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OBUJIEN

HAJEZKIA HUKOJJAEBHA PO3MHOBA (k 90-1eTHI0 CO JHS POXKICHWS)

9 anpenst 2016 T. ucnonHwIoch 90 JleT co OHS PO-
XaeHus W 67 JeT BpauyeOHOM JesATeHbHOCTH JTOKTO-
pa MeIWIMHCKUX HaykK, 3aciyKeHHoro Bpaya Poccum,
npodeccopa OTHENEHUSI XPOHUYECKMX BOCTIATIUTEb-
HBIX U ajuieprudyeckux 3abosneBanuii serkux HUKU ne-
muatpun uM. FO.E. Bensrumena 'BOY BIIO PHUMY
umMm. H.U. TTuporoBa Munznpasa P® PosuHoBoii Hane-
xne HukonaeBHe.

ITocne okonuanust B 1949 1. ¢ omimureM MoOCKOBCKOTO
MenuimHckoro nHctutyra um. M.M.CeuenoBa Hanexna
HwukonaeBHa B TeueHMe YeThIpeX JIET paboTaia IeauaTpoM
B XabapoBCKOM Kpae, 3aTeM — BpauoM W 3aBeIyIOIIUM
otnesieHeM B KanmHMHTpaackoi o0iacTHON OOJbHUIIE.
C 1958 . xXu3Hb U nesareabHocTh Hanexnbsl HukonaeBHbBI
Hepa3pbeIBHO cBsizdaHa ¢ MockoBckum HUUW nmemmatpum
n nerckoit xupyprun (HeiHe — HUKMW nenuatpun), rme
OHa TIPOIIIA TYTh OT KIMHWUYECKOTO OPAMHATOpA JI0 TJIaB-
HOTO HAy4yHOTO COTPYOHWKA, 3alllUTHIa KaHIUIATCKYIO
(1965 1) m nokTopckyto (1974 1) nuccepraiuu, ObLIa YI0-
cToeHa 3BaHUs Tpodeccopa U 3aciy>keHHoro Bpaya Poc-
cuiickoit @enepanmu (2004 1), crana naypearom [Mpemun
no nenuatpum uM. A.A. Kucens (2012 ).

Hayunbie uccnenoBanust H.H.Po3uHoBo# 1mocBsiie-
HbI aKTyaJbHBIM MpOOJieMaM JMArHOCTUKU W JICUCHUS
pPa3sHOOOpA3HBIX XPOHUYECKUX 3a00JIeBaHUI JIETKMX.
Tpynet H.H.PosunHoBo#i Bcerma otiamyator ¢dyHaaMeH-
TaJbHOCTh M KJIMHWYECKasl HampaBleHHOCTh. Eo ormy06-
JuKoBaHO Oojiee 250 HayyHBIX pabOT, B TOM YUCJIE MO-
HOrpadVM M TJIaBbl B MOHOTpadUsIX, MHOTOUHMCIIEHHBIE
MeTOIMYeCKHe TTOcoOus 1 peKoMeHmauuu. [Tox ee pyko-
BOJICTBOM 3aIlIMINEHO 8 KaHIWAATCKUX M | JOKTOpCKast
IUCCEPTALUM.

Hanexna HukonaeBHa Po3umHOBa — TajlaHTIWBBIN
Bpay, TPOJOJDKAIONINI Tpamuilud CeMEeWHON Memau-
LIMHCKON MTWHACTUW, W3BECTHBINA YYEHBIN, KIMHUIIKCT,
MPU3HAHHBIN CIELMAJINCT B OOJACTH MYJBMOHOJOTUN
JIETCKOTO BO3pPAacTa, BEJWKOJICITHBIN Temaror u JIEKTOp.
B teuenue mHorux netr Hanexxna HukonaeBHa pyKoBO-
Iuja yd9e0oil KIMHUYECKUX OPAMHATOPOB WHCTUTYTA,
3aBOE€BaJIa X JJIOOOBb 1 YBaKEHUE.

3a Oosbllve HaydyHble, TeJarormyeckue M oolie-
CTBeHHBIE mocTizkeHus podeccop Hamexxna Hwukona-
eBHa Po3rHOBa HEOMHOKPATHO OTMeYajiach 6JarogapHo-
CTSIMU M TIPABUTEbCTBEHHBIMU HarpaJaMu, OHa KaBajiep
opneHa «3a 3acayru nepen OreyectsoM» 11 creneHu.

BceTpeTuB cBoit 100MITeit MOJIHONM TBOPYECKUX Jep3a-
HUA, uaei u 3ambicsioB, Hagexxna HukonaeBHa ycrnienHo
MPOIOJIKAET KIIMHUYECKYIO M HAYyUHYIO IeSITETbHOCTD.

Cepoeuro no3zdpasasis c bureem, KOAIeKMUE KAUHUKU,
UHCIMUMYma, Koaieeu U MHO2OHUCACHHbIE VHeHUKU Jice-
aarom Haodexcde Hukonaesne kpenkoeo 300poews, 6aaeo-
noayuus, danvHeluux meopueckux ycnexos. Peokonneeus
JCYPHANA NPUCOCOUHSIEMCS K SMUM NO30PABACHUSIM.
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b.A. Kobpunckuii
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Information technology in pediatric practice: Current state and prospects

B.A. Kobrinsky

Institute for Systems Analysis, Federal Research Center «Computer Science and Control», Russian Academy of Sciences,
Moscow; N.I. Pirogov Russian National Research Medical University, Moscow

Hndopmannonnbie TEXHOJIOTHH B MEJUATPUM HALLTM B MPeJINECTBYIOIMII NepUO] PA3BUTHS JOCTATOYHO IIMPOKOE NPHUMEHEHHE
B Pa3JIMYHBIX 00J1ACTAX (MPODUIAKTHYECKHE OCMOTPbI, AUATHOCTHKA, 3JIEKTPOHHbIE UCTOPUH 00JIE3HH, CTIENMATN3MPOBAHHBIE Peru-
cTpbl). B HacTOsIIIMIT eproz YeTKO MPOCMATPUBAIOTCS NEPCIEKTUBBI, CBSI3aHHbBIE C MEPEXO0A0M K 3JIEKTPOHHOMY 31PABOOXPAHEHHIO
H NIePCOHO-LIEHTPHPOBAHHON MHTErPALMK JAHHbIX. DJIeKTPOHHbIE MEAMIMHCKHE KAPThI MPU MX MOAYJILHOM NOCTPOEHUHU olecreyar
(hopMHpOBaHHE Pa3TMYHBIX MPOOIEMHO-OPHEHTHPOBAHHBIX PETHCTPOB HA OCHOBE NMEPBUYHO BBOJMMOI OJHOKPATHO WHGOPMAINH.
[lopraTBHBIE 31€KTPOHHBIE YCTPOICTBA, MPHMEHsIEMble B TOMAIIHUX YCJIOBHUAX, C NepeJayeil JaHHbIX B LEHTPbI 00padOTKU M Je-
YaluM BPayaMm no3BoJisAT 00ecneyuTb MOCTOSTHHBINA KOHTPOJIb 32 COCTOSIHMEM 3/10POBbSI ONPe/ie/IeHHbIX KOHTUHIEHTOB JeTeil 1 one-
PaTHBHOE pearnpoBaHHe NMPH KPUTHYECKNX M3MEHEHUSIX MOHUTOPUPYEMbIX (hM3HMONIOTHYECKHX MOKa3areneil. BcTpoenHbie B dyek-
TPOHHbIE MEJIUIMHCKNE KAPThI ACCHCTHPYIOIME CHCTEMbI MOJIEPKKU MPUHATHS PeLIeHHii MOCTYKAT KOHCYJIBTAHTAMHU /IS Bpaveit
B JUATHOCTHKE M JICYEHHUH JieTeil, YTO 0COOEHHO BAZKHO IPH MO00PEe METUKAMEHTOB.

Katouesvte cro6a: demu, s1ekmponHoe 30pagooxpanenie, INeKmpoHHAs MeOUYUHCKAs Kapma, pecucmpbl, CUCHeMbl HO00eplICcKU npu-
HAMUA 8PaUeOHbIX pelleHUll, nepCcoHO-UeHMPUPOBAHHbLI N00X00, MOHUMOPUHE 300p08bA, MOOUAbHOE 30pABO0OXPAHEHUE.

In the preceding developmental period, information technologies in pediatrics found rather wide application in various fields (prophy-
lactic examinations, diagnosis, electronic medical records, and specialized registers). At present, there are clearly prospects that are
associated with transition to e-health and person-centered data integration. Electronic health records in their modular construction
will ensure the formation of a variety of problem-oriented registers based on primary information entered once. Portable electronic
devices intended for home use, by transferring the data to processing centers and physicians, will ensure constant monitoring of the
health of certain contingents of children and responsiveness of critical changes of monitored physiological parameters. Built-in EHR
assisted decision support system will serve as a guide for physicians in the diagnosis and treatment of children, which is particularly
important to choose medicines.

Key words: children, e-health, electronic health records, registries, decision support system for medical solutions, person-centered ap-
proach, health monitoring, mobile healthcare.

PETPOCIIEKTUBE MOXHO BUIETh, KaK MEHSIJIMCh aK-

LIEHThl B UCMOJIb30BaHUM WH(MOPMAIIMOHHBIX TeX-
HOJIOTUI B MeAMaTPUU: KOMIMBIOTEPHBIC CUCTEMBbI TTOM-
JEPKKU TTPUHSATHSI BpauyeOHBIX peIlieHNiT, MHOTOMEPHBIT
aHaJIu3 TaHHBIX, MaTEMaTUYECKKUE MOJIeJ I, aBTOMaTU3U -
poBaHHbIe paboure MecTa U UH(POPMALIMOHHBIE CUCTEMBbI
pa3HbBIX TUTOB U YpOBHel (MCTOpUM OOJE3HU, OTACIICH-
YyecKue, yuypexkaeHYeCcKre, TeppUTOpralbHble CUCTEMBI,
WHTErpalus KIMHUYECKUX, Ja0OpaTOPHBIX U Paanosio-
TMYECKUX CUCTEM, CIelMaJu3upoBaHHbIe (denepaibHbIe
peructpbl). B HauanbHBI TIEpUOa TIPUMEHEHUS] MaTe-
MaTUYEeCKUX METOMOB B MeAMaTpU OCHOBHOE BHUMaHNeE
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ObLIO yAEJIEHO KOJMYECTBEHHOMY aHalIu3y pucka dop-
MUPOBAHUST XPOHUIECKUX 3a00JIEBAHUIA, YTPO30OMETPUHN
TIPU OCTPHIX 3a00JIEBAHUSX, ONIEPAaTUBHOMY U YTITyOJICH-
HOMY aHaJIu3y MJIAIEHYECKON CMEPTHOCTH; OBIIO TIOJIO-
KEHO HaYaJI0 KOMITHIOTEPHOM TMarHOCTUKE U TIPOTHO3M -
poBaHuto 3abosneBaHuii. CKpMHUpYIOIIasl AMAarHOCTUKaA
YTPOXAIOIINX COCTOSTHUI OPUEHTUPOBAIa Bpaya Ha TIpH-
HSITHE PENIEHWH O MPEeBEHTUBHBIX MepaX, CITOCOOCTBYIO-
IIUX KOPPEKIINW HaOIIomaeMbIX TposiBeHU. [lepBbie
KOMTIUTEKCHI TPOTPAMM ISl OTICpAaTUBHOTO ydJeTa Miia-
NEHYECKOW CMEpPTHOCTM B PA3NUYHBIX YUPEKICHUSIX,
paifoHax, pPeTMOHE TO3BOJWIA SKCTPEHHO TPUHUMATh
COOTBETCTBYIOIIME pEIIeHUsI, a YIJMYOJCeHHBIN CTaTh-
CTUYECKUI aHaIN3, PACCUUTAHHBIN Ha MEPUOTUIECKYIO
OIIEHKY (DaKTOPOB, BIUSIONINX HA YPOBEHDb W CTPYKTYPY
CMEPTHOCTH, TTOCITYKWJI OCHOBOU TSI TIPUHSITUSI TAKTH-
YECKMUX W CTPATETUIECKUX PelleHUil. AKTUBHO pa3BUBa-
JIOCh HampaBJieHWEe, CBA3aHHOE C CO3JaHMEeM aBTOMATU-
3UPOBAaHHBIX PAOOYMX MECT Bpadeid.

K Hauvany 80-x romoB XX Beka OTHOCUTCSI CO3[AaHUE
U BHEIPEHNE aBTOMATU3MPOBAHHBIX CUCTEM TIPOPMIIAKTH-
YECKMX OCMOTPOB M JUCIIAHCEpU3alluU JETCKOro Hacese-
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HMSI. DTU CUCTeMbl ObITM HarpaBlieHbl Ha BBISBJICHUE Jie-
Teil ¢ PUCKOM BO3HUKHOBEHUST Pa3IMIHBIX 3a00JIeBaHMUIA,
Ha pellieHre BOITPOCOB TUTAHUPOBAHUS Y KOHTPOJIS 3a TIPO-
BeJIeHEM BaKIIMHAIIMM 1 UMMYHU3aI1H, 32 HaOTIoIeHIeM
JIeTeil ¢ XpOHWYECKOM TaToJorueii, Ha OLEHKY CBOEBpE-
MEHHOCTU U 3(PGhEKTUBHOCTU TUCTTAHCEPHBIX MEPOITPHSI-
Tuii. Pa3BUTHMEM CHUCTEM NAHHOTO HAIPaBIEHUS SIBUJICS
armapaTHO-TIPOTPAMMHBIM  KOMITIEKC — IHUCTIAaHCEPHOTO
ocMotpa neteit — AKIIO, obecrieuynBaronInii BhIIEICHIE
MOrpaHUYHBIX COCTOSTHUI 1 24 nipoduieit maronoruu [1].

C 1990-x romoB GepeT Havaylio co3maHue TMPOOIEeM-
HO-OPUEHTUPOBAHHBIX PETUCTPOB U OCYIIECTBIISIEMBIIA
Ha 3TOM OCHOBE TMOMYISLIMOHHBIA M TIEPCOHUPUIINPO-
BaHHBII MOHUTOPWHT Pa3IWYHBIX KOHTUHTEHTOB JIET-
ckoro HaceneHusi. B 2002 . BiepBble ObUTa peaJii3oBaHa
u BHeapeHa Bcepoccuiickasi cucteMa KOMITBIOTEPHOTO
MOHMTOPUHTA JWCIaHCepU3aluu ¢ (GOopMUPOBaHUEM
TepPUTOPHUATIbHBIX U (enepaabHOI 0a3 TaHHBIX JIETCKOM
nortyasiuu Poccuiickoit ®denepanuu [2]. TTomyueHHBIE
pe3yabTaThl MOATBEPAUIN OCHOBHBIE TEHACHIUM B CO-
CTOSTHUU 3[I0POBbsI JIeTel, HO OMHOBPEMEHHO TTO3BOJIH-
JIK TIO-HOBOMY TTOCMOTPETh Ha OPraHU3ali0 CHUCTEMBI
MUCTIaHCEPU3alluU OTIEBHBIX BO3PACTHBIX TPYIIT IeTeit
C Pa3IMYHBIM YPOBHEM 30POBBSI.

B Hacrosiee BpeMsi MbI TIepeXHWBaeM CBOETO poja
PEBOJTIOLINIO B TTOAXOAAaX K MH(MOPMATU3alluK B 3IpaBO-
OXpaHEeHUU, CBSI3aHHYIO ¢ co3naHueM EmuHoil rocynap-
CTBEHHOU MHGMOPMAIIMOHHOM CUCTEMBI B 3JpaBOOXpaHe-
HUM, KpaTko Ha3biBaeMoit EITMC3, peann3anmst KoTopoit
JIOJKHA 00eCIeYnTh Tepexoa K eIMHOMY WH(hOpMaIi-
OHHOMY MEIWIIMHCKOMY TPOCTPAHCTBY. DTO OTBeYaeT
NpuUHATHIM BcemMupHO# opraHu3zaiueil 3mpaBooxpaHe-
HUST JOKyMeHTaM — [J106abHOM CTpaTeTun JOCTVKEHUST
3I0POBb TSI BceX M KOHIeTINK 2J1eKTPOHHOTO 3IpaBo-
oxpaHneHus (eHealth).

PaccmoTpuM KpaTKo, 4YTO ndaja WH(MOpMaTU3aLus
neauaTpuy K HACTOSIIIIEMY MOMEHTY M 4ero Mbl XKIeM
OT Hee B OJvKaiiiieit u 6oJiee OTAaIeHHOM MePCIIeKTHUBE.

