeKTUBHOCTb MCITOb30BAaHUS JAHHBIX MPOMYKTOB B IH-
TaHUM 3TOTO KOHTMHIE€HTA SKEHILIH.
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Tabauya 3. TipavepHoe IBYXIHEBHOE MEHIO IS OepeMEHHbIX JKEHIIH

HaumenoBanue 6oz KonmnyectBo  HaummeHoBaHue Girof KonnyectBo
Ilepeuiii denb Bmopoii dens

3aBTpak 3aBTpak

JleTckast MIHCTaHTHasi MOJIOYHad Kama, r - 250 Miocnu aeTckue ¢ MOJIOKOM, T 250
MsicHoe miope, T 40 Tsopor nerckuit, r 100
X71e6 p>KaHOMILIEHUYHbIM, T 45 X71e6 p>KaHOMIIEHUYHbINI, T 45
Macio ciuBo4yHoOe, T 10 Macno ca1uBoYHOE, T 10
Yaii ¢ caxapom, T 200 Yaii ¢ caxapom, T 200
Bropoii 3aBTpak Bropoii 3aBTpak

CoK s1I6J104HBIM, T 200 Kaia rpeuneBasi ¢ ¢ppykramu, r 200
[TeueHne gerckoe, r 25

Oben Oben,

Cajnat BUTAMUHHBIN, T 80 Bunerper, r 80
Cyn KypMHBIii ¢ KJIeLKaMu, T 300 CyI OBOIIHOM, T 300
Kypuiia otBapHasi, r 100 Msico oTBapHOE ¢ TyIlIEHBIM KapTodenem, T 100/200
OBollIHOE pary, T 150 X71e6 p>KaHOMILIEHUYHbINI, T 45
Mopc, T 200 Kowmmor, 1 200
X71e6 p>KaHOIMIIIeHUIHbII 45

IMoanank ITonaank

Morypr st [eTCKOro IUTAaHMSI, T 200 Morypr 15t [ETCKOTO MUTAHMSI, T 200
[Trope dpykroBoe, T 200 JlecepThl ¢ MOJIOKOM, T 125
VKun Vkun

Puc orBapHOIi ¢ oBomamMu, 1 200 KaprodensHoe mope ¢ ppidoii (neTckue KoHcepsbl), T 200
X71e6 p>KaHOMIIEHUYHbIH, T 45 X71e6 p>KaHOMIIEHUYHbBIH, T 45
Yaii ¢ caxapom, T 200 Yaii ¢ caxapom, T 200
Ha noun Ha noun

Kedup nerckuit, 200 Kedup nerckmii, 200

XUMHYECKHIA COCTAB PAlHOHA
Bemox — 89,9 1

Kup — 61,8r

Vrnesasl — 366 T

KanopuitHocTs — 2442 xKair

XMMHYECKHiA COCTAB PAlHOHA
Bemok — 90,56 r

Kup — 67,151

Vrnesapr — 342,31

KanmopwuitHocTs — 2584 kKai
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ba3oBbie NPUHIMUIIBI SHTEPAJIBLHOIO MUTAHUA HEAOHOIICHHBIX ):(eTeﬁ

M.B. Hapoean, U.U. Promuna, E.B.Ipowesa

Hay4yHbIn LEHTP akyLIepCTBa, MTMHEKOOrMM 1 NepmHaTonornm nm. akagemmka B.M. Kynakosa, Mockea
Basic principles of enteral feeding in premature infants

M.V. Narogan, I.1. Ryumina, E.V. Grosheva

Academician V.l. Kulakov Research Center of Obstetrics, Gynecology, and Perinatology, Moscow

OnTuMu3anKs BCKAPMJIMBAHKS HEJOHOMICHHBIX JIETeil B HACTOSIIEE BPeMs SIBJISIETCH OJHUM M3 MPHOPUTETHBIX HANPABJICHHUIl HEO-
HATOJIOTMH M NIeIMATPUHN, TAK KAK HyTPUTHBHASI HEIOCTATOYHOCTh B HEOHATAILHOM NEPHO/ie OKa3bIBAET HEGIATONPUATHOE BIMsHIE
Ha 3[I0POBbE M PA3BUTHE HEJOHONIEHHOTO PeGeHKAa, B TOM YKCJIe B OTIAJEHHbIE BO3pACTHbIE nepuoabl. CoBpeMeHHbIE PEKOMEH AN
10 3HTEPAJILHOMY MHTAHUIO HEJOHOLIEHHDIX /IeTell OCHOBAHBI HA 3HAHUH AHATOMO-()H3HOIOrHYECKHUX 0COOEHHOCTEll OpraHu3Ma He-
JIOHOLIEHHDIX JeTeil M He0OXOAMMOCTH NPOQHIAKTHKH TAKOTO IPO3HOr0 3200J1eBaHUs, KAK HEKPOTH3MPYOLIHMi SHTepoKoauT. Hau-
0oJiee ONTUMABHBIM IS HEJOHOIIEHHBIX IETeil 0000 reCTAMOHHOTO BO3PACTA SIBJIAETCS MUTAHHE HATHBHBIM IPYAHBIM MOJOKOM
cBoeii Matepu. JIsi onpenesieHHBIX IPYNIN HEJOHOLIEHHBIX J€Teil C MOBbIMEHHBIMH HYTPUTHBHBIMHM NMOTPEOHOCTSIMH 00OCHOBAHBI
PEKOMEH/IAINHU MO 00OralIeHuIo rpyaHoro Mosioka. IIpencrasienst auddepeHnnposannbie aIropUTMbI M PEKUMbI BCKAPMIHBAHUS
HE/IOHOLIEHHBIX JieTeil KaK rPYIHbIM MOJIOKOM, TAK U MOJIOYHBIMH CMECSIMH B 3aBHCHMOCTH OT MHOTHX (DAaKTODOB: recTalMOHHbINM
BO3PACT, Macca Tella, XapaKTepPHUCTHKH KJIMHAYECKOTO COCTOSIHHS.

Karoueesvie crosa: nedonowennoie 6emu, SHmMepalbHoe numaHue.

To optimize the feeding of preterm infants is now one of the priority areas in neonatology and pediatrics because neonatal malnutrition
has a negative impact on the health and development of a preterm infant, including on those at a later age. Current recommendations
for the enteral feeding of preterm infants are based on the knowledge of their anatomic and physiological features and the need to pre-
vent a menacing disease, such as necrotizing enterocolitis. The feeding of preterm infants at any gestational age with their mother’s
native breast milk is most optimal. Recommendations for breast milk enrichment are warranted for preterm infants with higher nutri-
ent requirements. The paper presents the differential algorithms and regimens for the feeding of preterm infants with both breast milk
and milk formulas depending on many factors, such as gestational age, birth weight, and clinical status.

Key words: preterm infants, enteral feeding.

TO TpaKTa MPOABJIIACTCA B CHMXXKEHHOM 1 TUCKOOPANHUPO-

OHTI/IMI/BEIL[I/IH BCKapMJIMBaHUs HEIOHOLIEHHBIX [ie-
BaHHOI MOTOPHOI (DYHKIIMM KUILIKU, HU3KOI aKTUBHOCTU

TEW B HACTOSAIIEE BpeMA ABIACTCA OOHUM U3 IIPU-

OPUTETHBIX HAMpaBJI€HUN HEOHATOJOTMU U MEAUATPUM.
IMocTHaranbHast TunoTpodusi BCe €Il OCTaeTCs Cepb-
€3HOI Mpo0JIeMOli MPHU BbIXaXKMBAHUM HETOHOIIEHHBIX
neteit [1]. Mexay TeM UMEIOTCSI HEOCTIOPUMbIE 10Ka3a-
TeJbCTBA TOTO, YTO Ne(PULINT HYTPUEHTOB U HU3KUE TEM-
bl pocTa pebeHKa B HEOHATATLHOM TE€PUOIE UMEIOT He-
OJlaronpusITHOE BJAMSIHUE HA Pa3BUTUE HEPBHOI CUCTEMbI
1 MOTYT OBbIThb NPUYMHON 3aJepXKU TMCUXOMOTOPHOTO
U MHTEJUIEKTYaJIbHOTO pa3BuTusi [1—4].

OcHoBHasi TIpobJieMa BCKapMJIMBaHMSI TJTyOOKOHENO0-
HOIIEHHBIX JEeTel 3aK/II0YaeTcsl B TOM, YTO BO3MOXHOCTU
HE3PEJION TUIIEBAPUTEIIbHOM, SHIOKPUHHOM U UMMYHHOI
CHCTEM 3THX JIETEN HE COOTBETCTBYIOT UX BBICOKMM IOTPEO-
HOCTSIM B HyTpueHTax. He3penocTh xesrynouHO-KUILEYHO-
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MOTWJIMHA, CHIDKCHHON aKTMBHOCTH THUIIIEBAPUTEILHBIX
epMeHTOB (JTaKTa3bl, JIUTIA3bI, TIETICHA ¥ 1IP. ), TIOBBIIICH-
HOI MPOHUIIAEMOCTH CJIM3UCTON 0O0JIOUKM KUIIKU, HECO-
BEpILIEHCTBE UMMYHHOI 3a1uThI [ 1, 5].

B Hacrosiiee BpeMsi  OOJILIIMHCTBO  CIELIMATIMCTOB
MOAACPXKUBAIOT TOJIOXKEHUE O HEOOXOMMMOCTH obecrie-
YUTh TOCJIE POXJAECHUS HEJOHOILIEHHOIO pebeHKa TaKylo
CKOPOCTb pocCTa, KOoTopasi Obuta Obl OJIM3Ka K BHYTPU-
yTpobHoii [1, 6]. CoBpeMeHHbIe TIPUHIIUAIIBI TTapeHTepaTh-
HOTO MUTaHUsI, 3aKiItovaroniuecs: B popcupoBaHHOM «ar-
PECCUBHOM» BBEIEHUW OCHOBHBIX HYTPHUEHTOB, CIEJaJIA
BO3MOXHBIM TIPUOJIU3UTBCS K 3TOMY 3TaJIOHY pocTa, Oj1a-
romapsi MHOTMIM MCCJICIOBAaHUSM, TIOKA3aBIIAM TTPEHMY-
IIECTBO Takoro Metona [6—8]. OmHako mapeHTepaabHOe
TMUTAHWUE MOXET OBITh MPUYMHOU psIlla CEPBE3HBIX OCIOXK-
HEHWIA, TaKWX KaK KaTeTepacCOIMUPOBAHHBIN CEIICHC,
TpoMOO3bl, Xojecra3, octeorneHus. [lokazaHo, 4TO Mos-
HO€ TTapeHTepaibHOe TTUTaHUE YV3Ke Yepe3 4 THS TTPUBOIUT
K aTpohuu CIM3UCTOM OOOTOYKU KHIIKH, TTOBBIIICHUIO
ee MPOHMIIAEMOCTH, aKTUBHOMY Pa3MHOXCHHIO KHIIICU-
HOW MUKPOMIIOpb TPaHCMYpPATbHO U €€ TpaHCIOKalWU
B KPOBb, CHIDKCHUIO YCBOSHUSI HYTPUEHTOB, UMMYHOJIC-
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uuuty (YMEHbUIEHUIO YUCIa TUM(OLIMTOB, CEKPETOPHO-
ro IgA) [6, 7, 9]. B cBsI31 ¢ 3TMM KpaifHe BaXXHBIM CTaHO-
BUTCSI BOIIPOC O BPEMEHM Hauyajla U TeMIle HapallluBaHusl
SHTEPAJILHOTO MUTAHUS Y HEJOHOILIEHHbIX JAETEH.

«HOK (HekpoTusupylomuii 3HTEpOKOaUT)-hHoous»
SBJISIETCS HauboJsiee pacrpoCTpaHEHHON MPUYMHON 3a-
JNEPXKKU WU MEJIEHHOTO HapalliMBaHUSI O0OBEMOB BSH-
TEepaJIbHOTO TMUTAHUST Y INyOOKOHETOHOIIEHHbIX JETei.
DTUOJIOTUS HEKPOTU3UPYIOLIETO IHTEPOKOIUTA 1O KOH-
11a OCTAeTCs HE BbISICHEHHOM, OIHAKO UMeeTcs psijl hak-
TOPOB, KOTOPbIE MPUHUMAIOT YYacTue B aTOreHe3e JaH-
HOM IMaTOJIOTUM.

K dakTopaMm pucka pazBUTUSI HEKPOTUZUPYIOIIETO
SHTEepPOKOJUTa OTHOCsSTCA [1, 6, 10, 11]:

1) He3penoCTh XKeayI0YHO-KUILIEYHOTO TPaKTa, CBSI-
3aHHAsl C HEJOHOIIEHHOCThIO (HAMOOJbIIWI PUCK —
y neteit ¢ Maccoii Tesa meHee 1500 r);

2) uuieMust KMIIKKW BCJIEACTBUE CIEAYIOLIMUX COCTOSI-
HUI U YCIIOBUIA:

— acdukcus;

— TeMOJAMHAMUYECKU 3HAYMMBbIN OTKPBITHIN apTepU-
AJIBHBII [IPOTOK;

— 3ajiep:KKa BHYTPUYTPOOHOTO Pa3BUTHS TI0AA, ac-
COIIMMPOBAaHHAS C «HYJEBBIM» WJIA PETPOTPATHBIM TH-
aCTOJIMYECKUM KPOBOTOKOM B IYIMOBUHHOI/MaTOYHOM
apTepuu;

— TUMOKCEMMS Pa3IMYHON 3TUOJIOTUU, B TOM YUCIIE
MPpY LUAHOTUYECKUX BPOKIEHHBIX MMOPOKAX CEPILA;

— TUMOTEPMUS;

— 1IOK;

— orepallusl 3aMeHHOTO MepeuBaHusl KPOBH;

— TOJIMIUTEMUSI;

— BEHO3HbII/apTepualibHbII MyMOYHbIN KaTeTep;

— MeTeopu3M (pacTsKeHUE CTEHKM KHUILKHU C yXyI-
LIEHKEM KPOBOTOKA);

3) HeOJaronpusITHOE BIUSIHUE HA CIU3UCTYIO XKEy-
JIOYHO-KUILIEYHOTO TPaKTa:

— UCKYCCTBEHHOE BCKApMJIMBAHUE CMECHIO ISl He-
JIOHOIIIEHHBIX AeTelt [12—15];

— OTCYTCTBHE€ €IMHOTO MOAXOJa K PEeXHMY BCKap-
MJIMBaHUSA B yupexneHuu [1, 16];

4) nHdekuus U HapyleHUe KOJOHU3AUUMU KUIIEYHU -
Ka:

— U3OBITOYHBIA POCT YCJIOBHO-TIATOTEHHOW MMU-
KpodJ10pHI;

— TIPOJIOHTMPOBAHHOE MPUMEHEHWE HavyaJbHOM
SMIUpPUYECKOi aHTHUOUOTUKOTepanuu (Oosiee 3 mHei)
MPpU OTCYTCTBUM JAHHBIX O T€YEHUU MH(DEKIIMOHHOTO 3a-
OoseBanus [17, 18].

BausiHue MoOBBILIEHHON OCMOJSITBHOCTU HTEpasib-
HbIX TMPOAYKTOB Ha pa3BUTHE HEKPOTU3UPYIOILIETO SH-
TEPOKOJIUTA OMNMUCAHO B EeIUHUYHBIX HaBHUX MCCIENO-
BaHUsIX. COBPEMEHHbIE PEKOMEHIALIMU OMNpPEAesIOT
JIOMYCTUMBIA  YPOBEHb OCMOJISZIBHOCTH  3HTEPAJbHbIX
MPOAYKTOB MJIsi HEIOHOIIEHHBIX nereir 10 450 MocM/Kr
(ocmonsipHocTH 10 400 MmocM/1). CuuTaeTcsi, 4YTO TTOBbI-

IeHHAs OCMOJISTTBHOCTh MOXKET IPUBECTH K 3aMellie-
HUIO OITOPOXKHEHUS XKeTyoKa, OTHAKO, KaK 3TO BIUSET
Ha CIIM3UCTYIO 000JIOUKY KeJTYTOTHO-KUIIIETYHOTO TPaKTa
W TIOBBIIIACT JIX PUCK Pa3BUTHUST HEKPOTU3ZUPYIOIIETO SH-
TEPOKOJINTA, ITOKa HesicHo. KpoMe Toro, B aKCTIieprMeHTe
He OOHAPYKEHO TIPSIMOI CBSI3W MEXKITY OCMOJISITBHOCTBIO
SHTEPATLHOTO CyOCTpaTa W OCMOJISITBHOCTBIO CONEPXKHU-
MOTO XeJTyaKa uin Kk [1, 15].