AneKTpoHHasA MeAULMHCKaa KapTa

KiTio4eBEIM KOMITOHEHTOM CHCTEMBI COBPEMEHHO-
IO BJIEKTPOHHOTO 3APaBOOXPAHEHUS SIBISIETCS JJIeK-
TPOHHAsT MEIWIIMHCKAsT KapTa — CBOEro poiaa MHOp-
MallMOHHasl CHCTeMa, OCHOBHBIC paslieibl KOTOpPOW
VTBEPXKICHBI MUWHHUCTPOM 3IpaBooxpaHeHUs: Poccum
B.N. CxsopuoBoii. CerogHsi 3TO IOHITHE OOBEINHSI-
eT BCe paHee CYIIeCTBOBABIIME MEIMIIMHCKNE KapThl
U WCTOpUM OOJie3HM TarueHToB. OnpeaeleHHbI Ha-
60p MaHHBIX, COOMPAEMBIX U3 OTAETbHBIX JIEKTPOHHBIX
MEIUIIMHCKUX KapT, MO3BOJIUT chopMUpoBaTh B (ere-
paibHOM pecypce 6a3y TaHHBIX MHTeTPUPOBAHHBIX KapT,
KOTOpBIE OYIyT comepXaTh Haubojee CyIIeCTBEHHbBIE
CBEIIEHUsI O COCTOSTHUM 3IOPOBbsI KaXXIOro TMalreHTa
(BUTaJIbHBIE TaHHbBIE, XPOHUUECKHE 3a00IeBaHUs, IPH-
MeHsIeMble MeIUKaMEHTBI, HETTEPEHOCUMOCTD JIEKApCTB
u 1p.). DIEKTPOHHBIE MEAUIIMHCKUE KapThl, peajn30-
BaHHbBIE HA OCHOBE €IMHBIX CTAHAAPTOB IJIST OMTMCAHUS
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KJIIMHAYECKOW KapTWUHBI 3a00JIEBaHWI, — 3TO OCHOBA
NI TIPEeMCTBEHHOTO HaOJIOAeHUsT U OKa3aHWs TI0-
mouiu OepeMeHHBIM U neTsM. KapTel obecrnieymBaioT
OTepaTUBHBIM OOMEH JaHHBIMM MEXIY y4aCTHUKaAMU
JIeueOHO-IMarHOCTUIECKOTO Tpoliecca, YTo OYAeT CIo-
CcOOCTBOBAaTh MOBBIIEHUIO 3(h(MEKTUBHOCTH 3TAITHOTO
JIeYeHUST TTallMeHTOB. B mepcrekTHBe MHTErpHpOBaH-
HbIE 3JICKTPOHHBIE MEIUIIMHCKIE KapThl TTO3BOJIAT JIIO-
OoMy Bpauy B JIIOOOM MecTe, B J11000€ BpeMsl MOJIyYUTh
nHbOpMaLIMIo 0 HanboJiee 3HAYNMBbIX XapaKTepHUCTUKAX
aHaMHe3a U TeKYIIEro COCTOSIHUS 3I0POBbsI MallMeHTa.

OmHuM M3 HauboJjice TIePCIEKTUBHBIX HaIpaBJICHUI
WHOOPMATU3AINY KIMHUYECKOM MEIUIIMHBI TIPEICTaB-
JISIETCSI BKITIOYEHUE B COCTAB JIEKTPOHHOW MEIUIIMHCKOU
KapThl MOMIyJel, 00eCTeunBalOIINX TTOMOIIb MEIULIMH-
CKUM pabOTHUKAM B Pa3IUYHBIX CUTYAUSIX MWW aKIeH-
TUPYIOIIMX WX BHUMaHWE Ha OCOOEHHOCTSAX TEUCHUS
3a0oseBaHuii. [TogoOHbBIE CUCTEMBI, B KOTOPbIE MHKOPITO-
PUPOBAHBI MOIYJIU TIPUHSITHS PEIIEeHNi, cpabaThIBaOIINEe
aBTOMAaTHUYECKU TIpY BBOJE ONpeeeHHONW MH(pOopMaIiu
WJIA BKJTFOYAOIIMECS TI0 3aITpoCy JIJIsI OLIEHKU COCTOSTHUSI
WJIA TIPOBEIEHUSI PACUETOB, MCIOJIb3YIOT HAKOTUIEHHYIO
B 2JICKTPOHHOI MEIUIIMHCKOM KapTe MH(GOPMALIMIO U CO-
3/1a0yT HOBYIO KOM(OPTHYIO Cpejy JUIs Bpaueil, «aCCUCTH-
pysI» UM B Pa3IMIHBIX CUTYaLIUSIX.

MNoppepxka npouecca NPUHATUS BpauyeOHbIX
pelueHui

B ximHWYecKO TpaKTWKe U OKa3aHWs TTOMOIIN
BpayaM, TPUHUMAIONIAM DPEIIeHUsS B 00JacTW JUarHo-
CTUKM, JICUCHUS W TIPOTHO3a TEeYCHUS (OCIOXHEHUIN)
00e3HN, TpeaHa3HAYCHBI CHCTEMBI TOMIEPKKHU IIPO-
1ecca TPUHSTHS perneHui. [T 3TOro WMCTOIh3YITCS
pa3IMIHbIe BBIMUCIUTEBHBIC TIPOIIEAYPHI WM OTHOCH-
TEJIbHO OTpaHUYEHHBIE «pa3yMHBIE PEIIeHUS» 1 JIOTHYe-
CKUE pacCyKIeHUsl, KOTOpbIe (OPMHUPYIOTCS C TIOMOIITHIO
CHCTEM, OCHOBaHHBIX Ha 3HAHUSIX Bpaueii-dKCIIEPTOB.
Jlo CpaBHUTETHHO HENABHETO BPEMEHU TaKWe CHUCTEMBI
(GYHKITMOHUPOBAIM Ha KOMITBIOTEPU3MPOBAHHBIX Pabo-
YUX MeCTaX Bpauell Kak aBTOHOMHBIE.

OnHako OCOOBI MHTEpec TpeACTaBiseT BCTpauBa-
HUE MOIYJIeH TTOIIEPXKKY TIPUHSTUS PEIICHUI VI KOM-
MMBIOTEPHO-ACCUCTUPYIONIETO TTPOTPaMMHOTO obecrie-
YeHUs] B KIMHWYECKWEe WH(MOPMAIIMOHHBIE CUCTEMBI
WU B DJICKTPOHHBIE MEIUIIMHCKUE KapThl, YTO MOXHO
MMPOIEMOHCTPUPOBATh HA TIPUMeEpe aMEepPUKaHCKOU CHU-
crembl Siegfried, ucronb3dyeMoit B nmeauatpum [3]. Dra
cucTeMa Mo3BoJisieT yuuTbiBaTh 1700 KIMHUYECKUX pe-
KOMEHIAIIWH 10 pa3HBIM HO30JIOTHSM U JaBaTh Jievaliie-
My Bpady OOOCHOBaHHBIC PEKOMEHIAIIUU TI0 JICIYCHUIO
KOHKPETHBIX OosbHBIX. [loka3aHo, YTO TpUMEHEHUE
MAHHOW CHCTEMBI TIO3BOJIJIO ITOCTOBEPHO YIIYJIIHUTH
MOHUTOPWHT OOJBHBIX CaXapHBIM IMAaOETOM, CHHM3UTH
JIOJTIO KeCapeBhIX CEUCHU N, YIYUIIUTh JICUEHNE TTHEBMO-
HWU, CHU3UTH PACXOIbl Ha WCITOJIb3yeMble aHTUOMOTHU-
k1. Momyib UTsl KOHCYJTBTUPOBAHUS AETel ¢ TpaBMaMH,
OTPAaBJICHUSIMU U OKOTaMU TTO3BOJISUT UCITOJIB30BaTh 3Ty
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CHUCTEMY TakXke ISl KOHCYJIBTUPOBAHUST POAUTEIEH TO-
cTpamaBiux geteit yepe3 MurtepHet. [TomobHbIe Mean-
LIMHCKWE WHMOPMAIIMOHHBIE CHUCTEMBI, BKJTIOYAIOIINE
aHaJIN3 JAHHBIX W BBIIAYy PeKOMEHIAIUi 0 BEICHUIO
MalMeHToB, CJeayeT Ha3biBaTb TUOPUIHBIMU. Poc-
chiicKasl 3JeKTpOHHAas1 McTopusi 6oje3Hn «Oxorosast
TpaBMa y aeteit» [4] misg mHGOpMalMOHHON TTOIIePXK-
KU JIe4eOHO-AMAarHOCTUYECKOrO TIpolecca BKJIIOYaia
orpeNieJieHNe TSKECTH COCTOSTHUSI 000X KEHHOTO, TI0-
IAaH, JIOKAJIW3AIUW 1 TIIYOUHBI OKOTOBBIX paH, pacyeT
WHIEeKca prcKa WH(GEKIMOHHBIX OCIOXHEHUM, pacdyer
MMPOTUBOIIIOKOBOW Tepanmuu B 3aBUCUMOCTH OT BO3pa-
cTa, TJIOIIAIN TTOpakeHUsT, MacChl Tejia. B cucteMe Kom-
IJIEKCHOU TOMIEPKKU TUATHOCTUYECKUX U JIeYeOHBIX
peleHni Tmpu OXOTOBOM TpaBME B JETCKOM BO3pacTe
Ha 3Tare TMOCTTOCIHUTAIBHON peabuiIuTau GOJBHBIX
OblJ1a TTIOKa3aHa BO3MOXKHOCTb C TTOMOIIBIO BBIYMCIIH-
TEJLHBIX TIPOIIEAYP Y OKCIIEPTHOTO MOAX0Ia OMPEAL/ISITh
THII TTIOCJIEOKOTOBBIX pYyOIIOB KOXM [5].

IMpumeHeHune crcteM ¢ (YHKIIUSMU TTOIIEPKKHA Bpa-
YeOHBIX PEIIeHUI MPUBOAUT K YMEHBIICHUIO BpaueOHBIX
omMooK. DPPHEKTUBHOCTL MCITOIL30BAHMS CHCTEMbBI Ta-
KOTO THUIa OLIEHWBAIACh B OTAEJICHUM HEOHATOJOTUU Of-
Hoit u3 6onpHMI MpaHa [6]. {o BHenpeHMs 3JeKTPOHHOM
CUCTEMBI YaCTOTA OLIMOOK B JO3MPOBAHMM aHTHOWOTHUKOB
1 aHTUKOHBYJIBCAHTOB Y HOBOPOKIEHHBIX cocTaBstia 53%.
BHenpeHne 21eKTpOHHON CUCTEMBbI Ha3HaYeHW 0Oe3 Cu-
CTEeMBI TTOJIEPKKHU PEIIeHUI He CHU3MIIO YacTOTY OIIMOOK.
BHenpeHne e aBTOMAaTM3MPOBAHHOW CUCTEMBI, KOHTPO-
JIPYIOIIEN TPaBUJILHOCTh Ha3HAUYEHWII MEIMKAaMEHTOB,
ITO3BOJTJIO IOCTOBEPHO CHU3UTh YaCcTOTY OIIMOOK B TO3M-
POBaHMM JIEKAPCTBEHHBIX TipernapaToB 10 34% (p<0,001).

MepcoHOo-LEeHTPUPOBaHHbI NoaxXon

B HacTtosiiee Bpemsi TaHHbIE O COCTOSIHUU 3[0PO-
Bbsl HACEJEHUSI pacCpeoTOYEHBI 110 MHOTOYMCIEHHBIM
MEIUIIMHCKAM YUYPEXIEHUSIM, OKa3bIBAIOIIMM ITOMOIIb
B TmpodunakTike W JiedeHUU 3abojeBaHuil. SIpKum
MPUMEPOM 3TOTO SIBJISIETCS CHUCTeMa OXpaHbl 30POBbSI
neTeii, BKIIoUarolasi XeHCKUEe KOHCYJIbTalluu, POIUIIb-
HbIE J0Ma, ACTCKUE TOJNUKIMHUKU, CHeHuaan3upo-
BaHHBIC IIEHTPBI, CTAllMOHAPBI U APYTHUE YUPEXKICHUS,
B KOTOPBIX HaKaIlJMBaIOTCS JaHHbIE 00 aHTe- U TOCTHA-
TAIBHOM PAa3BUTUM PEOEHKA, B TOM YHCJE O CEMEWHOU
MPEeAPACIIONOKEHHOCTH K 3a00JIEBAHUSIM U O PETrYJISIPHO
U3MEHSIIOIIMXCSI HEraTMBHBIX BO3JAEHCTBUSX OKpYXKaio-
el MUKpO- M MaKpOCOIMaTbHON cpeabl. MakTophb
pUCKa OTpeaesoT yrpo3y (OpMUPOBAHUST XPOHUUYECKUX
3a0osieBaHMii. B TO e Bpemsi He BbI3bIBAET COMHEHMIA
HEOOXOAMMOCTh MHTErpallii BCEX HaKaruTMBarOIIUXCS
NIAaHHBIX. DTOMY OTBEYaeT MEePCOHO-IIEHTPUPOBAHHBIN
WJIN TTIePCOHO-OPUEeHTUPOBAaHHBIN roaxon [7, §8].

IlepcoHo-11eHTpUpOBaHHAS TapaaurMa — o0beau-
HEHHE BCeX JaHHBIX O peOeHKe, HauMHas C aHTeHa-
TaJILHOTO TepHuoaa M AOCTYMHOCTh 3aruceil B JII00Oi
9JICKTPOHHOW MEIMIMHCKON KapTe IJsi BCeX Meau-
IIMHCKUX PaOOTHUKOB, yJYacCTBYIOIIUX B HaOJIONEHUH,

NMEPELOBAS

00CIeIOBAaHUM U OCYIIECTBICHUM JIe4eOHO-0310P0-
BUTEJbHBIX MEPOTIPUSTHI, HE3aBUCUMO OT MECTa TO-
JIy9eHWsT U XpaHeHUs TaHHBIX. B mepcrekTuBe OymyT
MPUCOEANHATLCS CBEACHUS TEPCOHATIBHOTO MeIM-
IIMHCKOTO JHEBHUKA MallMeHTa O HETraTUBHBIX MPOSB-
JIEHUSIX, O KOTOPBIX BpayW Y3HAIOT JajieKo He Bceraa
cBoeBpeMeHHO. [Ipu MCTONB30BaHUM TEPCOHATBHBIX
SJIECKTPOHHBIX YCTPOMCTB JUISI W3MEPEHWST apTepu-
aJlbHOTO JABJIEHMSI, YPOBHS TJIIOKO3bl B KPOBU U AP.
(B 3aBUCMMOCTH OT HEOOXOAMMOCTH) 3TU JaHHbIE OYy-
YT HaKaIlJIMBAaThCS M COXPAHSITHCS B TaK Ha3bIBaA€MBIX
KapTax nepcoHaibHOro 310poBbs (pHealth). Eciu xe
Mbl OOBEIMHUM JINYHBIE JaHHBIE O 3I0POBbE, KOTO-
pble MOTYT (DPUKCUPOBATHCS C TIEPBOTO JAHS POXKICHUS
pebeHKa (Kak OH eCT, CIIUT U T. [I.) C BpaueOHBIMU 3a-
MUCSIMH, TO TIOJIYYUM IENCTBUTEIbHO TOTHOICHHBIN
MePCOHO-LIEHTPUPOBAHHBINM MOAX0A. TakKuM obGpa3om,
MePCOHO-OPUEHTUPOBAHHOE 3IPaBOOXpaHEHUE — 3TO
y4eT 0COOEHHOCTEl B COCTOSTHUM 3J0POBbsS pebeHKa,
ero MHAMBUAYATbHBIX PUCKOB, MOTPAHUYHBIX COCTOS-
HUl u 3aboneBanmii. [Tocnenyionee mpucoeanHeHNE
JMaHHBIX MOJIEKYJISIPHO-TEHETUYECKOTO TacropTa pe-
OeHKa o0ecreuuT Tepexoj K IMepCcoHaJu3MpOBaHHOM
MeIuIIHE.