OpHol 13 MPUYMH TPAaBMUPOBAHUSI CIU3UCTON 000-
JIOUKU KeNTyIKa SBJISETCS aKTUBHAS acIUpaIius ero co-
JEPKIMOTO C TIEJIBIO OTIPENeIEHUs] OCTaATOYHOTO 00heMa
KeJTynKa, 4TO HepeIKO ITPOBOMUTCS Y TIIyOOKOHETOHO-
meHHbIX nereii. CyxneHrue 00 n30bITOYHOM OCTATOYHOM
CONEPKUMOM 3KeJTyIKa BO3MOXHO, eclT Ha (hoHE Tpo-
(uIeckoro MUTaHUST OHO PaBHO WIIM IIPEBHIIIAET 00beM
KOpMJICHUS 3a TocienHrue 4—6 49, B OCTAJIBHBIX CITyJa-
SIX — paBHO WM TpeBbIaeT 50% Takke 3a MociIeqHUE
4—64. OgHaKo caMHu TI0 cebe HU 00beM, HU 3eJeHOBa-
TBII I[BET OCTATOYHOTO COMEPKUMOTO XKEIyIKa He STBIIS-
JOTCST TIPEAMKTOPAaMU HEKPOTU3HUPYIOIIETO SHTEPOKOINUTA
WY HETIEPEHOCHMOCTH TIMTaHUS, a 00YCIIOBJICHBI He3pe-
JIOM MOTOPUKON KEMyTOYHO-KUIIIEYHOTO TpaKTa y IJIy-
OOKOHEIOHOIIICHHBIX NIeTeil B IepBbie HEOeNU KU3HHU.
HMIMeHHO TO3TOMY PEeKOMEHIyeTCs NMPUHUMATh BO BHU-
MaHWe ApPYTHe CUMIITOMBI, CBUICTEIBCTBYIOIINE O He-
MMePEeHOCUMOCTH TTUTAHUSI WJIW Pa3BUTUN HEKPOTU3UPY-
IOIIETO SHTEPOKOJINTA (CphITMBAaHWE, B3OYyTHE XWUBOTA,
TreMopparndeckoe OTIeIsIeMoe U3 XKeIyaKa, KPOBb B CTY-
Jie, alTHO?, OpamuKapavs, IecaTyparus). ACTTUpaIus Xe-
JIYITOYHOTO COAEPXKMMOTO HE MOXET OBITh PeKOMEHIIOBA-
Ha JUId pyTMHHOTO ucnojb3oBaHus [19, 20].

TakumM 006pa3oM, peKOMeHAAIMKY MO HA3HAYEHUIO IH-
TepaTbHOTO TTUTAHUS HEJOHOIICHHBIM JETSIM OCHOBaHBI
Ha 3HAaHUU aHaTOMO-(PU3UOJIOTUYECKUX OCOOEHHOCTEM
OpraHm3Ma HETOHOIIECHHBIX MeTel W HEOOXOXMMOCTH
npo¢UJIaKTUKU TAKOTO TPO3HOTO 3a00JieBaHMSI, KaK He-
KPOTU3HUPYIONTNI SHTEPOKOJIUT.

PemeHre o Havajge 3SHTEpaTbHOTO TIATAHUS IIPH-
HUMAOT B 3aBUCHMOCTH OT CTEIIEHM 3pPEJIOCTH pebeHKa
(Tabn.1) uero kMuHUYecKoro cocrosinus. [Iporusorio-
KazaHMSIMU K HadaJly WJIU MPOJOJDKEHHUIO SHTEPATBHOTO
TTUTAHWS STBIISTIOTCS:

*  TIOPOKM  Da3BUTHS  XEIYIOYHO-KHUIIIEYHOTO
TpaKkTa, TPEOYIOIINE CPOTHOTO XMPYPTUIECKOTO BMeIIIa-
TEJIbCTBA;

*  HEKPOTHU3MPYIOIIUN 3SHTEPOKOIWT U ITOI03pE-
HME Ha eTo Pa3BUTHE;

*  XeJyIOYHOEe/KHIIEYHOE KPOBOTCUCHUE;

*  HecTabWIbHasi FeMOIMHAMKKa (BBEIEHUE BBICO-
KUX 103 Ba30IPECCOPOB, TTTIOKOKOPTUKOUIOB);

*  HeCTaOWIBHBIN peCcTTMPaTOPHBIN CTAaTyC (TUITOK-
ceMUsI, TTOKa3aHUsI K 9KCTPAKOPITOpaTbHOM MeMOpaHHO
OKCHUTeHalNN);

*  TUITOTEPMUS;

*  CUHIPOM IUCCEMUHHUPOBAHHOTO BHYTPUCOCY-
JIMCTOTO CBEPTHIBAHUSI;
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*  Tspxenas achukcusl MpU poXAeHUU (IHTEpaTb-
HOE NTUTaHUEe OTKJIaAbIBAaeTCs He MeHee yeM Ha 24—48 u);

*  TeMOJMHAMUYECKU 3HAUMMBIA OTKPBITHIN apTe-
pUaJIbHBII MPOTOK, TPEOYIOIIM I XUPYPTUUECKOM KOPPEK-
LIMM (Ha 3Tane KOHCEPBATUBHOIO JIeUeHUSs OKa3aHa TaK-
TUKA Tay3bl B 9HTEPAJTbHOM MUTAHUU WU TpodUUecKoe
IMUTaHWUEe — JIy4IIle TPYIHBIM MOJIOKOM [6, 21]).

DHTepaibHOe MMTaHUe TITYOOKOHETOHOIIEHHbIX Je-
Teil HauMHAeTCs C TaK Ha3blBAEMOTO «TPOMUUYECKOro»
MUTaHUSI, KOTOPOE paccMaTpuBaeTCsl KaK aJbTepHaTUBa
SHTEPAIIbHOMY TOJIOAY Y HE MPUBOAUT K MOBBILIEHUIO
pUCKa HEKPOTU3UPYIOUIETO 3HTEepOoKoauTa. M3Hauasb-
HO Tpoduyeckoe MUTAHWE OINpPeAesIOCh KakK BBEJe-
HUE 3HTEepaJIbHOro cybcTtparta B o0beMe 12—24 mi/Kr
B CyTKM B TE€YEHME TMEPBbIX 5—7 NHEW WU B TeUEHUE
MPOJIOHTMPOBAHHOTO BpemeHH [1, 22, 23]. O0beM Tpo-
(bryeckoro nMuTaHWs HE YUUTHIBAETCSI MPU pacueTe He-
00XOIMMOUN XUAKOCTU, HYTPUEHTOB W 3Heproobecre-
yeHust. CyMTaeTcsl, 4TO IHTEpPAIbHOE MUTAHUE Jaxe
B TAKOM HEOOJIbIIIOM 00BbEME OKa3bIBaeT Kak MpsIMOE,
TaK U OMOCPEJOBAHHOE 4Ye€pe3 KHUIIEYHbIE TOPMOHBI
JleiicTBME Ha MUUIEBApUTENbHBII TpakT. OmHaKo auc-
KYTUPYETCS JJIUTEIbHOCTh TPODUUECKOTO MUTAHUS, TaK
Kak MocjeIHUE JaHHbIe CBUAETEJ]bCTBYIOT 00 OTCYTCT-
BUU MPEUMYILECTB JUIMTEIbHOTO (0osee 5S—7 cyT) Tpo-
(bnueckoro nutaHus y riiyOOKOHEIOHOUIEHHBIX JETeH,
1 00CyX1aeTCsl BOBMOXHOCTb YBEJTMUEHUSI SHTEPATbHO-
ro oobema yxe K 4-My IHIO XKU3HU 0e3 pucKa MoBblIllIe-
HUSI YaCTOThl HEKPOTU3UPYIOIIETO SHTEPOKOIUTA U APY-
rux 3abosneBaHuii [24, 25].

Panee ObL10 omnpejaeneHo, YTO Mocjie Mepuoaa Tpo-
(bnyeckoro nuTaHus AJis rTyOOKOHEAOHOILIEHHBIX AeTel
0e30MacHbBIM SIBJISIETCS] yBEJIMYEHUE SHTEPATbHOTO 00be-
Ma Ha 15—24 w1/Kr B cyTKH [6, 26]. OmHaKo mocienHue
HcCIeIoBaHUs TIO3BOJISIIOT PEKOMEHAOBATh U OoJiee Obl-

B MOMOLLIb TPAKTUYECKOMY BPAYY

CTpBIC TEMITHI HapalllMBaHUSI SHTEPATHLHOTO MMUTAHUS —
1o 30 MiI/KT B CyTKM y ieTeii ¢ maccoit Tena 6ojee 1000 r
03 MOBBIIEHNST pUCKa Pa3BUTUS HEKPOTU3UPYIOIIETO
SHTepoKoJuTa |14, 27].