IMomHOLIEHHAS WHTETPaLUsT JIEKTPOHHBIX MEIUIIMH-
CKHUX KapT BO3MOXHA TOJIbKO Ha OCHOBE JOTOBOPEHHOCTH
0 crocobax M cpeacTBax oOMeHa HeOOXOIMMBIMU JaH-
HBIMU C UCTTOTh30BAHUEM CTAHIAPTOB OMUCAHMS KITMHU-
YeCKNX ITPU3HAKOB, JJAOOPATOPHEIX MoKa3aTeJel W T.I.
O0ObeaMHEeHNE TaHHBIX aBTOHOMHO (PYHKIIMOHUPYIOIINX
MHOOPMAIIMOHHBIX CUCTEM MEIULIMHCKUX OpraHU3aInii
YK€ HCTOJB3YeTCSI B psiie TEPPUTOPUATBHBIX CUCTEM.
Ha sToit ocHOBe 1 OyHeT peaan3oBaH MEePCOHO-TICHTPU-
POBaHHBIN MTOAXOA B paMKaX eIMHOTO MHMOPMALIMOHHO-
IO MEIUIIMHCKOTO MPOCTPAHCTBAa KIIMHUYECKHUX TaHHBIX.
DTO 00eCIeynT MPeeMCTBEHHOCTb HAOMIOACHUS 1 Jieue-
HUSI IIeTeil, MO3BOJINT OCYIIECTBISAThH KOHTPOJb 3a IEeMO-
rpa@uIecKUMU TTOKa3aTeIIMA W TIPOLIECCAMM POXKIae-
MOCTH, 3a00JIeBA€MOCTU, MHBAJIMIHOCTU U CMEPTHOCTU
¢ oOpameHneM oco0Ooro BHUMaHUS Ha «MapKepHBIe»
BUJIBI TATOJIOTHU.

PervcTpbl U MOHUTOPUHT 30,0POBbS B 3/IEKTPOHHOM
34paBOOXPaHEHUN

Crnieunanu3upoBaHHble, WU TPOOIEMHO-OPUEHTH-
poBaHHBIE MTH(POPMALIMOHHBIE CUCTEMbI B KITMHUYECKOM
MpaKTUKe TIPUHIATO Ha3bIBaTh perucTpaMu (OT aHTJI.
register), TMepBBIM M3 KOTOPBIX OBUT T€HETUYECKUIN pe-
rucTp. B HacTosIIee BpeMst MOXKHO BBIICTUTH HECKOJBKO
HaunOoJiee pacpoCTpaHEHHBIX HAMpPaBJICHUI B CO3MaHUN
PETUCTPOB JUISI MOHUTOPWHTA U aHaJIM3a COCTOSTHUST 3110~
POBbBSI JieTeil, HauMHas ¢ HaOIoAeHUs 3a OepeMeHHBIMU
KeHrHaMu. Co3aaloTcsl CUCTEMBI ISl HaclelCTBEeH-
HBIX 0OJIe3HEl, TP KOTOPBIX CBOEBPEMEHHO HayaToe
JIeYeHUe SIBJISIETCST 3AJIOTOM TPEAYTIPEXICHUS Pa3BUTHS
TSDKEJTBIX WHBATUAN3UPYIOIINX COCTOSTHUI. B KauecTBe
MPUMEPOB MOXHO TIPEICTABUTD CIIEAYIOIINE PETUCTPHI:
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* DTAITHOTO CJIEXKEHUS 3a TeueHrueM oepeMeHHocTH [9];

*  BPOXIEHHBIX 1e(EeKTOB Yy HOBOPOXKICHHBIX /ISl 00ec-
MevyeHusi paHHe MHTepBeHIIMOHHO Tepanuu [10];

* BakIMHAUMUKU U UMMyHM3auu [11];

* JIeTeil C OTIEeJbHBIMU 3a00JIeBAHUSIMU WJIM TPyMIIaMu
3abosieBaHM (TyOepkyse3om [12], caxapHbIM nuade-
ToM [ 13], nerouHoii runiepreHsueii [14], nHpeknoH-
HBIMU 3a00J1eBaHUsSIMHU [15]);

* nereil ¢ mykomnoaucaxapuaosamu I u Il Tunos, nomy-
YaIIMX MaTOreHeTUYeCKoe JeueHnue, U JeTel C Ty-
OEpPO3HBIM CKJIEPO30M, TOJYYaIOIINX COBPEMEHHYIO
Tepanuio [16];

*  MJAJEHYECKON 1 MepruHaTaJIbHO CMEPTHOCTH, 0bec-
MeYnBaIIMii MHOTO(AKTOPHYIO OLIEHKY, BKJIHOYast
aHaIu3 BMUAEMUOJOTMYECKUX (aKTOPOB KpUTUYE-
ckoro pucka [17].
denepanbHble POCCUIICKUE CHUCTEMBI 00ECTICUMBAIOT

BEPTUKAJILHYIO WHTETPALIMI0 MEIUKO-COLMATbHBIX HdaH-

HBIX IO YPOBHSIM CHUCTEMBI 3paBOOXpaHEeHHUs. DTO pe-

TUCTPBI JIJII MOHUTOPWHTA BCEOOIlEel aucIaHcepu3alun

neteit [2], nerckoit nHBanMMaHOCTU [18], anuaeMuoIorum

BPOXAEHHBIX MOPOKOB pa3BuTus [19], BpoXXIeHHOTO Tu-

notupeo3a [20] n np. Ha HacTosmmmii MOMEHT MOHUTOPUHT

BPOXXIEHHBIX TTOPOKOB OCYILIECTBIISIETCSI TIOUTH B TIOJIOBUHE

cyonekToB Poccmiickoit Demepalinm, 9To MO3BOJISET TO-

JIy9UTh JAOCTAaTOUYHO TIOJIHOE TIPeACTaBIeHUE 00 MX ypOB-

He B Poccuu, XoTs MeXmy psiioM TeppUTOpUiT MMEIOTCSI

cyliecTBeHHble paznnuusi. [lo manHeiM Beepoccuiickoro

perucrpa aeTeit ¢ BpoKIeHHbIM TUITOTUPe030M, B CMOJIeH-

CKOI1 00JIaCTM BBbISIBJIEHA BBICOKAsl 4acTOTa 3a/lePKKU (pu-

3UYECKOTO U TICUXOPEYEBOTO Pa3BUTHSI, (DYHKIIMOHATBHBIX

U3MEHEHUI CepleuHO-COCYINCTO CUCTEMbI, aHEeMUH,

JTUCTUTIMAEMUA Y CYOKOMIIEHCHMPOBAHHOM TUCGHYHKIIUU

IIATOBUIHOM Xene3bl [21]. MoHUuTOpupOoBaHKE COLMAIb-

HO 3HAYMMBIX 3a00JIeBaHUIA, HEPEIKO COMPOBOXKIAIOIITUXCST

WHBAJIMAM3ALIMEH, TI03BOJISIET peaJibHO KOHTPOJIMPOBATh

JNIMHAMUKY U3MEHEHUI B COCTOSTHUM 3M0POBbSI TTAlIMEHTOB

U TIOBBICUTH 3 (PEKTUBHOCTh U CBOEBPEMEHHOCTh Jieueo-

HBIX ¥ peadMIMTALIMOHHBIX MEPOTIPUSTHUIA.
HakarnnuBaemasi MeauiimHcKast nHgpopmaius (haxk-

TOPBI PUCKa, pe3ybTaThl MEIUIIMHCKUX OOCIeI0BAaHUIA,

JIMarHO3bI) TMTO3BOJISIET OTCIEKUBATH TMHAMUKY WHIUBU-

JyaJIbHOTO 37I0POBbBSI, OCYIIECTBISITh BHIOOPKU TI0 OTpe-

NIeJIEHHBIM TTapaMeTpaM il yIIyOJIeHHBIX HCClen0Ba-

HUIi. DTO B CBOIO OYepe/lb JAET BOZMOXHOCTb YTOUHSITh

3HaYeHUE M3BECTHBIX (PaKTOPOB PUCKA M UX COYETAHUI

111 Mpo(UIIaKTUKU, MOHUTOPUHTA U JICUSHUs BPOXIICH-

HBIX M HACJEICTBEHHBIX 3a00JIeBAHUI XPOMOCOMHOI,

MOHOT€HHO! U MYJIbTU()AKTOPUATBLHON TTPUPOABI U BbI-

SIBJIITh HEU3BECTHbBIC paHee (PaKTOPhI.

KoMIieke TOCTpOeHHBIX 10 €IUHOMY TPUHIIUITY
MOHUTOPHUPYIOIINX PETrMCTPOBBIX CUCTEM I I€TCKOTO
3/IpaBOOXPAHEHUST TMMO3BOJISIET OOECIeUNUThb PEryJIsipHbIN
JNMHAMUYECKHUI KOHTPOJIb TEHACHIIUI B COCTOSIHUY 3/10-
POBbBSI JIETEl U TTOPOCTKOB:

* (usmyeckoe pa3BUTHE U U3BMEHEHUSI 10 TPYIIaM 3/10-
POBbBSI;

Kobpunckuii b.A. HGopMallMOHHBIE TEXHOJIOTUM B MIEAXATPUYECKOIT TPAaKTUKE

JIOHO30JIOTUYECKNE OTKJIOHEHUST B COCTOSTHUM 3710PO-
BbSI JICTE€1 1 BBISIBJICHWE MALIMEHTOB C YITPO30il pa3BU-
THSI XPOHUUYECKOM MaTOJIOTUM;

*  pacrpOoCTPaHEHHOCTh BPOXIEHHBIX U TPUOOpETEH-
HBIX XPOHWYECKUX 3a00JIeBaHUIA 10 KJ1accaM IaToJI0-
TUU U OTIEJIbHBIM HO30JI0TMYeCKUM (popmam;

* YPOBEHb U CTPYKTYPY MHBAJIUIHOCTH;

*  KOHTpPOJIb 3 (HEKTUBHOCTHU JIeUeOHBIX MEPOTIPUSITUIA.
PerucTtpsl HUXXHEro ypoBHsI o0OecreynBalOT Bele-

HUE TepCOHUMUIIMPOBAHHBIX 0a3 MaHHBIX MEIMIIMH-

ckux opraHusanuii. Ha cnenymoiiem ypoBHe (Teppu-

TOPHUATbHOM WJIA KPYITHOTO ropoja) (GyHKIIMOHUPYIOT

aHaJIMTUYECKHE CHUCTEMbl, OOecreyMnBalolie aHajlu3

permoHajbHbIX TloKa3aTedeid (B OTHEIbHBIX Ciydasix

ATHUYECKUX XapaKTEePUCTUK) U HUH(GOPMALMOHHYIO

MOANEPXKY TPUHSATUS PEIIeHU opraHaMu 371paBoO-

oxpaHeHUsT cyobekToB Denepanuu. C 3TOTO ypOBHS

(MM HETOCPEJCTBEHHO M3 MEAMIMHCKHUX OpraHu3a-

1IMi1) OCYIIECTBIISIETCS Tepeaaya nepcoHuUIIMpOBaH-

HBIX JaHHBIX B CIeIMAJIM3UPOBAHHBIE LIEHTPHl U HE-

OOXOIMMBIX CTaTUCTUYECKUX JaHHBIX O 3J0POBbE

HaceJieHUs Ha ¢eepalibHbIil YPOBEHb.

MepcnekTuBa 31IEKTPOHHOI0 3APaBOOXPaHEeHUs

B Omuxaitimieit nmepcriekTMBe pa3BUTHE WHGMOpMa-
TU3alMM HEBO3MOXHO paccMaTpuBaTh BHE HavaBllle-
rocs Tepexofa K 3JeKTPOHHBIM MEAUIMHCKUM KapTaM.
DTO MyTh K OpPraHW3aldM TOCTOSSHHOTO MOHUTOPHMH-
ra COCTOSTHUSI 3JI0POBBSI JETCKOTO HACeJeHUSI CTPaHBI
Ha TIPUHLMITAATILHO HOBOM TEXHOJOTMYECKOM YpPOBHE
3JIEKTPOHHOTO 3paBooXpaHeHusl. J1ocTymHOCTb UHMOP-
Maluy 3JIEKTPOHHBIX MEIULIMHCKUX KapT AeTeil M03BO-
JINT 00ECTIeYNTD TTOJTHYIO MTPEeMCTBEHHOCTh B HabJII0/1e-
HUW U JIeYeHWU TaluueHTOB. JIOCTMXKeHWe 3TOro OyaeT
BO3MOXKHO O1aromapsi TOMY, 4TO 0a30Basl WJIM IIeHTpaIb-
Hasl 3JeKTPOHHAs MeIWIIMHCKas KapTa ¢deaepaibHOTro
YPOBHSI OyIET CBsI3aHa MO CChUIKAM C PErMOHATBHBIMU
LIEHTpaMKX O00PaOOTKM M XpaHEHUS DJIEKTPOHHBIX MEIM-
LIMHCKUX KapT M ¢ 6a3aMM JaHHBIX MEIMIIMHCKHUX OpTra-
HU3aui. DTO MO3BOJUT BpadaM JIF000H MeINIIMHCKOM
OpraHM3alli ¥ yIaJeHHBIM KOHCYJIBTaHTaM TpU HeoO0-
XOIMMOCTH TIOJIy4aTh BCIO HEOOXOAMMYIO MHGOPMAIIUIO
3a JI00OI TIepUoJ KM3HU peOeHKa: pe3yJibTaThl Tpe-
LIECTBYIOIIMX OOC/ieqoBaHUi (BKiItovas U(ppoOBbIe pa-
JIUOJIOTUYECKHEe N300paskeHUsI), CBEIeHUS O TIepeHeceH-
HBIX ¥ UMEIOIINXCS 3a00JIeBaHUsIX, IPOBOIUMOM paHee
JedyeHun u ap.). [lpu okasaHMM TTOMOIIM B Tpeaesax
CBOETO perrvoHa Bce oOpallleHusT OyIyT OCYIIECTBISIThCS
yepe3 TepPUTOPUATLHBIN LIEHTP 00pabOTKU M XpaHEHUS
MEIULIMHCKUX AaHHBIX. Havamo aToMmy yXke TOJIOXEHO
B HEKOTOpPHIX cyobekTax Poccuiickoit Penepanym. Bpa-
YM CKOpOW TMOMOIIM W Opuram MeIWIMHBI KaTtacTpod
OyIyT MMeTh BO3MOXHOCTb OTEPATUBHOTO ITOyYEHMS
JIAHHBIX O BUTAJIbHBIX XapaKTEPUCTUKAX, aJIJIEPTUUECKUX
peaxIusIX Ha JIeKapCTBEHHbBIE TIpernapaThl, XpOHUUECKUX
3a00J1eBaHUSIX Y IeTeil, B TOM YUCJIe HAXOMSIINXCS B KO-
MaTO3HOM COCTOSTHUM.
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I[TpyHUMTIMATBLHO HOBBIM  HaIlpaBJIeHUEM
B CUCTEME OXPaHbl 3I0POBBS SABJISIETCS MOOUITb-
Hoe 3npaBooxpaHeHue (mHealth), siBastonieecs
coctaBHOll yacThio eHealth. B ero ocHose ne-
KAT TIOHATUE ITUCTAHIMOHHOTO MOHUTOPWHTA
(busnosornyecknx mokasaTeleil opraHu3Ma
B IOMAalIHUX YCJIOBUAX (MJIM B IPYTUX MeECTax)
C UCTIOIb30BaHWEM MOOWIBHBIX MOPTATUBHBIX
VCTPOMCTB CheMa U Tiepefayu B MeIULIMHCKUIA
LIEHTp TIOKa3aTejieil apTepuaJbHOTO IaBJIeHUS,
YacTOTHI cepaeyHbIX cokpamenuii, DKI, comep-
SKaHUS TJTIOKO3BI, KUCJIOpOJa B KPOBU, (PYHK-
UM BHEIIHeTO AbixaHus u ap. Ha ocHoBe aTO0i1
nHpOpMaIMM BO3MOXHA OpTaHU3alus I0-
CTOSTHHOTO KOHTPOJISI COCTOSIHUS JeTeil TPy

NMEPELOBAS

4 N

BOMK

| INepcoHanbHbII MIeHTU(DUKATOP |

| AHKETHbIE TaHHbIE |

!

MennuunHckast nHopmauus
(B Mozy/IbHOI hopme)

48

Llentp
00paboTKU
aHeHus1 OM

J

pucCkKa M CTpagalolunXx pa3IMYHbIMU 3aboJieBa-
HUAMM, BblJaydya peKOMeHJIaHI/Iﬁ, B TOM YMCJIC
0 HEeoOXOAWUMOCTU OCMOTpa JieyalluM BpadyoOM

Crieupeructp

CrieniperucTp

WIN TPUHSITUM SKCTPEHHBIX Mep Opuragamu
CKOpOit MenuIMHCKOW Tomomu. B mepcriex-
TUBE MOCTyTMalollas ¢ MOOWMJIbHBIX YCTPOWMCTB
nHbopmalus OyneT moABepraTbcsl aBToMaTHye -
CKOMY aHajM3y B pexXuMe peaJbHOTO BpEMEHU
C BblJauyeil 3aKJIOYEHU U TTOTEeHIIMAJbHO BO3-
MOXHBIX penieHuii. [lomoOHBIE MOPTAaTUBHBIE
3JIEKTPOHHbBIE YCTPOWCTBA MPUMEHSIOTCS B psijie pas-
BUTBIX CTPaH B JOMAalIHUX ycaoBusx. Mcrmonb3oBaHue
TaKWX YCTPOWCTB JIJIsI ceMeil ¢ 0epeMeHHbIMU KEHIIM -
HaMU UJU XPOHUYECKU OOJIbHBIMU JAETbMU — BTO TaK
Ha3bIBa€MbI{i BUPTYaJIbHbIN FOCMUTAIb WU BUPTYaslb-
HOe mMocellleHre TMalueHTOB. B aToMm ciiyyae cHuXka-
eTcsl TOTPeOHOCTb HEIOCPEACTBEHHOTO oOpalleHus!
C JIETbMU B MOJUKIMHUKY, YMEHbIIAETCS KOJUYECTBO
MOCeIIeHU Ha JOMY BpauyaMM M MEIUIIMHCKUMU Ce-
CTpaMM, a TakKXKe yMEHbIIAeTCs MPOAOIKUTEIbHOCTh
M YyacToTa mpeObIBaHNUS MAllMeHTOB B CTallMOHAapaXx.
Ilepexon K BAEKTPOHHBIM MEIUIIMHCKUM KapTam
NOJKEH TakKXe pas3pelliuTh TMpodyieMy TMOBTOPHOTO
BBO/A JAHHBIX TPU 3aMOJTHEHUN PA3TUYHBIX YUYETHBIX
¢opmM. JIlunemMma COBpeMEHHOI CUTyallMU, 3aKJI04alo-
masicss B aBTOHOMHOCTU (hbeJiepaqbHbIX U TEPPUTOPHU-
aJIbHBIX PETUCTPOB, MOXKET OBITh pellieHa TpU Tepexoie
K TIOMOIYJbHOMY TIOCTPOCHUIO 3JEKTPOHHOW Meau-
IIMHCKOW KapThl [22] B paMKax CTaHIapTU3allUW KJIW-
Huvyeckux onucanuii [23]. OcobeHHO 3TO BaxkKHO, KOT1a
OIMH U TOT € peOEHOK MOXET ObITh BKJIIOYEH B HE-
CKOJIBKO (heliepalibHbIX PEeTUCTPOB (Hampumep, Tpyu Ha-
JIMYUU BPOXIEHHOU MaToJI0TUM y pebeHKa, OT KOTOpO-
ro OTKa3aJMCh POAUTEIN, MHPOPMALIUS O HEM TOJKHA
OBITh 3aHECEHAa B PETUCTP JAETE-CUPOT, B PETUCTP BPO-
JKIEHHBIX TTOPOKOB Pa3BUTHSI U B PETUCTP MO JETCKOM
WHBaIUMIHOCTU). B Takom ciydyae HapyiaeTcsl I0-
CTyJIaT OJHOKPATHOTO BBOJAA MAaHHbBIX, YTO YBEIUYU-
BaeT Harpy3Ky Ha MEIMIIMHCKWUI MepcoHal U TIPOTH-
BOJICMCTBYET CHUMXEHUIO TPYAOBBIX U (DUHAHCOBBIX
3aTpaT. B TexHo0oruu MOIyJbHON apXUTEKTYphl 2JIeK-
TPOHHBIX MEAWIIMHCKUX KapT CHelnuaaIu3upoBaHHbIC

Crierpeructp

Pucynox. ®opMHpOBaHHE CHENUATU3MPOBAHHBIX MEIUIMHCKHUX Peru-
CTPOB HAa OCHOBE MOJYJbHO-CTPYKTYPHPOBAHHBIX 3JIEKTPOHHBIX MeIH-
muHCKuX Kapt (DMK).

PETUCTPBI MOXHO paccMaTpuBaTh KaK (hyHKIIMOHATb-
Hble WJIW YCJIOBHO BUPTyaJbHBle MOHATHSA. [1o Mepe
rnmepexoja Ha DJIEKTPOHHBIE MEAUIIMHCKUE KapThl WX
«cOopKa» OyneT TPOU3BOIUTHCS B LIEHTPaX 00pabOTKU
U XpaHeHUsT TaHHBIX COOTBETCTBYIOIIETO YPOBHS Ha OC-
HOBE TOJIUIEBBIX JeNMepCOHUMPUIIMPOBAHHBIX 3aITy-
ceif Mo TaHHBIM Ha TEKYIIWI VI BHIOpAHHBIA MOMEHT
(cM. pucyHok). [lpu orcyTcTBUM Kakoi-11nb60 nHbop-
Malyu, HeoOXOIMMOW IJiT BHOBb BBOIWMBIX pETry-
CTPOB, MOTpPeOyeTCs JUIIb CO3MaHUE IOMOJTHUTEIBHO-
0 CaTeJUIMTHOTO MOMYJS 3JEKTPOHHOU MEIUIIMHCKOW
KapThl, TOTA KaK B HACTOSIIee BpeMsl B 3TUX CIyJasix
YTBEPKIACTCS U TTOUIEKUT 3aTTOTHEHUIO HOBAsT ydeTHast
¢dopma. M3noxeHHBIN TOAXOA B OTHOIIEHUM (POPMHU-
pPOBaHUST CIEIUMATU3UPOBAHHBIX PETUCTPOB TO3BOJUT
OTKa3aThCsl OT 3aTOJIHEHWST W Tiepelauyd CIelnaTbHBbIX
YYETHBIX (POPM HEMOCPEACTBEHHO B (eepanbHyIo 06a3y
JAHHBIX, YTO 3HAYNUTETbHO CHU3UT PacXoJ BpeMEeHU Me-
TUIIMHCKOTO TepcoHana 1 MHTepHeT-TpacduKa Ha BBOJ
JAHHBIX ¥ TTOUCK HEOOXOAMMOI KapThl B KaXKI0M U3 pe-
TUCTPOB TSI €€ MOTIOTHEHUST Y PeIaKTUPOBAHUS B CITy-
Yyae BBISBICHHBIX OITNOOK.

HoBrle nH(MOpMAIIMOHHBIE TEXHOJIOTHU TPU KOM-
IUIEKCHOM WX MWCIIOJb30BaHUM B TeIUaTPUICCKOM
MpaKTUKe AOJKHBI o0ecrieunuBaTh «paboOTy Ha ormepe-
XKeHue» (pUCK, MPOTHO3 TeueHwus, u np.). CoBpeMeH-
HBII 3Tanm MHOOpMATU3aIUKM 3ApaBOOXpaHeHUsT Gop-
MHUPYET OCHOBY [IJis Tiepexola Ha TPUHUIMUMHATBHO
HOBBIIf YPOBEHb MPOBEIECHUSI MACIITaAOHBIX KIMHUKO-
HayJYHBIX WCCIeNOBaHUN B TleAMaTpPUM, KOrma OymyT
JOCTYITHBI TIPAKTUYECKU JIIOObIe BBIOOPKU METUIIAH-
CKMX TaHHBIX.
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Oc00eHHOCTH MIMMYHHOTO CTATYCA W CHCTeMbI HHTeP(EPOHa y JeTeli paHHero Bo3pacrta
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Specific features of the immune status and interferon system of infants

M.V. Kushnareva, T.V. Vinogradova, E.S. Keshishian, V.V. Parfenov, V.D. Koltsov, G.S. Bragina,
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University, Ministry of Health of the Russian Federation, Moscow; Honored Academician N.F. Gamaleya Federal Research
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O00011IeH HAYYHBIA MATEPUA 10 UH(EKIMOHHO-BOCTIAJUTEIBLHBIM 3200J1€BAHUAM BUPYCHOU M/W/IM OAKTEPHAIbHOI ITHOJIOTHH Y Jie-
Teii panHero Bo3pacra. Ilpeacrasienbl 0c00eHHOCTH Pa3BUTHA MIMMYHHO# CHCTEMBI B 11€JIOM, BKJII0YAsi cUCTeMy HHTepGepoHOB. DTOT
BO3PACTHOM MEPHOJ] XapaKTepu3yeTcs «(hU3M0JI0THIECKOi» TyMOPAJIbHOI HIMMYHHOI HEJOCTATOYHOCTbIO, CHIDKEHHOM aKTUBALMeil CH-
CTeMbI KOMILIEMEHTA, HeJIOCTATOYHbIM CHHTE30M IIMTOKUHOB, B TOM yHcJie HHTepdeponos, T-KkieTouHoii MIMMyHOCYnpeccueii, Hapyiie-
HHEM MEXKKJIETOUHOM Koomepanuu, cJ1adoii (hyHKIMOHAIbHON AKTHBHOCTBIO HATYPAJIBHBIX KWJLIEPOB 1 (harouuTos. B 3ToT nepuosn npo-
HCXOJUT HAKOILIeHue nHopManuu 00 aHTUreHax OKpyKaiouieii cpensl Ha (hoHe (hYHKIMOHUPOBAHHS NEPBMYHOTO MMMYHHOTO OTBETA,
4TO0 He 00eCIeYnBaeT CTOWKOI NMPOTHBOMH(EKIMOHHO! 3ammThl. HecMoTps Ha MMeromumiicss GOJbIIOH apceHAT NPOTHBOBUPYCHBIX
CpPeACTB M METOOB NPOMUIAKTHKYA HH(EKIMOHHO-BOCTIAJUTEIBHBIX 3200J1€BAHMIi BUPYCHOM M OAKTEPHAIBHOI 3THOJIOTHH, HEOOX0IUM
TIOMCK HOBBIX MOIXO0/I0B B Jie4eHNH HH(EKIMOHHOI NATOIOTHH C Y4eTOM 0COOEHHOCTEl MMMYHHOTrO CTATyCa y /ieTeii paHHero Bo3pacTa.

Karoueewte caosa: demu, pannuii 6o3pacm, yacmo boseroujue oemu, UMMYHHAS CUCMeMA, UHMEPDepPoH.

The paper summarizes research material on viral or bacterial infections and inflammatory diseases in infants, which are repre-
sented by the specific features of the development of the immune system as a whole, including the interferon system. This age period
is characterized by physiological humoral immune deficiency; decreased activation of the complement system; insufficient synthesis
of cytokines, including interferons; T-cell immunosuppression; impaired intercellular cooperation, and a weak functional activity |
of natural killer cells and phagocytes. In this period, information on environmental antigens is accumulated in the presence of a
primary immune response, which does not ensure a steady anti-infectious defense. In spite of the available large arsenal of antiviral
agents and methods to prevent viral and bacterial infections and inflammatory diseases, there is a search for novel approaches to
treating infectious diseases with consideration for the specific features of the immune status in infants.

Key words: children, infancy, frequently ill children, immune system, interferon.

PaHHMﬁ BO3paCT SIBJISIETCS BaXXKHBIM 2TarlOM B pa3-
BUTUM pebeHKa. DTOT Mepuol XU3HU COIPOBO-
KIaeTcsl ero ajganTaiueil K okKpyxkatoliei cpene, MH-
TEHCUBHBIM (QU3NUYECKMM U HEPBHO-TICUXWUYECKUM
pa3zBuTHEeM, (QYHKIIMOHAJIBHBIM CO3pEeBaHUEM OPTaHOB
n cucteM. OT TOTO, KaK MPOXOAAT 3TU (PU3NOJIOTHYE-
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125412 Mockaa, yi1. Tanaomckasi, oM 2.
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reHe3a u koppekiuu cucreMsl uatepdepona GHULIBM um.H.D. lamanen
KosnbiioB Butanuii JIMUTpUeBUY — CT. HAyYH. COTP. TOM Ke JJabopaTtopuu
bparnna lanuna CepreeBHa — Hay4H. COTp. TOM e JabopaTopuun

Mapummna Onbra BacunbeBHa — HaydyH. COTp. Toil ke JiaGopatopuu
Iycena Tarbsina CepreeBHa — HayuH. COTP. TOM e J1abopatopuu

123098 Mockaa, yi. lamaneu, 1. 18

CKMe TMPOoIecChl B paHHEM JETCTBE, BO MHOTOM 3aBM-
CUT 3I0pOBbE JeTe M UX COLMaJIbHOE OJIarormojydue
B T€YEHHUE BCeil mocneaywoieit xxuzum [1—3].

W3BecTHO, YTO cpenM JIeTeil paHHETO BO3pacTa Be-
JIMKa 4YacToTa WHGEKIIMOHHO-BOCTIAIMTEIbHBIX 3a-
OosieBaHUI, OCOOEHHO OCTPBIX PECMUPATOPHO-BU-
pycHbix uHbpekuuit (OPBU), koropasi mpesbliiaer
TaKOBYIO BO BCEX OCTaJbHBIX BO3PACTHBIX TEPHUOIAX.
Tak, B 2014 1. o61Ias 3a60J1€Ba€MOCTb T'PUIITIOM B Cpe/l-
HeMm 1o Poccum cocraBuia 9 Ha 100 000 HaceneHust
¢ MaKCMMAaJIbHBIM TMoKa3aTeJieM B BO3PAacCTHOM TpyrIie
nereit 1—2 et — 32,36 Ha 100 000 meTeit 3TOTO BO3pa-
cra [4]. Hepenko pa3BuBaIoTCsl BUPYCHO-0aKTepuaib-
Hble MUKCcTHHGeKIMK. Tak, B 10—15% ciydaeB rpumi
OCJIOXKHSIETCSI Pa3BUTHEM BHEOOJbHUYHON TTHEBMO-
Huwn, B 8—12% — 3aboneBanusimu JIOP-opranos [5—7],
B 2—3% — muokapautamu [8]. Ilpu BUpycHO-OaKTe-
pUAbHBIX MUKCTUHMEKIUIX PECIMUPATOPHOTO TpaK-
Ta yallle BCEro BhIceBaIOTCsST Streptococcus pneumoniae,
Str.  haemolyticus-3 epynnot A, Staphylococcus au-
reus, Haemophilus influenzae, Moraxella catarrhalis
uau Neisseria catarrhalis [9—12].
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dopmupoBaHUe MUKPOOPTAaHU3MaMHU  OUOILIEHOK
Ha CJIIM3UCTBIX 000JI0YKaX 3aTPYAHSIET TTPOHUKHOBEHNE
MOJ, HUX aHTUOMOTUKOB, YTO CITOCOOCTBYET OOpa3oBa-
HUI0O aHTUOMOTHMKOYCTOMYMBBIX IITAMMOB U CO3JaHUIO
0y4aroB pe3ucTeHTHO# nHbekn. KpoMe Toro, Mukpoo-
Hble OMOTUIEHKH, BEPOSITHO, MOTYT HapyIIUTb B3aWMO-
JeiicTBre U (QYHKIIMOHWUPOBAHNE MMMYHHBIX KOMITOHEH-
TOB MECTHOU MPOTUBOMH(EKIMOHHON 3amuThl [9, 11].
JInst ycrnenrHoro je4eHusi CMelllaHHbIX BUPYCHO-0aKTe-
pUaIbHBIX MH(MEKIINI HEOOXOAUMO TIPUMEHEHHUE JieKap-
CTBEHHBIX CPEICTB, AKTUBHBIX B OTHOIIIEHUN YKa3aHHBIX
TPYTIT MUKPOOPTaHU3MOB.

B nerckoii momyasiuyMu paHHEro BO3pacTa BbICOKA
nmonst (mo 75%) ocoboii KaTeropuu MalMeHTOB — 4acTo
OosierolInX JeTel, KOTOpble TOABEPraroTcss MOBTOPHO-
My 3apakeHUIO JbIXaTeTbHBIX MyTeil Jaiie 6 pa3 B TOJ
[13, 14]. PecniupatopHble MHMEKIIUU Y MaJIEHbKUX Je-
Teil Bcerma COMpPOBOXIAIOTCS BOCIAJIEHUEM pPa3TUUHBIX
OT/IEJIOB PEeCIMPaTOPHOTO TpaKTa U CUHIPOMAJIbLHO TTPO-
SIBJISTFOTCSI pPUHOCUHYCUTOM, (DAPUHTUTOM, JJADUHTUTOM,
TPaxeoOpPOHXUTOM, a TaKXKe 00OCTPEHUEM XPOHUUYECKUX
3abosieBaHui. TskenbiMu (popMaMu OCJIOKHEHHOTO Te-
yeHus rpurnna 1 OPBU MoryTr ObITh OTUTBHI, aHTUHBI,
IMHEeBMOHMU, MEHUHTUT. Hepenko 3aboneBaHus MOTYT
MPUHKUMATh 3aTsKHOE TeueHue [13, 15, 16].