DPheKTUBHOCTL 1 0E30MaCHOCTh  3HTEPAIBHOTO
MMATAHUSI CJICAYeT OIIEHWBATh C YYETOM KIMHHYECKOTO
COCTOSTHMSI peOeHKa W XapaKTepUCTUKU SHTEPATBHOTO
cyocrpara. B ckaHmuHaBCKUX CTpaHax, TIe YCTISIITHO MPHU-
MEHSIETCST CTPATeTHs PAHHETO «arpeCCUBHOTO» SHTEPAITb-
HOTO TIUTaHUS TIyOOKOHETOHOIIEHHBIX NETel, IIMPOKO
pacIpoCTpaHeHO TPYIHOE BCKapMJIMBaHUE, KOTOPOE STB-
JIIeTCsT Hanbosiee 3HAYMMBIM (DaKTOPOM TTPOMMITAKTUKH
HEKPOTU3UpYIoLIero sHTepokosuTa [28]. PekomeHnaiuu
10 00BEMY SHTEPATHHOTO IMMUTAHUS C YISTOM 3apyOeKHO-
T0 ¥ COOCTBEHHOTO OIbITa 006001eHb B Ta0. 1 [1, 6, 14,
15, 25, 27, 29]. LleneBoit 00beM 3HTEpPaIbHOTO MUTAHUS
TOJKEeH cocTaBiATh 160—180 MJ1/KT B CYTKH, B UHAWBU-
NlyaJlbHbIX CJIy4yasix AOMYCTUMbI BapuaHThl oT 135 po 200
MJ/Kr B cyTKHM [30].

Y HenoHOIlIEHHBIX JeTell ¢ He3pesioil dyHKuuei Ko-
OpAMHALMU COCaHUS M INIOTaHus (MeHee 33 Hea MocT-
KOHIIETITYaJTbHOTO BO3pacTa), y JeTel C MbIXaTeTbHBIMU
HapyIIeHUSIMU U HeaD(DEKTUBHBIM COCAaHNEM BCKapMITH -
BaHMe TTPOBOIAT Yepe3 30HI.

Tpodrueckoe MUTaHUE MOXKET BBOIUTHCS «CaMOTE-
Kom». [1pu yBemmIeHNY 0ObeMa MMUTaHUS Y HETOHOIIICH-
HBIX JIeTeit ¢ Maccoii Tesia MeHee 1500 T mpearnoyTuTeIbHO
MEPENTH HAa MUKPOCTPYMHOE TMEPUOANYECKOE KOpMIIE-
Hue. BeneHue nutaHust Ha npotskeHun 30—120 muH
VAy4IIaeT ero epeHOCUMOCTD, a IEPUOINISCKUIA XapaK-
Tep KOPMJIEHHS CITOCOOCTBYET IMKIMIECKOU CEKPEIUn
TOPMOHOB U TTOIIePKaHNIO GMOPUTMOB.

[lepexon Ha BCKapMJIMBaHWE W3 OYTHUIOYKU BO3MO-
>K€H Ha (poHe aKTHBHOTO cocaTesibHOro peduiekca 1o ao-
CTMKEHUU MOCTKOHLENTYalbHOTrO Bo3pacTta 33—34 Henl.

Tabauya 1. Pekovenaamu no oGbeMy U TeMITy yBeJIHUEHHs SHTEPATLHOTO IMTAHMSA Y HOBOPOKIEHHBIX M HeOHOIIEHHbIX JeTeil

Macca npu poxneHuu, r  Bpemsi Hauasa, yachl XKU3HU HauanbHblil 00beM, Tpoduyeckoe muranue,  TeMIm yBeTMUSHUSI, MJI/KT
MJI/KT B CYTKH! IHU (HE THU XXU3HU!) B CYyTKH
Bbonee 2500 1-e yachr 50 — ExxenHeBHO
CTabuIbHbIE (IS (20) (MOXeT OBbITh 20—40
KapArOOO0JIbHBIX) JUTUTEJIBHO) (20)
2000—2500 1-¢ yacer 20-30 — ExxenHeBHO
20-40
1500—2000 1-e yacel 20 — ExenHeBHO
20—35
1251—1500 4—24 10—20 3* 15—30
1001—1250 4—24 10—20 3 ITocae Tpoduueckoro
15—30
751—1000 12—48 8§—12 3 IMocne Tporueckoro
10—20
Menee 750 24—48 5—12 3 [Mocne Tpodrueckoro
10—20

IIpumeunanue. Jleteii, KOTOpbIe CAMOCTOSITEILHO MOTYT COCaTh, He HYXKHO OTpaHMYMBAThH B 00beMe NuTaHus (muranue "ad libitum"). * — I1pu Ha-

Jnauu GakTOpOB PUCKA HAPYIIEHUS TOJIEPAHTHOCTU K SHTEPATTBHOMY

TIMTaHUIO.
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[TepBbie Takre KOPMJICHUSI IPOBOASTCS TOX KOHTPOJIEM
4acTOTHI CEPAEYHBIX COKpaIleHuii u catypaumu O,.

IpynHoe BckapMiMBaHUE OCYILIECTBUMO Y JETe, po-
nuBIIKMXCS ¢ Maccoit Tena 1500 r u Gosiee, TPy HATUUUU
y HAX KOOPAWHAIINY COCaHUS C TJIOTAHWEM U OTCYTCTBUU
IIBIXaTeIbHBIX HapyIeHwnit. Hauamo rpymHoro BcKapMITn-
BaHMS MIPUXOIUTCS, KaK MPAaBUJIO, Ha TIOCTKOHIICTITYaTb-
HbI Bo3pacT 34 Hen u Gosiee.

Kak myist Havana, Tak W 1151 MOCJEAYIONIEro BCKap-
MJIMBaHUs HEIOHOIIICHHBIX IETE JIF0O0TO TeCTaIIMOHHO-
rO BO3pacTa HEOCIIOPUMO JOKa3aHHBIM SIBJISIETCS TIPEH-
MYIIIECTBO HATUBHOTO TpyaHoro mojioka [31, 32]. [pynHoe
MOJIOKO MPU3HAHO OJHUM U3 HanboJiee 3HaAYMMbIX (hak-
TOPOB MPOMMITAKTUKHA HEKPOTU3UPYIOIIIETO SHTEPOKOIH -
Ta. Hanbomnee onTUMaTBHBIM SIBJISIETCSI BCKapMJTMBaHE
HaTUBHBIM TPYTHBIM MOJIOKOM, OJHAKO JaXke TpUMEHe-
HUE MacTepU30BAHHOTO JOHOPCKOTO MOJIOKA MPUBOJUIIO
K CHIDXEHUIO YaCTOTHI HEKPOTU3ZUPYIOIIETO SHTEPOKOIIH-
Ta y HeIOHONIEHHbIX feTeil B 3—4 paza [12—14].

B aT0i1 cBA3M KpaitHe HEOOXOMUMBIMU SIBJISTIOTCST pe-
KOMEHJAIMU, CIIOCOOCTBYIOIIUE YIYUIIEHUIO JIAKTalluU
y TIpeXXIeBpeMEHHO pOIUBIIEH KeHIIMHBI. PaHHee Hava-
JIO CLIEXXUBAHUSI — B T€UEHME MEPBOTo Yaca Mocje pojoB,
peryJjsipHoe ClieXXMBaHUE — HeE MEHee 5 pa3 ¢ MepBOro
ITHSI TIOCJIe POIOB, ceaHChl «KeHTypy» SIBISIIOTCS BaXKHBI-
MU (haKTOpaMu, KOTOPBIE HE TOJIBKO TIOBBIIIAIOT 00BEM
IPYAHOTO MOJIOKA Y€ Ha MepBOii Helesle, HO U Coco0-
CTBYIOT YCTICIITHOM JIAKTAIIMM B TEYCHUE TIEPBBIX MECSIIICB
[33, 34].