HemanoBaxxHbiM (hakTOpoM B yBeIMYEHUU MHODEK-
LIMOHHO-BOCTIAJIUTEIbHBIX 3a00JIeBAHUI Ha COBpPEMEH-
HOM 2JTare y JeTeil paHHero Bo3pacTa, HE MMEIIINUX
CTOWKMX OpPTraHWYEeCKUX MOPaXXKEHUI, SBISIETCS CHUXE-
Hue 3((HEeKTUBHOCTY UMMYHHOT'O OTBETa TT0 CPaBHEHUIO
¢ 1980—1990 rr. [14, 17]. ¥V nmereit [I-IV rpynm 310poBbst
3a nociaeaHue 20 JieT yBeJIMYWINCh 3HAUMMBbIE Hapyllie-
HUST B (PYHKUIMOHWUPOBAHWM MMMYHHOI, B TOM YHCIIe
naTepdeporoBoii cucteMbl (MDH). B Gonbleit cremne-
HU 3TO XapaKTepU3yeTCs HETOCTaTOYHOCTHIO PE3ePBHBIX
BO3MOXHOCTE TPOTUBOMHMEKIIMOHHOM 3aIIuTHl [7, 16,
18]. Hapacranue gactotsl 3a0oeBacMoctt OPBU cpenn
JIeTelt TPOMCXOAUT B Bo3pacTe oT 6 mec 10 6 stet [19-21].
DTO SIBNISIETCSI BCeOOIeld 3aKOHOMEPHOCTHIO, KOTOpast
MPOCEXMBAETCS y IeTel BO BCEX CTpaHaX MMpa He3aBU-
CMMO OT 3KOHOMMWYECKOTO YPOBHS UX pa3Butus [21, 22].
YkazaHHOE 00CTOSITETLCTBO CBSI3aHO C O0IeOMoIornye-
CKMMHU TeHETUYECKU NeTePMUHUPOBAHHBIMU TIpoliecca-
MU (OPMUPOBAHUSI UMMYHUTETA y yeaoBeka [3, 21, 22].
Bricokast BOCIpMUMYNBOCTD K MH(MEKIIMOHHBIM areHTaM
JieTeil paHHEro Bo3pacTa, B TOM YHCJie M 4acTo 0oJjieto-
IIMX, CBSI3aHA C BO3PACTHBIMU OCOOEHHOCTSIMU Pa3BUTUSI
UMMYHHOM cuctemsl [18, 19, 23].

CraHoBJIeHNE U pa3BUTHE UMMYHHOI CHUCTEMBI Y pe-
OeHKa TPOMCXOMUT B TeYeHHe 15 JieT, To3TOMY MMMYH-
Hasl cuctemMa B JIETCKOM BO3pacTe MMeeT ocoOble (hyHK-
LIMOHAJIbHBIE XapaKTEPUCTUKU W OTJIMYAETCSI OT TaKOBOM
B3pOCJIOTO 4yeoBeKa. Takoit (peHOMeH, KaK «MMMYHHasl
MamsiTb», HE HaclieAyeTcsl, a MpUoOpeTaeTcsi B Mpoliecce
pa3BuTus pebeHka. Ipornecc «o0ydeHNsI» UMMYHOKOMIIE-
TEHTHBIX KJIETOK TPO0JIKaeTcsi MHOTHe Tobl. OH Xapak-
TepU3yeTcsl TOCTENIEHHBIM HaKOTUIeHUEM WHGOpMaluu

00 aHTUTeHaX oKpyXatoliei cpenbl. UMMyHHast cucrema
MpUOOpeTaeT CIOCOOHOCTh «y3HABaTh» ITU UYXEPOIHbBIC
AHTUTEHbI, YTO COTMPOBOXIACTCS paCUIMPEHUEM CITeKTpa
crnel(prUIecKUX aHTUTE W KJIETOYHBIX TTOMYJISIIIUiM, He-
CYIIMX UMMYHHYIO TIaMsITh [22, 24, 25].

OHTOreHeTUYeCKO OCOOEHHOCTbIO MUMMYHHOI CH-
CTeMbl HOBOPOXIEHHBIX M JIeTeil TpyaIHOTOo BO3pacTa
SIBJIIETCSl HEIOCTaTOYHAsl aKTUBAIMSI CUCTEMbl KOMILIE-
MEHTa, MpUYeM B OOJIbIIEH CTENEeHU MO KIaCCUYEeCKOMY
nytu. B aTOM Bo3pacTe B 1jiazme KpOBU KOHIIGHTPALIUSI
OT/IEJIbHBIX KOMITOHEHTOB Kjaccuueckoro mytu — Clr,
C2, C3, C4 B 2 paza HUXe ypOBHS y B3pocibix [19, 24].
Oco0eHHO HHU3KKEe TIoKa3aTeJIM aKTUBHOCTU CHUCTE-
Mbl KOMIUIEMEHTAa OTMEYEHBbl Y HEJIOHOIIECHHBIX NeTei
C CEeICcucoOM B OCTPOM Tepuoje 3aboneBaHus. B panHeM
BOCCTaHOBUTEJIbHOM Tepuone Ha 2—3-M Mecsle XU3HU
Yy 3TUX JeTell MPOUCXOAUT UCTOIIEHNE alIbTePHATUBHOTO
MyTH aKTUBAIlMM KOMIUIEMEHTa. Y NeTeil ¢ 3aiepKKoii
BHYTPUYTPOOHOTO Pa3BUTHSI MOKA3aTEIM KJIACCUUECKOTO
MyTH CUCTEMbI KOMITJIEMEHTA B pa3rap cericuca B 1,5 pasa
HUXE, YeM y JeTeit C CeTICUCOM, HO C pa3BUTHEM, COOT-
BETCTBYIOIIIMM CPOKY recrauuu [25].

TlepBoe mosiyronve XKM3HU YCJIOBHO HAa3bIBAIOT TIe-
proaOM  «(U3MOJIOTUYECKON TYMOpPaJIbHOW MMMYHHOM
HEIOCTaTOYHOCTH 4esioBeka». B aTtor mepuon pebeHOK
3allMIIEeH aHTWUTeJaMM MaTepu, ITaCCMBHO TMepeaaH-
HBIMU TITOAY. AHTUTENa aKTUBHBI TTPOTUB MHOTHX BO3-
Oynutesneil OakTepualbHBIX M BUPYCHBIX WH(EKINA.
WM3BecTHBIM UCKITIOUEHUEM SIBJISIETCSI BUPYC — BO30Y-
IUATEb  PECIUPATOPHO-CUHTUIIMATBHON — MHGEKIIUH,
MPOTUB KOTOPOI ryMopalibHasl MacCUBHAs 3allluTa HeI0-
craroyHa. [Tonynepuon kataboan3Ma MaTEPUHCKUX aH-
tuten IgG cocraBnsier 21 cyT, moaToMy Ha poHe KpaiiHe
HU3KOTO CMHTE3a aHTUTEJT 3TOTO KJjlacca OpraHM3MOM pe-
OeHKa MPOMCXOAUT CYIIECTBEHHOE CHUXXEHUEe KOHIIEH-
tpamu IgG B KpoBU MeXIy 3-M 1 6-M MecsILIaMy XXU3HA
(«IIpoBaJ UMMYHUTETa») [24, 26].

Pa3zButne rymopajbHOro 3B€Ha MMMYHUTETAa MMeEET
0COOEHHOCTM Ha pa3JIMYHBIX 3Tarnax oHToreHesa. buo-
cuHre3 IgG HaumHaetcs y 1ona ¢ 10-i Hemeau BHY-
TpuyTpoOHOTO pa3Butus, IgM — ¢ 12-it Henenu, a IgA —
3HAUUTEJIbHO TI03Xe, KaK IMpaBWUJIO, B MOCTHATaTbHOM
nepuone [22]. HawumbGosbiiee 3HauyeHWE B MPOTUBOWH-
(beKIIMOHHON 3aluTe TIoAa W HOBOPOXIEHHOTO IMpPU-
HaJUIeXKUT UMMYHHOM cructeMme MaTepu. Tak, y 310pOBBIX
OepeMEeHHBIX XEHIIUH cofepxkaHue IgA u IgM B KpoBu
CTaOWJIbHOE Ha MPOTSIKEHUU BCeil OEpeMEHHOCTU U He
OTJIMYAETCSI OT YPOBHSI Y XKEHIIWH PEerpoayKTUBHOTO
Bo3pacta. OgHako ypoBeHb IgG BospactaeT K 36—37-ii
Henesle OEpeMEHHOCTHM M CHMXAeTCsl K MOMEHTY pO-
noB (40-s1 HenmessI) 10 YPOBHSI, KOTOPBI HE OTJWYaeT-
csl OT TIOKazaTelsisl y >KEHIIMH JeTOPOJHOTO BO3pacTa.
TTockonbKy IgG siBiIsIeTCSI €IMHCTBEHHBIM KJIACCOM MM-
MYHOTIJIOOYJIMHOB, KOTOPBI TTPOHUKAET Yepe3 TUIAlleHTY,
TO yKa3zaHHasl TiepecTpoiika UMMYHHOI CHUCTeMblI Oepe-
MEHHOM KEHIIIMHBI o0ecreunBaeT TpaHCIIalleHTapHbI
rnepexo/ 3HaYuTeabHOro konuvectBa IgG B mocienHue
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HeJenn 6epeMeHHOCTH UM ero HaKOIJICHWe B OpraHM3Me
miona [19, 26]. DToT MexaHU3M Tepemadyd UMMYHHBIX
(akTOpOB OT MaTepu TUIOAY MMEeT OCOObIii OMOJIOTH-
YeCKMI CMBICI, TaK KakK 00ecIieuyrMBaeT HeoOXOIMMYI0
KOMIIeHCcalMIo (hU3MO0JOTUIEeCKOro aedUuluTa UMMYHO-
TJIO0YJIMHOB Pa3BUBAIOIIEMYCST OPTAHU3MY M CO3MaeT OIl-
TUMAaJIbHbIE YCJIOBUSI JUIsI TOC/ENYIOlIei ero anantauuu
BO BHEYTPOOHOI JKU3HMU.

Henocrarounoe noctyrienue IgG B cucreMe MaTb—
IO TIPY HEBBIHAIIIMBAHUY O€PEMEHHOCTU COTJIACYeTCsT
C €T0 HU3KMMMU TI0Ka3aTeJsIMU B KPOBU HETOHOIIEHHBIX
nereid mpu poxaeHuu. Haunbonee Hu3KMe mokasare-
M IgG uMmerT MecTo y rIyOOKOHEIOHOIIeHHBIX AeTei
¢ Maccoii tesa meHee 1500 r 1 recTaliMOHHBIM BO3pacTOM
29—33 Hen ipu poxkaeHUHN [26].

Heduuut IgG B KpoBM y HENOHOUIEHHBIX JeTEi
B IOCTHATaJIbHOM IIepHoJie KaK YCJIOBHO 3I0pPOBBIX,
TaK M ¢ WHOEKIMOHHO-BOCTATUTEIbHBIMU 3a00Je-
BaHUSIMM COYETaeTCsl C TOHWXKEHHOU (aromutapHoi
AKTUBHOCTBHIO HEWTPODUIOB U MOHOIIUTOB KPOBH, KO-
Topast XapaKTepHu3yeTCsl yMEHBIIeHUEM ITOTJIOTUTEb-
HOl W TmepeBapuBalollel CcrnocoOHOCTH (aroiuToB,
CHUXEHHOM BBIPAOOTKOM aKTMBHBIX (hOPM KHCIOPO.a,
HEpEeaKOo He3aBeplleHHBIM (arouuTo3om [11, 25, 26].
CreneHb 3aBepIIEHHOCTH (PArolmmTo3a COOTBETCTBY-
eT TSKECTU MH(MEKIIMOHHOTO Tipollecca: HamboJIbIlee
YTHETEeHUe TiepeBapuBaoIeil COCOOHOCTU HEUTPOhU-
JIOB KPOBU MMEET MECTO Y HeTelt ¢ cerncucoM. OmHAKO co
BTOPOTO TTOJIYTOAMS KU3HU BO3pacTaeT aKTUBHOCTD (ha-
TOIIUTOB C TTOJTHOLIEHHBIM 3aBeplieHreM (arouuTapHo-
ro npouecca [26, 27]. Y 1oHOILIEHHBIX AeTeil Ha IEPBOM
TOAy >KW3HUW (aromuTapHas aKTUBHOCTb HeEUTpohu-
JIOB MOXET OBITh CHMKEHA KakK 3a CYeT HeTOCTAaTOUHOM
OTCOHU3UPYIOIIE aKTUBHOCTU IIJIa3Mbl KPOBM, TaK
U BCJIEICTBUE HEIOCTATOYHOTO CUHTE3a IIUMTOKMHOB [ 19,
26]. Jeuut rpaHyJOLIUTaAPHOTO U MOHOLIMTAPHO-Ma-
KpodaraTbHOTO XeMOTaKCUca COXpaHSeTCs Ha MPOTs-
JKEHUH BCETO Tepuoaa paHHero Bo3pacta [20]. ¥ 6oib-
IIMHCTBA JeTeil paHHEro Bo3pacTa C TPaxeoOPOHXUTOM
U TTHEBMOHMEl OaKTepualbHOW 3THOJIOTUU, a TaKXKe
¢ OPBU darouurapHast pyHKIMST HEUTPODUIOB KpOBHU
nojasieHa [26, 28—30].

Ha nepBoMy romy >XM3HM B pe3ysbTaTe MepBOTr0 KOH-
TaKTa UIMMYHHOI CHCTeMbl peOeHKA ¢ aHTUTeHaMH BHe-
ITHEW cpellbl UMEeT MECTO TIEPBUYHBI UMMYHHBIN OTBET
yepes3 MOoBbIIIeHWe cHTe3a aHTuTels Kiacca IgM. C Bos-
pacToM MPOUCXOAUT TepPeKITIOYeHNe TYMOPATbHBIX —pe-
akuuit uMMyHHoro otseta ¢ IgM Ha cunte3 IgG. K koH-
11y TIEPBOTO TO/Ia XXKM3HU B KPOBM Y JeTell KOHLIEHTPAIIUST
IgG cocraBnsier 50—60%, a IgA — Tonbko 30% oT cpeaHuX
3HAYEHMI Y B3pocbiX. K KOHITYy BTOpOTo Toja XNU3HH YpOo-
BeHb IgG u IgM cocrabsiet yxe okosio 80%, a IgA — 40%
VYPOBHS Y B3pOC/bIX. Ha BTOpOM rofy >KM3HU COXpaHsIeT-
¢S TIEPBUYHBIN XapaKTep MMMYHHOTO OTBeTa Ha MHOTHE
AHTUTEHBI, HO UMMYHHasl CUCTeMa YKe B OOJbIIeil cTe-
TIEHU TIepeKITIoYaeTcss Ha OOpa3oBaHWME aHTUTENT Kiacca
IgG. Onnako cuntes cybkmnaccos IgG, u IgG, cHuxeH

OB30PbI JINTEPATYPbI

Ha AaHTUTEeHBbl OTIENbHBIX CEPOTUTIOB Prneumococcus
u Haemophylus influenzae n moaToMy He 0o0pa3yloTcs aH-
TATEJAa K 3TUM BO3OYAMTENISIM, KOTOpBIE TMPEACTABIISIOT
0CcO0yI0 OMacHOCTb ISl AeTei TEePBBIX TpeX JIeT KU3HU
[20, 22]. ¥V neteit panHero Bo3pacra ¢ OpOHXUAIbHOM acT-
moit 1 OPBU Ha ¢oHe cHUXeHUsT KOHLIeHTpauuu IgA cy-
LIECTBEHHO YBEJIMUMBaeTCs ypoBeHb B KpoBu I1gM u IgE,
a y TalMeHTOB 0e3 aTONMMM TakKe TMOBBIIIAETCS MoKa3a-
teb IgM u B meHblieii ctenenu IgE [29].

B aToT e nepuos y nereit CHUXXKeHa MpoTUBOMH(pEK-
IIMOHHAsl 3alllMTa MECTHOTO MMMYHUTETa CIU3UCTBIX
ob6ojouek apixarenabHbix myteil (BALT) m kulieuyHuka
(GALT), B cBS3M C UeM [T COXPaHSIIOT MOBBIIIEHHYIO
YYBCTBUTEJBLHOCTh K OaKTepUaTbHBIM U BUPYCHBIM BO3-
oynutensim. [Ipu mccrenoBaHUM METOIOM UMMYHOMEp-
MEHTHOTO aHajiM3a B TMOCTHATaJbHOM II€pUOJIE CIIeIO0-
BbIe KojimuecTBa sIgA B KompoduisTpaTax BbISBISIIOTCS
y Bcex aeteit [31, 32] u Tonbko y 30—80% neteii B Bo3pa-
cre 1,5—2 Mec — TIpHu MCCIIEAOBAaHNN METOIOM paaniaib-
Hoit ummyHonuddys3um B arape [32]. K 3 romam ypoBeHb
sIgA Bo3pacTaeT, HO OCTaeTcsl CyIIeCTBEHHO HUXE, YeM
y B3pociabix [33]. Y meTeii mepBoro rojaa KU3HU ¢ MHPEK-
LIMOHHO-BOCTIAJIUTEIbHBIMU 3a00JIEBaHUSIMU  COJIepXKa-
Hue sIgA B KompoduisTpaTax JOCTOBEPHO BHIIIE, YeM
Y 30POBBIX, YTO yKa3bIBaeT Ha HaJIMUKME OTBETHOI peak-
1My opraHu3Ma Ha uHdexkuuio [32, 34].

B TpaxeoOpoHXMaNbHBIX acnupaTax y HeTed mep-
BBIX MECSIIEB KU3HU 0e3 MH(pEKIIMOHHO-BOCTIATUTEb-
HbIX 3a0o0JieBaHUli OOHApyXXeH HU3KUI YpoBeHb SIgA
MpU BBICOKOM COJIep>KaHUM HEeHUTpohUIoB, Makpodaron
1 TUM@OIIMTOB, OJHAKO KJIETOYHAs aKTMBHOCTh OCTa-
ercst cimaboit [11, 35, 36]. Yacrora obHapyxXeHust sIgA
W ero KOHIICHTPAIUs B JBIXaTeJBHBIX MyTSIX ITOBBIIIA-
eTcsl TIpY IMTHEBMOHMU 1 TPaXxeOOPOHXMTAX KaK peakiiusl
WMMYHHOM cuctembl Ha nHgekuuio [11, 35]. B HocoBoM
CeKpeTe y MalMeHTOB B BO3pacTe oT 6 Mec 10 3 JIeT KOH-
neHTpaums sIgA m n1M3olmMa CylecTBeHHO HUXeE, YeM
y B3pocibix [30].

DU3NoNOTUIECKUN JAePUIIAT MECTHOM WMMYHHOU
3alIUTHl KUIIEYHWKA Yy JeTeld, HaXOMSIIUXCS Ha TpyaI-
HOM BCKapMJINBaHUW, KOMIIEHCHUPYETCSI 3alllUTHBI-
MU (pakTOpaMu MaTepMHCKOTO MOJIOKa, HO B BO3pacTe
or 1 roma 10 3 JeT 3TU NEeTU MaJio 3alllUIIEHbl OT KM-
IIeYHBIX WHpeKIni. BMecTe ¢ TeM ObIXaTedbHbIE MTyTH
He WMEIOT TaKOM 3allUThl, KaK KUIIEYHUK, TMO3TOMY
C POXIEHUS 1 10 3 JIET OHU COXPAHSIIOT BBICOKYIO BOC-
MPUUMYUBOCTD K MHOEKIIMOHHBIM TTaTOTEHAM.

TToMHOLIEHHBI MECTHBIIT MMMYHUTET (JIU30IIUM,
IgA, slgA, nedeHsunbl) (GopMmupyeTcs y neTeil TOJbKO
K 5—7-netHemy Bospacty [20, 24, 37—40]. Kpowme Toro,
y JIleTeil paHHEero Bo3pacTa CHUXeHa akcrpeccust Tos-
nomooHbIX peuenTopoB (TLR2-, TLR4-peuentopos)
Ha 3MUTEMAIbHBIX KJIeTKaX U KOHILIEHTpauus necheH3mn-
HOB B CJIU3U JIbIXaTeJIbHBIX MyTel, YTO CITOCOOCTBYET pas-
BUTHIO pecrniupaTopHbiX uHbekuii [7, 13]. ¥V yacto 60-
JICIOIIMX AeTeil paHHEeTO BO3pacTa MOXeT HaOJIIoIaThCs
OTCPOUYEHHOE pa3BUTHE MMMYHHOI CHUCTeMbI (TTO3MHUIA
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CTapT), YTO XapaKTepu3yeTcsl CHUKEHUEM CITOCOOHOCTHU
KJIETOK Tiepudeprueckoil KpoBU K CUHTe3y MHTepdhepo-
HOB, CHMXeHUeM ypoBHs IgA, sIgA U aHTUMUKPOOHBIX
nenTtuaoB B caone [9, 20, 22, 30, 38].

B nmepuon paHHero neTcTBa MHTEHCUMBHO pa3BUBaeT-
cst muMdolanuTeNMaabHas rJioTouHas cucreMa. OObIYHO
CO BTOPOTO TOJYTOAUS XKU3HU TTIPOMCXOINUT TTOCTETIEHHOE
¢dopmMupoBaHUe HEOHBIX MUHIAIWH, KOTOpbIE Yy OOJb-
LIMHCTBA JIETei MOSIBIISIIOTCS B ITOCAEAHEH YEeTBEPTH Tep-
BOTO TO/Ia XXU3HU. Pexke OHM BBISIBIISTIOTCS YKe Ha 6—7-M
Mecsite Xu3au. @opMupoBaHre HEOHBIX MUHIAIUH 3a-
Bepiaercst B Bo3pacte 3—5 netr. Ha BTopoMm romy XuszHu
HauMHaeTcsl (POPMHUPOBaHUE TJIOTOYHON MWHIATUHBI
¢ 3aBeplleHMeM Ipouecca K 5—7 romam [6, 20, 24, 41].
Takum oOpa3om, y OOJBIIMHCTBA NIeTE€ paHHEro BO3-
pacta nuMdosNuUTeIMaIbHasl TJIOTOYHAsl CHUCTeMa elle
He 3aBeplinyia MOpHOoGYHKIIMOHATIEHOE pa3BUTHE U HE
MOXET 00€CIeYnTh JOCTATOUHYIO 3alIUTy OT MH(EKIINH.
B 1iesiom 0coGeHHOCTH UMMYHHOI CUCTEMBI Y 3THUX Jie-
Teil onpeaessitoT 0ojee BICOKYIO YYBCTBUTEILHOCTD Op-
raHu3ma K mHpeKIun 1 MeHee auddepeHmpoBaHHbIN
3alIUTHBIN OTBET IO CPABHEHMIO CO B3POCITBIMU.

CucremMa MMMYHUTETa B TIEpUOAEC HOBOPOXKIEHHO-
CTU M B TIOCTHATAJIbBHOM MEPUOJIe HAXOAUTCS B COCTOSI-
Huu (usnonornueckoi cynpeccun. Mmeer mecro mo-
BbIIIIEHHOE 4uCJIO T-TMM@OIUTOB, TTPEUMYIIECTBEHHO
T-cynpeccopos (CDS8). U3-3a cnaboit sKkcrpeccuu Mo-
nexkyn B3aumoneinictust CD40L Ha T-nmumdonurax 3Ha-
YUTEIBHO CHIDKEHA MX Koorepalus ¢ B-mumdonuramu,
YTO MPUBOAUT K CJIa00I CITIOCOOHOCTHU TTOCIEIHUX K 00-
pa3oBaHMIO aHTUTEJ. bUoJIOrnYecKunii CMbICH CyTnipeccuu
WMMYHHBIX PeaKLNi Yy HOBOPOKAEHHBIX U B TTOCTHATAJb-
HOM TMepuoNe 3aKJoYaeTcsl B TPeAyINpeXkIeHUN pucKa
Pa3BUTHS TSKEJBIX MMMYHOITATOJIOTMUECKUX pPeaKInit
MPU MaCCUBHOM KOHTaKTe peOeHKa ¢ aHTUTEHAMU OKPY-
Karouieit cpensl [22].

VY nereit paHHero Bo3pacTa Majl0 MEHSIOTCS WM-
MYHO(MDEHOTUITBI JIEMKOIIUTOB U JUM(MOIMTOB KPOBH.
OpHako ToIBepraeTcss WU3MEHEHMSIM UX YYBCTBUTEIb-
HOCTh K ILMTOKMHaM. Tak, yCMJIMBAaeTCs aKTUBAIMSI
¢ynkumit T-xennepos (CD4), koTopasi onpenensiercst
co3peBaHMeM pellenTopoB pacro3HaBanus CD40L, mo-
3BosIsTIOIMM T-uMdorMTaM BCTynaTh B TIPSIMOIT KOH-
TakT ¢ B-nmuMmdonuramu u akTMBUPOBaTh UX (PYHKIIMU.
OTtMedeHa TeHASHLMS K IIpeobiagaronieii mpoandepa-
mun T-xenmepoB Th2, ¢ KOTOpbIMU CBSI3aHO pa3BUTHE
aJlJIEprUYecKnX peakiivii, OCOOEHHO MO BIUSHUEM
pecTMpaTopHO-CUHIUTHATBHOM U afcHOBUPYCHOM WMH-
dexmum [22, 37]. B mocnenHue Mecsibl MepBOro rojaa
W Ha BTOPOM TOJly XW3HU HayMHaeTcsl MepeopueHTa-
1IMsI UMMYHHOTO OTBeTa Ha MH(MEKIIMOHHbIE AHTUTEHBI:
CO CBOHMCTBEHHOTO TIJIOAaM M JETSIM MEPBOTO TOJYro-
nust ku3Hu Th2-orBeta Ha Thl-oTBeT, xapaKTepHbIi
st UHGEKIIMOHHOTO Tpoliecca Y B3pOCIbIX. DTU 0CO-
OEHHOCTM MMMYHHOW TIepecTpOiiKrM OOYCIOBIMBAIOT
0oJiee BHICOKYIO UyBCTBUTEJIbHOCTh OpraHu3Ma pedbeHka
K BO30ynuTeasiM MHGpeKIIuu U MeHee nuddepeHuImnpo-

BaHHBI OTBET UMMYHHOW CUCTEMBI IO CPAaBHEHUIO CO
B3pocibimu [19, 20, 24].

WccnenoBaHue cocTosSIHUSI UMMYHUTETA y 4acTo 00-
JISIOLMX JeTeil paHHEro Bo3pacta Mokazajlo ux cjaadyio
3alUIIEHHOCTh OT MHMeKuuu. Tak, y aTux nereii B me-
pUO KJIMHUYECKOTO OJIarOTIONYy4YusI U OTCYTCTBUS TIpU-
3HaKOB pPECMUpaTOpHON WHGMEKIMU ObUIM BbISIBJIEHBI
M3MEHEHUSI B MEXKJIETOUYHOM B3aUMOICHCTBUN KOMIIO-
HEHTOB MMMYHHOI cucTteMbl. TakKe YCTaHOBJIEHO TIO-
BBIIIIEHUE KOHIIeHTpaluu uHtepiaeiikunos (UJI1) — WUJI-
2, NJI-4 u uMTOKMHOB, YYacTBYIOIIMX B XpOHU3ALMU
npoueccoB Bocranenust (MJI-6 u WJI-8). TMapannensHo
MMEJI0 MECTO CHUXXEHUE KJIETOYHOM IIUTOTOKCUYHOCTU
U aucuMMyHorsiooynuHemusi. [loBwiiasoch B KpoBU
cofiep>KaHWe KJIETOK, KOTOpPbIe 3KCIIPECCUPOBAIU pe-
LIENTOPbI, MHAyLMpYolue arnonTo3. [1pu aToM nHIYLIM-
poBaHHasi MPOIYKIIUSI TTPOBOCHATUTEIBHBIX ITUTOKUHOB
ObLIa HETOCTATOYHOM, UTO CBUIETEIHCTBOBAIO 00 MCTO-
IIEHUM PEe3ePBHBIX BO3MOXHOCTEI UMMYHHOM CHUCTEMBbI
[7]. Apyrumu uccienoBatelssMA y BCeX JIeTell paHHEro
Bozpacta ¢ OPBU Takke oTMedaslochb BBICOKOE COMEp-
xkanue WJI-2, mpuuem y neteii ¢ OpoHXMAIbHOM acTMOit
rnoxasareJsib ObUT JOCTOBEPHO BbIIIIE, YeM Y IeTeil 6e3 aTo-
nuu. Beicokuii ypoBeHb NJI-2 KOCBEHHO CBUIETEIbCTBY-
er 00 ycunenuu auddepeHmposku ThO-mumdonutos
B Th1-1uM@ounThI 1 €r0 BOBJIEYEHHOCTH B ITPOIIECC aH-
TUTeI000pa3oBanusd [29].

Bricokasi mipeapacronokeHHOCTh 4acTo OOJeIIInX
JeTell paHHEero Bo3pacTa K MOBTOPHBIM POTaBUPYCHBIM
WHGEKIMSIM U CKJIOHHOCTb WX K Pa3BUTHUIO OaKTepH-
aJIbHBIX OCJIOKHEHUM CBSI3BIBAIOT CO CHUXXEHMEM KOJIM-
yectBa CD11b kieTok, KOTOpbIE 3KCIPECCUPYIOT MO-
JIEKYJIbI MEXKJIETOUHOW anre3uu | Tuma u peuentopbl
K puHOBHUpYycam [7].

V 92% 4acTo GOJIEIOMINX IETEN B «CIIOKOMHBIN» I1e-
pUOA MEXIY pecrnupaTOpHbIMU 3a00J1€eBaHUSIMU BbISIB-
JIEHbl HapyILIeHWUSI B COCTOSIHUM MMMYHHOU CHUCTEMBI.
C onHOI CTOPOHBI, 3TO OBUIM TIPU3HAKU UMMYHOIehU-
muta — JUMQOIIeHHUs, CHUXEHHUE TPOLIEHTHOro U ab-
COJIIOTHOTO KOJIMUECTBA CYOMOIyJSIUMi JTUMGOIIUTOB,
Hecymmnx CD3-, CD4- u CD8- peuenTopsl, 1Mo cpaBHe-
HUIO CO 3I0POBLIMU JIeTbMHU, peako oonetommmu OPBU.
C apyroii CTOpPOHBI, Y 4acTO OOJICIOIIMX JeTell oTMeua-
Jlach HampsKEHHOCTh MMMYHUTETa, Ha UTO yKa3bIBajio
JIOCTOBEPHOE YBeJMUEHUE TTPOLIEHTHOTO U abCOIOTHOTO
comepkaHust B KpOBU JTUMGOIUTOB ¢ Mapkepamu CD16
u CD19. HanpsixeHHOCTb TYyMOPaJIbHOTO UMMYHUTETA
BbIpaXkajlaCh B CHUXXKEHUM KOHIEHTpauuu IgA B KpoBu
B 1,5 pa3a 1o cpaBHeHUIO ¢ HOpMOIi [42].

B patore B.K. KotnykoBa u coaBr. (2007) npoaemMoH-
CTPUPOBAHO, YTO y JeTell paHHEro BO3pacTa ¢ YacThIMU
peumauamMu OPBU kak y 60ybHBIX OpOHXMATBLHON acT-
MOi#1, TaKk 1 0e3 aTronuu, HabJIJaeTCsl HANPSKEHHOCTh
MpPOIIECCOB  MMMYHHOTO pearupoBaHusi, HapylleHUe
MEXKJIETOUHON Koorepaluuu M Hajaudue neduiura pe-
3€pPBHBIX BO3MOXHOCTE WMMYHOKOMIIETEHTHBIX KJle-
tok. [IpusHakamu aerpeccu UMMYHUTETa Y 3THUX JeTei
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SIBJISIETCS HU3KOE IO CPAaBHEHUIO CO 3M0POBBIM AETh-
MU OTHOCHUTeIbHOe copepxkanue B KkpoBu CD3-, CD4-,
CDS8- numdouuToB, MOBBIIIEHUE WUMMYHOPETYJISITOP-
Horo MHIekca (Oosee BbIpaXeHO y AeTeil Oe3 aTornum).
V nereit ¢ acTMOil oTMeYaoch 6oJiee BbIpaXXKeHHOE CHU-
KeHne comepxxanust Mapkepa CD20 u skcnipeccu HLA
DR. Cumxenue nokazarenss HLA DR ykasbiBasio Ha oT-
CYTCTBUE aJIeKBaTHOTO OTBeTa y AeTed Ha MHQEKIIUIO
[29]. Ipyrue aBTOpHI MPUBOIST aHAJIOTUYHYIO XapaKTe-
PUCTUKY MMMYHHOTO CTaTyca y MallMeHTOB C pecrupa-
TOPHOI MH(EKIMeil, a UMEHHO pa3BUTHE TPAH3UTOPHOM
T-k1eTOYHOM UMMYHOCYTIpeCCUr, CHUXEHUE (YHKIINO-
HaJIbHOW aKTMBHOCTHM HaTypaJIbHBIX KWJIJIEPOB, a TaKXKe
¢aroiMTapHOil 1 MeTabOIMYECKOI aKTUBHOCTH HEHUTPO-
¢unoB nepudepuueckoii kposu [23, 28, 43].