B nipoliecce «co3peBaHUsI» B IPYIHOM MOJIOKE CHU-
XaeTcs COIepXKaHWe OCHOBHBIX HYTPHUEHTOB, B CBS3U
C YeM COCTaB 3peJIoro TPYAHOrO0 MOJIOKA HE COOTBETCT-
ByeT (ODU3BMOJIOTMYECKUM TIOTPEOHOCTSIM HEITOHOIIICH-
HBIX JIeTeit, YTO TpedyeT ero odoraiieHus. OdorauieHue
IPYAHOTO MOJIOKA MOKa3aHO BCEM JIETSIM C Maccoit Tesa
npu poxaenuu meHee 1800 r, ponuBiurmcs Ha 32—33-ii
HeJnesie 0epeMEHHOCTU U paHee, a TakKe JAETSM C MPOsiB-
JICHUSIMU TIOCTHATAJIbHOM TUITOTpOGhUM B Bo3pacTte 2 Hell
u ctapiue. st odoraiieHust TpyAHOTO MOJIOKAa MCTOJb-
3yeTcsl (hopTUUKATOp — MYJIBTMKOMIIOHCHTHBIN TTPO-
IYKT, YBETUIMBAIOIINIA TTUTATEIEHYIO IICHHOCTD TPYIHO-
ro MOJIOKA 3a CYET OTMOJHUTEIBHOTO BBEICHUS OEIKOB,
VIJIEBOIOB, BHWTAaMWHOB W MUHepasioB. HasHawaercs
dopTtudukarop nocie JOCTUKEHUS SHTEPATLHOTO 00be-
ma nutaHus 100 ma/kr B cytku [29, 35—37]. B nepsbiii
IeHb 0boralleHns rpyIHOro MoJIoKa nobasnsior '/,—'/,
OT peKOMeH1yeMoii 103bl (opTudukaropa; dyepe3 1—2
ITHSI TIPY OTCYTCTBUY TIPU3HAKOB HETTEPEHOCHMOCTH BBO-
JIUTCS TIOJIHOE 00OTalllEeHUE COTIACHO MHCTPYKIIUU MPO-
uzpoautessi. OdoranieHre rpyaHOTO MOJIOKA MOBbIIIAET
€ro ocMOoJISTBHOCTD (10 ~ 400 MOCM/KT) U YBEJIMYUBAET
TTOCTYIUICHUE YTIEBOAOB, YTO MOXET SIBUTHCS MPUINHOMN
Pa3BUTHSI HETIEPEHOCHMMOCTH TTUTAHWS W AMCKUHE3UU
KETYTOYHO-KHUIIIEYHOTO TPaKTa.

HaxkoruteHHBIIT HaMU Ha MPOTSTKEHUN HECKOJIBKUX
JIET TIPAaKTUYECKU OIBIT MCIOJb30BaHUsA (HopTrdu-

KaTOpOB Yy IITyOOKOHETOHOIIEHHBIX NeTeil IMOKa3bIBaeT,
YTO GOJIBLIIMHCTBO U3 HUX XOPOIIIO TIEPEHOCST 000TallleH-
HOE TPYIHOE MOJIOKO. B OTHENBHBIX CITydasX TPU ITOSIB-
JIECHWW TIPU3HAKOB HETIEPEHOCUMOCTH MbI PEKOMEHIYeM
YMEHBIIIEHUE 036l 000TaTUTENIST WIKM €T0 OTMEHY C 3aMe-
HOU 9acTu 0ObeMa IMUTaHUSI Ha CTAPTOBYIO CITCIIMATN3H-
POBaHHYIO CMECh TSI HEIOHOIIIEHHBIX IETEH.

B HacTosIIee BpeMsT HET €IMHOTO MHEHMST B OTHO-
IIEeHUW IJIUTEbHOCTH TpUMEHeHUs GopTUGHHUKATO-
pa. Psm aBTOpOB IpeayiaraeT 3aKOHIUTH OOOTaIleHUE
TPYIHOTO MOJIOKA TTOCJie BBIMTUCKYU peOeHKa M3 CTalld-
OHapa IIPU YCIOBUU COOTBETCTBUS €T0 POCTa IMTOCTKOH-
LenTyaJlbHOMY Bo3pacty [35, 36]. IMmeloTcst u npyrue
TOYKHM 3pCHUS, TaKWe KaK: MPOJOJIKEHNEe 000TaleHUS
MOJIOKA 10 JOCTHMXEHUS pebeHKOM Macchl Tema 3600 r
[36] nnu coxpaHeHue GopTUdUKATOPA B MOJOBUHHOIM
no3e 10 3 mec nocJje Beinucku [37]. OgHako U3BECTHO,
YTO JI€TH, KOTOpPbIE IOJHOCTBIO TMEPEXOASIT Ha TPyad-
HO€ BCKapMJIMBaHME, IOCe BBIMMUCKU M3 CTallMOHA-
pa, ¢ OHO¥ CTOPOHBI, MOTYT OTKAa3bIBaThCSI OT 0OOTa-
IIEHHOTO MOJIOKA, C IPYTOif CTOPOHBI — ITOBBIIIEHHBIE
MOTPeOHOCTA B MUTAHWUU KOMIICHCUPYIOT YBeJINYe-
HUeM ToTpebssieMoro oobema Mojioka. [lomydyeHHBbIE
K HACTOSIIIIEMY BpeMEHU HEMHOTOUYMCJICHHBIE NTaHHbIE
ITOKa HE CMOTJIM 000CHOBAaTh HEOOXOTUMOCTb PYTHUH-
HOTO O0OTalIeHUs] TPYIHOTO MOJIOKA TOCJIE BBIITMCKHU
W3 CTallMOHApa BBUAY OTCYTCTBUS OJHO3HAYHBIX HO-
Ka3aTeJIbCTB €T0 ITOJOXWTEIBHOTO BIWSHUS Ha I0-
clieyIolIMii pocT HeloHOlIeHHbIX neteit [38]. Bmecte
C T€M OMpaBIaH WHIWBUIAYAJIbHBIA TTOAXOA K BCKap-
MJIMBAHUIO HENOHOIIEHHBIX JeTeil TOCje BBIMUCKU
C YIETOM TIapaMeTpPoOB POCTa, KIMHUYECKOTO COCTOSI-
HUS, HAIMYKMS OocTeoleHuu. [lokasaHWsSIMU IS TIPO-
JUICHHOTO MCIIOJIb30BaHUs (opTUdUKATOpa TPYIHOTO
MOJIOKa SIBJISTFOTCSI: HECOOTBETCTBUE TTapaMeTPOB pOCTa
pebGeHKa TTOCTKOHIIEIITYaJJbHOMY BO3pacTy W HeoOXO-
JUMOCTD B yCHJIEHHOM NUTaHuu [6, 35].

B orcyTcTBHME TIpymHOTO MOJIOKAa 3SHTEpalbHOE
MUTaHUE HAYWHAIOT C MOJIOYHOM CMecH IS Hemo-
HOIIEHHBIX OeTeil. Kuakue cMecu WMEIOT TpeuMy-
IIeCTBa B BUJE rapaHTUPOBAHHOW CTEPUIBHOCTH M ra-
PaHTUPOBAHHOTO COCTaBa TOTOBOTO TMpomykTa. CMmecu
JUTSI HEOHOIIICHHBIX JIeTell pa3iWJaloTCs TI0 COCTaBY.
BhimenstoTcss cTapToBBIE CHEIMATU3MPOBaHHBIC CMe-
CHM JUISl HEMOHONICHHBIX JETel C comepXaHueM Oeyika
o1 2,6 10 2,2 1/100 MJI, SHEPreTUYECKON IIEHHOCTHIO
79—83 kkan/100 mn u cmecu «Ilocne BbIMUCKU», CO-
CTaB KOTOPBIX SIBISETCS MPOMEXYTOUYHBIM MEXIY CO-
CTaBOM CMECH ISl HEIOHOIIEHHBIX W JOHOIIEHHBIX
nereit, onu coxaepxat 6enok 1,9—2,0 r/100 My, uMeroT
KajopuitHOCTh 69—74 kkan/100 M. Mmeronuiicst BbI-
060p MOJIOUHBIX CMECEei MO3BOJISIET MOI00paTh HEOOXO-
IVMBII BapWaHT, OPUEHTUPYACh Ha (HU3MOJOTHIECKUE
MMOTPEOHOCTU C yUYETOM T'eCTAllMOHHOTO BO3pacTa, Mac-
CHI TeJla W KIIMHUYECKOTO COCTOSTHUSI HETOHOIICHHOTO
pebeHka (tabu. 2, 3).
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HHMH B 3aBHCHMOCTH OT NOCTKOHIIENTYAJILHOTO Bo3pacta [39]

Tabauya 2. TTotpeorocTs B Geske 1 OeaKOBO-3HepreTHdeckuii Kodddrment (5DK) y HeJoHOMEHHbIX JeTeii IPH SHTEPATHLHOM IATA-

TTocTKOHIIETT-TYAbHbBIN ITokazaTenb

BO3pacT, HEL

be3 obecnieueHust
JIOTOHSIIOIIIErO POCTa

JloroHsIIOIuiA poCcT

26—30 Benok, r/Kr B cyTKr
BBK, r 6enka/100xkar

30—36 Besok, r/Kr B cyTKu
BOK, r 6enka/100kKax

36—40 Besok, I/KT B CyTKU

BBOK, r 6enka/100kkan

3,8—4,2 4.4
3 3,3
3,4—3,6 3,6—4,0
2,8 3
2,8—32 33,4
2,4-2,6 2,6—2,8

HUHA B 3aBUCUMOCTH OT MACCBI T€J1a.

Tabauya 3. TlorpeorocTr B Genke 1 GekoBo-3HepreTHyeckuii Koadduuuent (BOK) y HeloHOUIEHHbIX AeTeli IPH SHTEPATLHOM HTA-

Macca tena, bBenox, r/Kr B cyTku BBK, r 6enka/100xkan HcrouHuk uTeparypbl
Menee 1000 4,5—4 3,6—4,1 [30]
1000—1800 4*—3)5 3,2—-3,6 [30]
1800—2200 3,4 2,6 [40]

CorjacHO HBYXSTaITHOM CHCTeMe WMCKYCCTBEHHOTO
BCKapMJIMBaHUsI HETOHOIIEHHBIX, METSIM C MacCoil Tela
6osnee 1800—2000 r pekomMeHIyeTCsI MOJIOYHAsI CMECh
«[Tocne BbIMUCKMW». JIeTsIM ¢ TIpU3HAKaMU HHM3KOTO HY-
TPUTUBHOTO CTaTyca W HEAOCTATOYHOTO HYTPUTHUBHOTO
obecrieyeHMs TTOKa3aHO MPONOJDKEHNE WY Ha3HaYCHUE
YCUJICHHOTO TUTAHUS C MPUMEHEHWEM CTapTOBOI cIle-
IMATU3UPOBAHHON CMECH [UIsSl HEIOHOIICHHBIX JeTel.
VY nereii ¢ maccoit Tena 6osiee 2500 r B MOJHOM O0Bb-
eMe 3TOT BUI CMECH CJedyeT MPUMEHSITh OCTOPOKHO
13-3a pHCKa Mepe03MPOBKYU BUTAMIHA A (PEKOMEHIYeT-
¢S orpaHUIUThCs KypcoMm 7—10 mHeit) [6]. B 3aBucumo-
CTU OT HyTPUTUBHOM MOTPeOHOCTU peOEeHKa BO3MOXHO
OMHOBpPEMEHHOE Ha3HAUYCHHME CTApTOBOM CMeCH UISI He-
TMOHOIIEHHBIX U cMecH «[lociie BBRITUCKU» B Pa3TUIHON
MPOMOPIIUH.

DHepreTuyeckue MOTPEOHOCTH HETOHOIIEHHBIX Ie-
Tel Ha (hOHE SHTEPATIBHOTO MTUTAHUST OMpPEAC/IEHbI B -
anazoHe 110—135 kkan/xr B cytku [30]. OHu 3aBuCAT
OT TeCTAllMOHHOTO M TTOCTHATAJIbHOTO BO3pacTa, MacChl
TeJla, CKOPOCTH POCTa, KIMHUIECKOTO COCTOSTHUS W UH-
IUBUIYaTbHBIX OCOOEHHOCTE 3HeproooMeHa peOeHKa
[30, 39, 40, 42] [ToTpeGHOCTH B BHEPTUU — HAMMEHbIIINE
B TIEpBBIC THU TTOCJIE POKIEHUS, 3aTEM OHM TTOCTETICHHO
BO3pacTaloT K 3-i1 Henese xXu3Hu [6, 39].

JMTeTbHOCTH KOPMJICHUST HEMOHOIIIEHHOTO peObeHKa
cMechio «ITocite BBITTUCKA» TOYHO He ONpezesieHa, BMe-
CTe CTeM PeKOMEHIOBaHAa TaKTUKA WHIWBUAYAJIBHOTO
Toxona B KaxXnoM ciydae. [To-BummMoMmy, pariioHa b-
HO TIpuMeHeHHe cMecu «[lociae BBIMMCKW» 1O MOMEH-
Ta IOCTIDKCHUS ITapaMeTpoB pOCTa HOBOPOXKICHHOTO
pebenka (Macca Tena 3000—3500 r; miuHa Tena S50cMm).
OnmHako y JeTeil ¢ Maccoil Tejla TIPU POXKICHUU MEHee
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Ilpumeuanue. * BenkoBoe obecriedyeHue 4 r/Kr B CyTKM aCCOLMUPYETCS € JIyYLIMM POCTOM U MEHBILIMMU CPOKAMU rocruranusauuu [41].

1200 1, aTakkKe yIereil € HEIOCTATOYHON CKOPOCTHIO
pocTa, He COOTBETCTBYIOIIUX IOCTKOHIENTYaIbHOMY
BO3pacTy, C IeJbI0 00eCIeYeHNs] IOTOHSIONIETO pocTa
dopmyna «Ilociie BEIMTUCKU» MOXKET TPUMEHSITHCS J0JTb-
e — 10 52 Hel TOCTKOHIIENTyaJabHOro Bo3pacTa [35]
WU Jaxe 10 9—12-MecsaHoro Bo3pacTa [6, 36].

PyTrHHOE MCTIONB30BaHME CMecell C BBICOKOTUAPO-
JIN30BAaHHBIM OEJIKOM IJIsSI BCKAPMIIMBAHMST HEIOHOIIIEH-
HBIX JeTell J0 HACTOSIIETO BPeMEHU He MoKas3ajo Ipe-
WMYIIECTB U HE MOXET OBITh PEKOMEHIOBAHO B CBA3U
C HU3KUM cofepXaHueM Oellka, MUHEpaJIOB W BUTAMMU-
HOB. He pekoMeHIyIoTCS 1 cMecH Ha OCHOBE CBOOOIHBIX
AMMHOKMCIIOT, COCTaB KOTOPBIX HE COOTBETCTBYET ITO-
TpeOHOCTSIM HEIOHOIIEHHBIX AeTeii. HasHaueHMe BhIlIe-
Ha3BaHHBIX (OPMYJT 000CHOBAHO MPH HEMIEPEHOCUMOCTH
0esika KOPOBBETO MOJIOKA, MaIbabCOPOLIMU U BbIpAXKEH-
HOM XeTyTOYHO-KUIIEYHON MTUCGHYHKIINU; O BO3MOXK-
HOCTH DPEKOMEHIYETCs OTrpaHUYMBATBhCS MX KYPCOBBIM
npuMmeHeHueM [1, 6, 43, 44].

Yem MeHbIIIEe TeCTAIlMOHHBIA BO3pacT M Macca pe-
OeHka, TeM B 0ojice BBICOKOM TMOCTYIUIEHUU Oejika OH
Hyxnaetcs (cM. Tabu. 2, 3) Ha ¢oHe BO3paCTaIOIIEro
0eJIKOBO-3HepreTuyeckoro kKoadodumuenra (r Oen-
ka/100 xkam). Ilpu mojHOM B3HTEpaJbHOM IUTAHUU
0OeJIKOBbIE MOTPEOHOCTH HEMOHOIIEHHBIX JeTeil ¢ Mac-
coii rena MeHee 1000 r HE MOTYT yIOBIETBOPUTH HU MPU-
MeHeHue popTrdurKaTOopa rpyIHOTO MOJIOKA, HU CyIIIe-
CTBYIOILIIE€ CTapTOBBIE CITELIMAIU3UPOBAHHBIE CMECH,
B CBSI3U C UEM OTHM JETSIM PEKOMEHIyeTCs IpUMEHEeHNE
CMEeUaIbHBIX OEKOBBIX J00aBOK Kak MpU IPYIHOM,
TaK W TPU UCKYCCTBEHHOM BCKapMiuBaHuu. HemoHo-
meHHbie ¢ mMaccoir Tena 1000—1500 r, mosywaroriue
TPYIHOE MOJOKO ¢ (popTUdUKATOPOM, TaKKe HEpPEIKO
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HapoeaH M.B. u coaem. bazoBbie TIPUHIOMUIIBI SHTEPATBHOIO MUTAaHUA HEAOHOILICHHBIX neTeii

‘ I'M a0 7-14-ro aasa ‘

'V 100 Ma/KT B CyTKM

Her poprudmkaropa man

@ €ro HerepeHOCMMOCTb
U
‘ I'M + poptnduxarop / I'M + cMech aast
(

[V 160-180 ma/kr B CyTKI/T‘\

IMocTymaenue Geaka
HVDKE HOPMBI \l‘ Het 6eaxoBoit 400aBKM

I'M + popTuduxarop
+ OeakoBast g00aBKa

e o
'V 160-180 (200) Qusudyarviviii nodoop nponopuuu)
MA/KT B CyTKM I

I'M + popTuduxaTop + cmech
AAsI He AOHOIIIEHHBIX C BBICOKMM
cogepkaHueM Oeaka
(undusudyarvroiil 1006op nponopuun)

Puc. 1. AnroputM BcKapMIMBaHMSI HeIOHOIIEHHBLIX JeTeid
¢ maccoii Tesia meHee 1800 r rpyansiv mosiokom (I'M).