MMmyHHas cucteMa 4esioBeKa HaXOIMTCs B Hepas-
PBIBHOI CBSI3M ¢ cucTeMoll mHTepdepoHa. B HacTosee
BpeMsl UMMYHOMOIyJIMpYIOlliee AeiicTBUEe WHTepdepo-
HOB Xopomo m3y4deHo. Tak, mHTepdepoH-0 CIT0CO0-
CTBYET yBeJIMUYEHHUIO yncia Fc-penentopoB Ha MmeMOpa-
Hax MakpodaroB, YTO HEOOXOAUMO JJIsI OCYIIECTBICHMUS
¢aroumnTapHoit GyHKIIMU U aHTUTET03aBUCUMON LIMTO-
TOKCUYHOCTU 3TUX KJeToK. MHTepdepoH-3 uHrnudupyet
T-cynpeccopsl. B mpoTHBOMOIOXKHOCTE eMy UHTepde-
POH-Yy aKTUBUPYET 3TU KJIETKU W UHUIIMUPYET CUHTE3
pacTBOpUMOTo (hakTopa Cympeccu UMMYHHOTO OTBeETa.
HNHurtepdepoHbl-o. U1 -y BO3AEHCTBYIOT Ha aKTUBHOCTH
ecTecTBeHHBIX KujiepoB. [loa neiictBuem mHTepdepo-
HOB-0 U -3 MPOUCXOAUT YCUJIEHUE IKCIPECCUN Ha TO-
BEPXHOCTU KJIETOK AaHTUT€HOB TIJIABHOTO KOMILJIEKca
rucrocoBMectumocTtu | Kiacca, a mon neficTBUEM MH-
TepdepoHa-y — ycujieHUue 3KCIPecCur aHTUTEHOB TJ1aB-
HOTOo KoMmruiekca rucrocoBMmectumoctu Il kimacca. Dto
B CBOIO ouepeqb MPUBOIUT K YBEJIUUYEHUIO aKTUBHOCTHU
AHTUTEHIIPE3EHTHUPYIOIIMX KJIETOK, YCUJIEHUIO CEHCH-
omnmm3aunu T-XearmepoB, BO3pacTaHUIO IIUTOTOKCHY-
HOCTM MOHOLIMTOB, TMOBBIIICHUIO CeKpeluu ¢akTopa
Hekposza ontyxonu u UJI-2 [23, 44, 45].

BaxxHbIM CBOWCTBOM MHTEP(HEPOHOB SIBISETCS CITO-
COOHOCTh TIPENSITCTBOBATh BHYTPUKJIETOUHON pEerUIM-
Kallud BUPYCOB, aKTUBUPYS OTBET KJIETKHW Ha BUPYCHOE
nHdumposanue. MHTepdepoH 3amyckaeT B KJIeTKax Ka-
cKajJ OMOXMMUYECKUX peaklUil, TPUBOISIIMX K TO/IaB-
JICHUIO CMHTEe3a BUPYCHBIX OelKoB [23, 45—48], a Takke
K TOJaBJAEHUIO0 COOPKU 1 BBIXOJAa BUPYCHBIX YacTull [47,
48] 1 aKkTUBALIMU TIpoliecca aronTo3a MHOUIIMPOBaHHOM
kyeTku [49, 50].

OnHako pecnipaTopHbIe BUPYCHI B Ipoliecce CBOei
9BOJIIOLIMM U TION NEUCTBUEM MHUIIMMPYIOIINX (haKTo-
POB CIOCOOHBI BUIOU3MEHSITHCS ((PEeHOMEH aHTUTEHHOTO
npeiicda). B pesynbrare 3TOoro mpoiliecca OHM M30eraroT
HEUTpaNu3yoInX ACHCTBUN aHTUTEN, OJOKUPYIOT WH-
Tep(epOHOBBI TyTh aHTUBUPYCHOM 3alllUThl U TpPaHC-
(GopMUPYIOT 3alllUTHBIE BOCTAJIUTEIbHBIE peaKIuu
B marojormyeckue [51]. OgHO# M3 caMbIX BBIpaKeHHBIX
MMMYHOITIaTOJIOTUYECKUX peaKIMii pecriMpaTOpPHbIX BU-
PYCHBIX MHMEKINIA SBISIETCS «IIUTOKUHOBBIN IITOPM».

OH xapaKTepu3yeTcs TUIIEPCUHTE30M 1 TUIIepceKperneit
MPOBOCTIAJIUTEIbHBIX IIMTOKUHOB, YTO COMPOBOXIAETCS
pa3BUTHEM KJIMHWYeCKU Tskeabix popm OPBU u oco-
OCHHO TpUIINAa C BBICOKOW JETAIBHOCTBIO W OOJIBIIUM
KOJIMYECTBOM OCJIOKHEHUI. 3a BOBHUKHOBEHUE «IIUTO-
KWHOBOTO IIITOPMa» OTBETCTBEHHBI MYTallUM HEKOTOPBIX
BUPYCHBIX T€HOB, KOTOpbIE 00JIEr4aloT CUCTEMHYIO MHBA-
3110 BO30ynuTesiei U 0J10KUPYIOT (PU3NOJOTUYECKUE aH-
TUBUPYCHBIE MEXaHM3MBI 3allIUTLI opraHu3Ma [52].

WHTepdepoHsbl SIBISIOTCS BaXKHBIMU (paKTOpaMu He-
crnennUIecKoil pe3UCTEHTHOCTU OpraHu3Ma 4esioBeKa
C caMbIX paHHUX 3TanoB ero passutus [32]. UHTepde-
POH-0. BIIEPBbIE HAUMHAET OIPEACISITECS B TKAHSX T101a
¢ 10-i1 Hegenu G6epeMeHHOCTU. B 3TOT mepuon B anuTe-
JIMAJIbHOM pyIMMEHTe TUMYCa OOHapYXKUBAIOTCS MepBbIe
KJIETKU TUMGbOUIHOTO psiia, MHTEHCUMUIIMPYIOTCS TIPO-
1IeCChI KJIETOUHOM U TKaHeBo# nuddeperHunanuu. C 10—
22-i1  Hemenu, Korga OTMeEYaeTcsl MaKCHMasbHast
npoaudepaTuBHas aKTUBHOCTb, MHTep(hEpPOH-¢. OTpe-
NeJIsieTcsl BO BCeX opraHax (JIerkue, cepiie, KUIIeYHUK,
KOXa, MbliIibl, MO3T). UHTepdepoH-y oOHapyxuBaeT-
csl B TedeHUe 0EpeMEHHOCTH B HEOOJIBbIIIOM KOJMYECTBE.
MHoroo6pasue ¢pyHKUIMI MHTep(PEPOHOB 1aeT OCHOBA-
HUE CUUTATh, YTO OHU OCYIIIECTBIISIIOT KOHTPOJIbHO-PEry-
JISTOPHYIO POJIb B COXPAaHEHUM TOMe0CTa3a ¢ CaMbIX paH-
HUX 3TAIIOB pa3BUTHUs opraHu3Mma [45, 53].

WsyyeHnne cucrembl MHTepdepoHa y AeTeil cBuUie-
TEJILCTBYET O €€ BO3PACTHBIX 0cOOeHHOCTsIX. Tak, y nerei
B Bo3pacte oT | Mec 10 1 rofa cnocobHOCTh K MPOAYKIIUU
nHTepdEepOHOB KIeTKaMu nepudepruieckoil KpOBU CHU-
KeHa B 9 pa3, a y mereil B Bo3pacte oT 1 roma 1o 3 et —
B 6 pa3 1o cpaBHEHUIO CO B3pOCILIMU MalueHTaMu [23].

VY nereit paHHero Bo3pacta ¢ MH(pEKIIMOHHO-BOCTIA-
JINTEJILHBIMUA  3a00JIEBaHUSIMA BUPYCHOM M/WiIM OaKTte-
pUaIbHON 3TMOJOTUM HapyllaeTcsl (yHKIMOHUPOBaHUE
MMMYHHOI CUCTEMBI U TECHO CBSI3aHHOM C HEl CUCTEMBbI
nHTepdepoHa, YTo 1 JIEXKUT B OCHOBE (DOPMUPOBAHUST 3a-
6oJIeBaHUI Pa3IMYHBIX OPTAaHOB U cucTeM [41, 44, 46, 54,
55]. B Oomblieit cteneHW 3TU HapyLIEHUS MPUCYTCTBY-
IOT Yy HEJOHOIIIEHHBIX JIeTel TIEPBOTO roja XXU3HU, B TOM
Yuciie ¢ OYeHb HU3KOM Maccoii Tejia Tpu poxXaeHuu. Tak,
MpU Pa3BUTUU TSKETbIX (hopM MHOEKIIMOHHO-BOCTIATM-
TeJbHBIX 3a00JIeBaHUI (ITHEBMOHMSI, MEHUHTUT, CETICUC)
y OTUX JeTeil Hapsily ¢ HU3KMMHU ToKasaTeJssMU TpakK-
TUYECKM BCEX 3BEHbEB MMMYHHUTETa OTMeYeHa ciabast
CMOCOOHOCTh K TIPOAYKIIMM KJIeTKaMM Teprdepruieckoi
KPOBU MHTEP(PEPOHOB-0. U -y MO CPABHEHUIO C YCJIOBHO
3I0POBBIMU JIETBbMU TOTO K€ T'eCTallMOHHOTO BO3pacTa
U 3I0POBBIMM JOHOILIEHHBIMU I€TbMH [26, 28].

IIpyn MeHUHTUTAX TeMOMWIHHOW 3TUOJIOTUN Y AeTelt
TPYIHOTO M paHHEro Bo3pacTa B OCTPOM Tiepuoje 3a00-
JIeBAaHUSI YCTAHOBJIEH BbIPaXXEHHBI WHTpaTeKaIbHbBII
CUHTE3 MHTepdepoHa-y € MPEBBILIEHUEM HOPMaIbHBIX
BeJIMUMH B 8 pa3. OQHOBpPEMEHHO B 2 pa3a MOBBIIIAJICS
YpOBeHb MHTephepoHa-o MPU HOPMaJIbHOM CoOjepKa-
HuU uHTepdepoHa-f B 1MKBope. B nepuosa pekoHBasec-
LIEHIUU UHTEep(EepoH-B MpaKTUYECKU HE OMpenessiics,
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YPOBEeHb MHTepdEepOHa-y CHIXKAJICS 0 HOPMBI Ha (hoHe
YBEJIWYEHUSI KOHIIEHTpalluu uHTepdepoHa-a B 3 pasa
10 CPaBHEHUIO C HOPMAaJIbHBIMU 3HAUYeHUSIMU. B KpoBu
comepkaHue WHTepdEepOHOB He TpeTeprieBajo BbIpa-
JKeHHBIX M3MeHeHMit. Takoil crieKTp mHTepPEepOHOB CO-
MpSKEH ¢ aKTUBALME TPOTUBOMHMEKIIMOHHON 3aLIUThI
MpEeVMYIIEeCTBEHHO B ouare BocmaneHust [56]. Y 3mopo-
BBIX JIeTE ¥ B3POCITBIX MHTEP(MEPOHBI-0L U -y B CHIBOPOT-
K€ KPOBHU OTCYTCTBYIOT WJIM BCTPEYAIOTCSI B KpaiiHe HU3-
KO# KOHLIEHTpaLuu [56—58].

BonbIIMHCTBO MccemoBaTeieil 0TMEYaloT, 4To y Je-
teit ¢ OPBWU Hapymienus: mHTepdepoHOBOTO cTaTyca
XapaKTepU3yIOTCS CHUXKEHUEM CITOCOOHOCTH K MHIYIIU -
POBaHHOU TPOAYKIINM WHTEP(HEPOHOB-0. U -y UMMYHO-
KOMTIETEHTHBIMU KJIETKAMU, yTHETeHEM (DyHKIIMOHATTb-
HOI aKTMBHOCTH HaTypaibHbIX KusutepoB Ha 30% [16, 27,
54, 59], yMeHbllIeHUeM aHTUOKCUIAHTHOTO TOTEHIIMaa
CBIBOPOTKM KPOBM U 11epeOPOCITMHAIIBHON XUIKOCTH
[23, 28, 43]. EcTb maHHBIE, YTO Y YacTo OOJICIOIIUX Je-
Tell TPOTUBOBHUPYCHAsE aKTUBHOCTb CHIBOPOTKU KPOBH
10 CPEIHUM TTOKa3aTeJIsIM JIOCTOBEPHO BBIIIIE, a YPOBEHb
WHIYIIMPOBAHHOTO YPOBHS MHTEP(HEPOHOB-0, U -y HITKE,
YeM y anu3oandecku ooseromux. Oco0eHHO 0TMeYaIoch
rogaBiieHne (B JECATKM pa3) MPOAYKIUU MHTepdepo-
Ha-y. TakKe BBISBIICHAa BBIPaKEHHAs TTOJIOXUTEIBHASI
KOppENSIIMOHHAsT B3aMMOCBS3b MEXIY YPOBHEM CIOH-
TaHHOW TIPONYKIIMU WHTepdepoHa-y W KOIMUECTBOM
NK-xnetox (r=+0,69) [37].

VY nereit ¢ yacto peuuausupyommmu OPBU ycra-
HOBJIEHa CHIDKEHHAST pe3epBHast BO3MOXKXHOCTb MHTEpGe-
pOHOTeHe3a KaK B OCTPOM Tepuoe 3a001eBaHUs, TaK U B
Mepyo PEKOHBAJIECIEHIIMU, YTO CITOCOOCTBYET 3aTSIK-
HOMY Te4eHHIO 00Jie3HU, (GOPMUPOBAHUIO OCIOXKHEHUIA
U TIOBBILIEHHOM YacTOTe PEeKYPPEHTHBIX MHMEKIU pe-
crnmpaTopHoro Tpakra [7, 16, 29, 54, 60, 61]. Hau6oib-
masi HeJJOCTaTOYHOCTh CUHTe3a MHTEePhEPOHOB-0, U -y
C 0OYeHb HU3KUM YPOBHEM TTOCJIEHETO BBISIBJIEHA Y IeTel
¢ OPBU u actmoii [29].

OcTpble KUIIeuHble MHGEKIUY BUPYCHOM 3THOJIOTUN
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MI/ITOXOHI[pI/IaJII)HbIe KapauoMHuonaTuu

U.B. Jleoumvesa, E.A. Hukonaesa

OCIN «Hay4yHO-1ccnenoBaTenbCKUn KNMHUYECKUIA MHCTUTYT neamatpum uMm. tO.E. Benstuwesa» N60Y BMO PHNUMY

H.W. Nuporosa, Mockea

Mitochondrial cardiomyopathies

LV. Leontyeva, E.A. Nikolaeva

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

PaccmoTtpeHa npo0JieMa TMATHOCTHKH reTePOreHHbIX (hOPM MUTOXOHIPHAILHBIX KAPAMOMHONATHIA, CBA3AHHBIX C HAPYIIEHMEM OKHC-
JMTENbHOTrO (hochopHIMpPOBAHUS M CHIZKEHHEM AKTUBHOCTH MUTOXOHIPHAJILHOM 3J1IEKTPOHHO-TPAHCIIOPTHOI CUCTEMbI BCJIEICTBHE
MYTALMU reHOB MUTOXOHAPHAbHOI uin sineproii JIHK. ITonqyepkHyTo, 4T0 MUTOXOHIPHA/IbHBIE KAPAUOMUONATHH PEIKO NPeICTAB-
JISIIOT U30JIMPOBAHHOE NMOPAXKEHHE MHOKAP/A, Yalle CJIYKAT NPOsIBIeHHeM MYJIBTHCUCTEMHOro 3200 eBanus. Jlana XxapakrepucTuka
KapIMOMHONATHY NPH OTAEIbHBIX MUTOXOHIPHAILHBIX CHHAPOMAX, OTPAXKEHbI BO3MOXKHOCTH JIeYeHHUs] IATOIOTHH.

Karouesote caosa: demu, kapouomuonamus, mumoxoropuanvHoe 3abonesanue, cundpomst Kepnca—Cetipa, MELAS, MERRF, NARP,
bapma, Jlu, youdexapernon, cykyunamot, yumoxpom C, 1e60KapHUmMuH.

The paper considers the problem of diagnosing the heterogeneous forms of mitochondrial cardiomyopathies associated with impaired
oxidative phosphorylation and decreased activity of the mitochondrial electron transport system due to mutations in mitochondri-
al or nuclear DNA genes. It is emphasized that mitochondrial cardiomyopathies rarely present as an isolated myocardial lesion
and more frequently serve as a manifestation of multisystem disease. The paper provides the characteristics of cardiomyopathies in
some mitochondrial syndromes and shows the possibilities of treating this disease.