‘ Cmech 4451 HeAOHOIIEHHBIX ‘
I

— A e
ﬁ 160—180 ma/kr B CyTKZ‘

Aeduint 6e2KOBOrO
obOecrieueHMsI

I

CmMmecs + OeakoBast
AoGaBKa

IToka3aHusi K OT-

IloTpebHOCTD B
yCUAeHHOM MUTaHNNA

MeHe 5eaKOBO JocTyKeHne
Ao0GaBKy maccor 1800— 2000 r
@ AobaBaenue cmecu
AAsI HeJOHOIITeHHBIX
CmMmech aast "
AO KynMpoBaums gepummra
HeAOHOIIEHHBIX

‘ CwMmecs «Ilocae BBITIVICKI» ‘

Puc. 2. Anroputv HeKyceTBEeHHOr0 BCKADMJIMBAHMS HEJOHOIIEH-
HBIX JieTeii ¢ Maccoii Tea menee 1800 r.

* JlerssM ¢ maccoii Tea 6ojiee 2500 T cTapTOBYIO CITeLIMAIU3M-
POBAHHYIO CMEChH JUISl HEAOHOIIEHHBIX B TIOJJHOM 00beMe PeKo-
MEHIyeTcsl TpUMEHSITh He Oosiee 7—10 mHEi BBUIY OMAaCHOCTH
Mepe1o3uPOBKY BUTAMUHA A.

HYXIAIOTCSl B JIOMOJIHUTEJIbHOM Ha3HAaYeHUM OeKo-
BOI TOOABKU JJISI IOCTUXKEHUS aleKBaTHOTO OEJIKOBOTO
obecnieueHus [41, 45]. O6GoOUIEHHbBIE pPEeKOMEHAALIMU
10 aJITOPUTMY SHTEPAJTBHOTO MUTAHUS TPYIHBIM MOJIO-
KOM Y MOJIOYHBIMU CMECIMU AETEM C MacCOi Tejia Me-
Hee 1800 r nmpencraBieHbl Ha puc.l u 2.

DHTepaabHOe TTUTaHWE HE IOJHOCThIO 00eCIeunBaeT
MOTPeOHOCTh HEJOHOIIEHHBIX AeTei B BUTaMuHe D. DTa
MOTPEOHOCTh MOXKET 3HAUMUTEJIbHO BapbupoBaTh: oT 200
1o 2000 EJI/cyT [6], ogHAaKO CTaHAApTHO MPU SHTEPATb-
HOM TUTAaHWUM HEIOHOIIEHHBIM JETSIM PEKOMEHIOBAHO
obecnieuuts od1iee nocrymiaeHue 800—1000 EIA/cyt Bu-
tamuHa D B TeueHue riepBoro Mecsita xxusHu [1, 30].

BaskHBIM BOTIIPOCOM SIBIISIETCS OLIEHKA aeKBaTHOCTU
MUTAaHUSI HENOHOIIEHHOTo pebeHka. DPGhEeKTUBHOCTh
SHTEPAJIbHOTO TIMTAHUSI XapaKTePHM3YIOT MapaMeTphbl
(pr3MUEeCKOro pa3BUTHUS U P TaGOPATOPHBIX MTOKAa3aTe-
Jieil. YMeHbllIeHHe MacChl TeJla Ha IepBoil Hefene XKU3HU

[ Cm
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Puc. 3. ®usmdeckoe passutue peGenka K., pommsimerocs
Ha 28-ii nenesie recraupu ¢ Maccoii Tena 1230 r, aymHoii 37 cm,
OKPYZKHOCTBIO I0JIOBbI 28 CM, Ha 3Tale HEOHATAIBHOTO CTAMOHAPA.
IlepBoHauanbHast MOTEps Macchl Tesia coctaBmia 8,7%. Kpussie
pocTta (Macca Teja, IUIMHA, OKPYKHOCTh TOJIOBBI) TTapaJlIeJIbHBI
KPUBbLIM BHyT]Z)PIyTpOﬁHOI‘O Pa3BUTHUA U HAXOOATCA B JWAIIa30HE
mexay 50-M u 10-m nmepueHTriIeM Tabnuiel MeHToHa (HopMa).

Hen30eXKHO, YTO CBSI3aHO HeE TOJIBKO C OTrpaHUYCHUEM
HYTPUTHBHOM ITOMAEPXKKW, HO U C ITOTepeil KCTpalles-
JOISIPHOU XMAKOCTH. [loTepst B Macce He MOJKHA TIpe-
Beimath 15% [1, 6], xota y 6onpmmHCTBa (90%) maxe
TJTYOOKOHEIOHOIICHHBIX NIeTei, IMOCTYITMBIINX B HaIlle
otaesieHue B 2013 ., motepst Macchl Tejia ObLIa HE BbILLIE
10%. Xoporee dusnyeckoe pa3BUTHE XapaKTePU3YIOT
ImapaMeTphl, COOTBETCTBYIOIINE MOCTKOHIICTITYATEHOMY
Bo3pacty pedbeHka (puc. 3).

CoyeraHWe CTOMKOTO CHIDKEHMsSI MOYEBHUHBI (MEHee
1,8 MMoOIB/JT) ¢ TIpOorpeccupyoleil TUIoaTbOyMUHEMM -
el (MeHee 25 r/n) yka3biBaeT Ha Ie(UIUT OEJIKOBOTO
obecnieueHus. Beicokuii ypoBeHb 11e104HOM hocdarasbl
(6omee 600 E/m) B couetannu ¢ runodocharemueit (Me-
Hee 1,3 MMoJIb/JT) CBUACTENILCTBYET O Pa3BUTUU OCTEOTIIE-
HUM HEIOHOIICHHBIX.

B ocoboM BHUMaHWMM U ITOAXONE K MMUTAHUIO HYXKIa-
JOTCSI HEJOHOIICHHBIC NETH TPYMIBI BBICOKOTO pPHCKa
10 Pa3BUTHIO HYTPUTUBHON HETOCTATOUYHOCTH: C TSIKe-
JIO CTeTIeHbIO0 OPOHXO0JICTOUYHON TUCIIIa3U1, HEKPOTU3H-
PYIOIIMM HTEPOKOJIUTOM 2— 3-11 CTETNeH!, JUTUTEIEHBIM
IMapeHTepaIbHBIM TTUTAHUEM, OCTCOTIEHUEH, CepaeaHo-
COCYIUCTOU HEIOCTaTOYHOCTHIO, HEOHATATBHBIM caxap-
HBIM T1abeTOM, XOJIECTa30M, BPOXICHHBIMU HAPYIIICHU-
siMy1 oOMeHa.
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21-23 okTa6pst 2014 roaa B [octuHnuHOM KomILiekce «Kocmocs
(r. Mocksa, npocniekT Mupa, a. 150) npoiiner
XI1I POCCUMCKW M KOHTPECC
«MHHOBaIIMOHHbBIE TEXHOJOTUU B TIEANATPUU U IETCKOU XUPYPTUU»

OPTAHMN3ATOPBI KOHI'PECCA:

MUHUCTEPCTBO 3/IPABOOXPAHEHUSI POCCUMCKOUN ®EAEPALIMU

POCCUNCKWUN HALIMOHAJIBHBIM WMCCIEAOBATEIbCKUHW MEAULIMHCKUN YHUBEPCUTET
M. H.U. TIMPOTI'OBA

HAYUYHO-UCCIEJAOBATEJIbCKUN KIMHUYECKHU UHCTUTYT NEAUATPUU
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E-mail: congress@pedklin.ru
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KOHKYPC J1JIA ITPOXOXIEHUA CTAXKNPOBKU
B BesmkooOputanum B 2015 1.

MexnyHapoaHblii (hOHI MMEHU TIpuHILIecChl [{naHbl Ya/1bCKOil 00bSIBISIET KOHKYPC [UISI IIPOXOXKACHUS 3-MeCaYHOi
cTaxupoBku B Besmkoopurannu B 2015 . B KOHKypce MOTYT MPUHSTH YJacTHe NEeTCKUE Bpadyn BceX podureit m Me-
JNULIMHCKUE CECTPbI IETCKUX OOJIbHULL U MOJUKIMHUK, B Bo3pacTe 10 35 JIeT co cTakeM paboThl MO CMEUUaTbHOCTU He
MeHee 2 JIET U XOPOILLUM 3HAaHUEM aHTJIMHACKOTO sI3bIKa.

1t ygacTrst B KOHKYpCe HEOOXOIMMO TIPEICTaBUTh 3aKa3HBIM ITMCEMOM M 0053aTeJbHO! B 3JICKTPOHHOM BUIIE Clie-
IYIOTITNE TOKYMEHTHI:

1.  3asBieHue Ha UM IJIAaBHOTO Bpaya TyIIMHCKOI AeTCKOM ropoackoit 6osibHULIBI, TTpodeccopa OcmaHoBa Mc-
Mawia MaromenoBuya

2. XapaKTepUCTUKY-PEKOMEHIAINIO, TIOANMCAHHYI0 PYKOBOMUTEIEM YUPEXKICHUS C TTOATBEPXKICHUEM O TOM,
YTO KaHAMIAT B cTydae KOHKYPCHOTO OTOOpa COXPaHUT 3aHMMaeMylo (WK 6oJiee BEICOKYIO) TOJKHOCTD ITO €T0/ee BO3-
BpalieHnu B Poccuio mociie oKOHYaHUSI CTAKUPOBKHU (HA PYCCKOM M AHIIMIACKOM SI3BIKAX).

3. Cnucok ony0JIMKOBaHHbBIX HAYYHBIX PAaOOT (HA PYCCKOM M AHIIMICKOM SI3bIKAX).

4.  Kparkoe onrcaHue OIbITa, KOTOPBIN KaHAWIAT XOYET MOJYINTh B TIPOIIECCe CTaXXMPOBKY B BetmkoopuTaHuy,
1 BO3MOXXHOCTH €T0 BHEIPEHUS B CBOCH MIPAaKTHMUECKOM JESITETbHOCTHU IO BO3BpalleHUH B Poccrio (Ha pyccKOM M aH-
IIMACKOM A3BIKaX).

5. HorapuanbHo 3aBepeHHYIO pacrucky (00s13aTeIbCTBO) O TOM, YTO CTaxep B Cliyuyae ero oToopa Il CTaXM-
POBKM B BenmkoOpuTaHUM MO pe3yibTaTaM KOHKypca 00s3yeTcsl BepHYThCcs B Poccuio Ha paboTy Ha CBOei TTpexxHel
TOJKHOCTH.

6. ®ororpaduu 3 x 4 ¢ ykazanuem @O — 2 .

l'[pocr,ﬁa YKA3bIBATHh BCC€ KOOPAMHATHI /1 KOPPECIMOHACHIINN, BKJIIOYAA 3J'leKT[!0HHl:lI7l anapec

Ha ocHoBaHMM MOmaHHBIX 3asiBJI€HUIT OTOOpaHHbIE MPETEHASHTHI OyAyT NpuriaiieHbl B MOCKBY AJisi cobecenoBa-
HUS1, KOTOpoe OyIeT MPOBOAUTLCSI coBMeCcTHOM Poccuiicko-bpuranckoii komuccueit 21—23 okrsiopst 2014 1. B roctu-
HUYHOM KomiIuiekce «Kocmoc» B nepuoa nposeneHust X111 Poccuiickoro koHrpecca « MHHOBallMOHHbBIE TEXHOJOTUU
B MEeAUATPUM U IETCKOUN XUPYPTUU».

Te npeTeHAEHTHI, UbM MpOdeccuoHaTbHbIE U EPCOHATbHbIE KauecTBa OYIyT OLlEHEHbl OTOOPOUYHOI KOMUCCUEN KaK
COOTBETCTBYIOILIME JIJISI TIPOXOXKIEHMSI CTAXXUPOBKU, JOMOJHUTEIBbHO AOKHBI OYAYT CAATh 9K3aMEH M0 aHIJIMICKOMY
a3bIKy B bputaHckoM nmocosbctse. Jlata mpoBeAeHUS 3K3aMeHa OyIeT Ha3HayeHa MoCJie IPOXOXAEHMs cOOeCeJOBAHUS.

Cpok nonauu 3asaJenuii 10 1 okraops 2014 r.

[ToGenuTensiM KOHKYPCHOTO 0TOOpa OYIyT MPeIoCTaBICHBI CICTYIONTNE BOBMOXKHOCTH:
BuzoBas mommepxka st TIoJydeHUs BU3bI B BpuTaHCKOM IMocoiibecTBe B MOCKBE
OrnnaueHHbId 6unetr Mocksa — JloHagoH — MockBa
OnaTta npoxuBaHus B BeaukoOputaHuu
Orurata TpaHCTIOPTHBIX pacxonoB B JIOHTOHE
. Ormuara 3a 3-MmecsiuHOe oOy4yeHMe B KauecTBe cTaxepa B neTckoM rocrutane Great Ormond Street Children s
Hospital B Jlonnoxe
6.  Crumenous s 12-HeaeabsHOTO TTPeOBIBaHMUS B BenmmkoopuTaHuy.

Do

Anpec 1151 KOppeCcOHAEHIIN:

125373 Mockaga, yi. [epoes [1andunosues, a. 28, TymunHckas neTckasi ropojackasi 00JbHULA,
[JIaBHBIN Bpay, npodeccop OcmanoB Ucmann Maromenosuy.

Temn.: (495) 496-91-00 mpodeccop OcmanoB Mcmann MaromeaoBua

E-mail: drosmanov@mail.ru
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YBaxkaemble Ko.JL1eru!

He 3a0yabTe nognucatbCs Ha HaLL XypHan
«POCCUNCKNI BECTHUK NepuHaToJiIormm u neguatTpmmn»

MoanucaTtbcs Ha XXypHaJi MOXXHO No KaTtasioram «Pocne4yartb»
n «Mpecca Poccuu» B Nio60m otaeneHum ceasuv PO.
MoanucHas KamMmnaHUsa Ha NepBoe NoJlyrogue Ha4MHaeTcs
1ceHTa0pa NpeabiayLero roga.
Ha BTOpoe nonyrogue — 1 anpens TekyLwero roga,
a 3aKaH4YMBaeTCs B CPOKU, onpeaesisemMbie pacrnpoCcTpaHUTesIeM CaMOCTOSTESIbHO.

Moanucka no 6e3HanMYHOMY pacueTy (AN opraHM3auuii) NPUHUMaETCS B COOTBETCTBUM
C npouenypomu, yreepxaeHHon @enepanbHoit cnyx00i nouToBoi cea3n PO.
Nupekc nognucku — 73066 (PocnevaTtb); 43519 (Mpecca Poccun).

Mopanucka gnga 4YacTHbIX UL, NnpuHuMmaeTtca no ¢popme P.CM-11
B Ntlo6oM oTaeneHum ceasu POD.

Nupekc — 73065(Pocneyartsb); 43516 — (Mpecca Poccum).
dopma D.CIM - 1 npuBeaeHa HUXxe. Ee MOXXHO 3anoNHUTbL U Bbipe3aThb.

Hawe uspanue npepacraeneHo B Poccuiickom nHaekce Hay4yHoro uutuposanus (PUHL).
Ha nnarpopme eLIBRARY.ru B nnartHom pocryne pasmelyeHbl NOJIHbIE 3JIeKTPOHHbIE BEPCUn
XXYPHOQJIOB 30 TEKYLLUA FOf], O TAK)KE APXUBHbIE HOMEpPA € Pa3nuYyHbiMu GopMamMmm NOANMUCKMU.
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