Key words: children, cardiomyopathy, mitochondrial disease, Kearns—Sayre syndrome, MELAS syndrome, MERRF syndrome, NARP

syndrome, Barth syndrome, Leigh syndrome, ubidecarenone, succinates, cytochrome C, levocarnitine.

apIMOMUONATUM — TeTeporeHHasl rpymma 3a00-
eBaHWI, XapaKTepU3YIOIIMXCS BbIPAXXEHHOM CTPYyK-
TYpHOI TepecTpOrKOl MHOKapaa, 3JI0Ka4YeCTBEHHBIM
TEYEHUEM, PE3UCTeHTHOCTbIO K Teparuvu, BbICOKOM
CMEpPTHOCTBIO BCJIEJICTBME HapacTalolleil WJIM BO3HM-
Kalollleil BHE3alHO TIpY Pa3BUTUM KM3HEYTPOXKAIOIINX
CepIeYHbIX apUTMUI, CepAeYHO HEeIOCTaTOYHOCTH.
B GosnbimHCTBE ciydyaeB AMarHOCTMKA KapauoOMUOTaTHi
OCHOBBIBAETCS Ha KJIMHWYECKUX CUMIITOMAaX M JAHHBIX
(yHKIIMOHATBLHOTO OOCJIEIOBaHMSI, B TIEPBYIO OYepellb
axoKapauorpacduu, Ipyu 3TOM UCTUHHAS STUOJIOTHUS 3a-
OoJsieBaHMSI YacTo He ycTaHaBiuBaercs [1, 2].
OCHOBHBIMU MPUINHAMU KapaIUOMUOTIATHI SIBJISTIOT-
csl TeHeTu4eckue (pakTopsl (B TOM YUC/Ie MyTallMu T€HOB
CapKOMEPHOTO KOMIUIEKCa, HaCcIeICTBEeHHbIE HapyIIIEHUS
oOMeHa BEIIECTB), BOCHAJIMTEIbHbIE U3MEHEHUSI B MUO-
Kapne (Tpu auiaTallMOHHOM KapmuomuonaTtuu) [1, 3,
4]. Ha ocHOBaHUM COBpPEMEHHBIX 3KCIEPUMEHTATbHBIX
U KJIMHUYECKUX MCCIeNOBaHUi ObLia BbIAEJIEHA TpyIa
KapIMOMMOMATUI, CBSI3aHHBIX C HapylIeHUEM OKMUCIIM-
TeJabHOTrO (hochOpUIMPOBAHUS U CHUXKEHUEM aKTHUBHO-
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CTH MUTOXOHAPUAIBHOM 3JIEKTPOHHO-TPAHCIIOPTHOMN CU-
CTEMbI BCJIE/ICTBME MYTallMM T€HOB MUTOXOHPWAIbHOM
wnu sinepHoit JIHK. Bospocimii nHTepec K MUTOXOHIPU-
aJIbHBIM KapJAMOMUOIIATHSIM OOYCJIOBJIEH HOBBIMU BO3-
MOKHOCTSIMU B TMarHOCTUKE U JICUEHUU 3TOU MaTOJOTUH.
MuToxoHapuaibHbIe KApAMOMUOIIATUN MOTYT OBITh OTIpe-
JIeJIeHbI KaK 3a0o0JieBaHUsI MUOKap/a, aCCOLIMMPOBAHHbIE
CO CTPYKTYPHBIMM, KOJTUUECTBEHHBIMU U (DYHKIIMOHATb-
HBIMU HapyIIEHUSMU MUTOXOHAPUIA TNOO ¢ KOMOMHAIIU-
eii aTux HapyueHuit. Kak npaBuio, MUTOXOHApUAJIbHBIC
KapIMOMMOTIATUU SIBJISTFOTCSI COCTABHOM YacCThbIO TMOJIMOP-
TraHHOTO 3a00JIeBaHUSI, PeXe BCTPEUaloTCsl KaK M30JUpO-
BaHHOE nopaxkeHue cepaua [5-7].

BaxxHbIM 3BEHOM TIaTOreHe3a MUTOXOAPUATbHBIX
OoJie3HEel CIYXUT KIETOYHBIN 3SHEpreTuueckuit nedu-
ot [8, 9]. HepBHast n MbIlIeyHas TKaHb HanMOoOJIee YyB-
CTBUTEJIbHA K YCJIOBUSIM 3HepreTuyeckoro rojiona [10].
B cBs13u ¢ 3TUM He ciyyaitHo 3HIIedanonaTusi, OTcTaBa-
HUE B MICUXOPEYEeBOM U MOTOPHOM Pa3BUTHUU, CYIOPOTH,
MBIIIIEYHAsT TUTTOTOHUST U KAPIMOMMOTATHSI — OCHOBHBIE
MpU3HAKW, BCTPEYalolIMecss TpPU MUTOXOHAPHUATbHOM
MaTOJIOTUU.

l'eneTnueckue acnekTbl. MMTOXOHApPUAIBHBIE Kap-
JNIMOMUOTIATUN MOXHO pa3lieJIUTh Ha ABe OOJbIINEe TPYII-
Mbl: BO3HUKAIOIIIWE BCJIEACTBUE MYTallMii MUTOXOHIPU-
anpHOM U snepHoit JTHK.

MuToXOHIpUATbLHBIE KapAMOMHONATHH, OOYCJIOBJIEH-
Hble MmyTanusivu mutoxonapuaabHoii JIHK. MuTtoxonapu-
anpHag JIHK npeacrasiser coboit ocoOylo CTPyKTypy
BHesinepHoit IHK, comepxut 37 reHOB, KOOUPYIOIINUX
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cyovenuuuibl I, III—V KoMIIeKCOB NbIXaTeIbHOM 1IeTH,
TpaHcTopTHbIe U pubocomanbHbie PHK. Myrtauuu mu-
toxoHapuanbHoit JJTHK BeayT K paccTpoilcTBY pabOThI
CUCTEMBI BJIEKTPOHHO-TPAHCTIOPTHOW 1IEMU U  OKMHC-
JuTeNbHOTO (hocopunmpoBaHus, HApPYIIEHUID MHUTO-
XOHJIpUAIbHOTO CcHHTe3a Oenka. JledeKTsl MUTOXOH-
npuanbHoit JITHK 00bIYHO TipeacTaBiaeHbl KpPYMHBIMU
JIeeIMsIMU, HEPENKO COYETAIOIIMMUCS C AYTUIMKAIUsI-
MU (B POJIOCJIOBHBIX BCTPEUYAIOTCSI CTIIOPAIUYECKM U HE
HaclenylTcs1), U TOYKOBbIMU MyTauusiMu. [lociaenHue
HacJenylTCsl C BBICOKMM PHUCKOM, CTPOTrO IO MaTe-
PUHCKOW JIMHUM (MUTOXOHApPUAIbHOE, MaTEPUHCKOE,
WJIX LIMTOTUIa3MaTUYEeCKOe HacjieJoBaHue). DTO CBSI3aHO
C TeM, YTO UMEHHO MaTepuHCKasl SIAIEKJIEeTKA CITy>KUT
WCTOYHUKOM MUTOXOHAPUI IS OpraHu3Ma peOeHKa.
[Tpu onileHKe KIMHUYECKOM 3HAUMMOCTHA MyTalluii MUTO-
xoapuanbHoii JIHK cnenyeT yuntsiBath a2 dekTbl roMmo-
U TeTeporuia3Muu (COOTHOIIIEHME MYTAaHTHOW M HOp-
manbHOi JIHK B kileTke/TkaHM), a Takke BO3MOKHOE
U3MEHEHUEe YPOBHSI TeTeporula3MUU B TEUEHUE KU3HU.
PaznuuHbie BapuaHTbl pacnpeneeHUs] MyTaHTHOM MU-
toxoHapuanbHoit JIHK B TKaHsSIX Tioma CyliecTBEHHO
3aTPYIHSIIOT OTpele/ieHue MeAUKO-TeHETUYeCKOTO TPo-
THO3a Y MOTOMCTBA KEHIIMH-HOCUTENe MWTOXOHIPU-
aJIbHBIX MyTanumii [11].

C MUTOXOHIPHUATBHBIMUA KapaAUOMMOMATUSIMU  ac-
COLIMMPOBAHBI TOYKOBBbIE MYTAallMd MUTOXOHIIPUATb-
HbIx TeHoB TpaHcrnopTHbix PHK — MTTLI (3243A>G,
3260A>G, 3303C>T), MTTK (8344A>G, 8348A>G,
8363A>G), MTTI (4269A>G, 4295A>G, 4300A>G,
4317A>G, 4320C>T), MTTG (9997T>C), MTTL?2
(12297T>C), MTTT (15923A>@G), a Takxe MyTallul MU-
TOXOHAPUAIbHBIX TEHOB OEJKOB JIbIXaTeJIbHOM LIenu —
MTATP6 (8528T>C), MTATPS (8993T>C), MmyTauuu reHa
unroxpoma b MTCYB (14849T>C, 15498G>A) [6]. Coue-
TaHUE MAaTEePUHCKU HacJIeIyeMOil MUOIAaTUM U Kapauo-
muonaTtuu (akpoHum MIMYCA — Maternally Inherited,
Myopathy, Cardiomyopathy) BO3HMKaeT Mpu MyTalMsIX
3260A>G u 3303C>T rena MTTLI. Jeneumii MUTOXOH-
npuansHoii JIHK saBnsitoTcss mpuunHO HECKOIBKUX MU-
TOXOHAPUAIBHBIX CUHIPOMOB, M3 HUX KapJAMOMUOIATHUS
BcTpevaercs npu cuHapoMmax Kepaca—Celipa n XxpoHuve-
CKOI1 Hapy>XHOU odTaabmorieruu [5, 6, 12, 13].

MHuTOXOHIpHATIbHBIE KapAHOMHONATHH, OOYCJIOBJIEH-
nHoie MmyTanusavu saepnoii JIHK. Ponb myranmii smepHbIxX
T€HOB B IIPOUCXOXIEHUW MUTOXOHIPUAIBbHBIX Kap-
NIMOMUOIIATUI CTajla OYEBUIHON B TMOCJIEIHEE NeCIATH-
snetne. fnmepHble TEHbI KOIMPYIOT OOJIBIIMHCTBO I10-
JIMTICNITUIOB 3JIEGKTPOHHO-TPAHCIIOPTHOM 11eTh  (TeHBbI
NDUFS2, NDUFV2 w nap.), KOHTPOJUPYIOT (HaKTOpbI
cOOpKM M (PYHKIIMOHUPOBAHMUSI AbIXATEJIbHBIX KOMILIEK-
COB Ha MUTOXOHApHanbHOU MemOpaHe (SURFI, SCOI,
SCO2, COX10, COX15 wn np.), obecrieunBalOT OUOTE-
HE3 MUTOXOHIPUIA, KOIAMPYIOT pruOOCOMasbHbIe OeKu
(MRPS22, MRPS16) v (pepMeHTBI OMOCHUHTE3a KOIH3U-
Ma Q) (COQY), KOHTPONUPYIOT (HAKTOPhI CTAOMIBLHO-
cti U perikaiuu MutoxoHapuansHoit JIHK (POLGI,

Jleonmvesa U.B., Hukonaeséa E.A. MUTOXOHIpUATbHbIE KAPAUOMUOTIATUI

ANTI, PEOI, TK2), cocTosiHue BHYTpEeHHE MeMOpaHbI
mutoxoHapuii (TAZ) [14—21]. dedeKTsl siaepHbIX TEHOB,
o0ecrieuynBaloIMX periMKaiuo U GyHKIMOHUPOBaHUE
mutoxoHapuaibHoit JIHK, BenyT K ee MHOXECTBEHHBIM
JeJeUUSIM WU AeTiiennu (UCTOIIEHWIO), YTO TTOMYEPKU -
BaeT TIABEHCTBYIOIIYIO POJIb SIIEPHOTO TeHOMa HaJl MU-
TOXOHIIpUaJIbHBIM [13, 22].

K HacrosiiieMy BpeMeHM IOKa3aHO, YTO MyTallMu
okosio 30 renoB simepHoii JIHK MoryT ObITh NpuumnHO¥
Pa3BUTHUST MUTOXOHIPHUATBHON KapaIUOMUOIIATUN — M30-
JINPOBAaHHOM (peXe) WKW B CTPYKTYpE TMOJMCUCTEMHOTO
3a0osieBaHmst [23]. IlepeueHb TakKMX T€HOB HEYKJIOHHO
yBeJnurBaeTcsi. B OOJIBIIMHCTBE CJlydaeB MUTOXOH-
NpyajibHasi KapAWOMMOTIATHSI XapaKTepu3yeTcsl paH-
HUM nebtotoM [24], coueraercs ¢ aHUedaToMuonaTuen
(3amepskKa pa3BUTHsI, MbIIIIEYHAs] TUTIOTOHUSI/ TUCTOHUSI,
CyIlOpOTH), pexe — C TYOYJISIpHBIMU PacCTPOMCTBaMMU,
nopaxxeHueM redeHu. B Tabmuiie rpeacTaBieHbl Ipyr-
bl MUTOXOHJIPUAJIBHBIX 3a00JIeBAaHUI C paHO MaHUe-
CTUpYIOLIEH Kapauomuoriatueit (B TOM 4ucjie y HOBO-
poxaeHHbIX). OCHOBHBIE TIPOSIBIIEHUSI, KaK IpaBUJIO,
HE OTJIMYAIOTCS CMeU(UIHOCTBIO, UTO 3aTPYIHSIET KIU-
HUYECKYIO JTUAarHOCTUKY, TpeOyeT nuddepeHnpoBaHUs
C JIOCTaTOYHO OOJIBIIIMM KOJUYECTBOM Te€TepOTeHHbBIX
3a00JIeBaHUIN, W JJI1 TEHETUYECKOTO TOATBEPXKIECHUS
NMarHO3a TIPUXOIMUTCS HCIOJb30BaTh TaHEJM TEeHOB
WJIM IpUOeraTh K 9K30MHOMY CEKBEHUPOBaHUIO.

B TO Xe BpeMsi mpu psiie HO30JIOrMYeCKUX (hOpM OT-
MeJyaeTcsl XapakTepHasi CMMITOMAaTMKa, Malolasi BO3-
MOXHOCTb YCTAaHOBJIGHUsI JMarHo3a Ha OCHOBaHUU
KJIMHWYECKNX MTAHHBIX W €ro TOATBEPXACHUs TIOCie
MOJIEKYJIIPHO-TEHETUUECKOTO MCCIeOBaHUs KOHKPET-
Horo reHa. Tak, nipu cuHapome CeHrepca (nedekT reHa
AGK) runeptpoduueckasi KapIMOMHUOIIATUSI COUYETAeTCS
¢ MMOTIAaTUYECKUM CUHIPOMOM, HU3KOU MEPEeHOCUMO-
CThIO (DM3MYECKOUN Harpy3Ku, BpPOXKACHHON KaTapaKTou
n jaktaT-auumo3oM [19]. Tumeprpodudueckass Kapamo-
MHOMATHST MOXET TpaHC(HOPMUPOBATLCS B AUJIATALIN-
OHHYIO C pa3BUTHEM cepleyHoil HemocTaTouHocTH [20].
I1Tpu nonosHUTETLHOM 00C/IEIOBAHWM BBISIBJISIIOT JIETLIC-
muto mutoxoHapuanbHoit JIHK, ¢enomen RRF («pBa-
HbIe» KpaCHbIE BOJIOKHA) B MBIILIEYHOM TKAHU.

IIpu cuenneHHoM ¢ Xxpomocomoii X cuHapome bap-
Ta (nedexr reHa 7AZ) HaOMOJAETCSl XapaKTepHOE CO-
yeTtaHuWe paHO MaHUpecTupyIlei (C MepBbIX Heneab/
MecsI1IeB XU3HM, WHOTAA MpeHaTaabHO) KapAuoMHUOmNa-
T (Yalle AUJaTallMOHHOM, pexe TUrnepTpoduyecKoii)
C 3alepXKON (PU3MYECKOTO pa3BUTHSI, MUOMATUYECKUM
CUHIPOMOM, HeliTpornieHuel. B moysioBuHe ciyyaeB peru-
CTpUPYETCS BBICOKasI TIOYeYHasi 9KCKPeIrs 3-MeTUIITITY-
TaKOHOBOW KMCJIOTHI, OTpakaroiiiasi BOBJIeUeHWe B TaTO-
JIOTMYECKUI TIPOLIeCC BHYTPEHHEN MUTOXOHIPHUATbHOMN
MeMOpaHsbI [25, 26].

B 0Ooznee crapmieM Bo3pacTe MOSIBISIIOTCS ITI€pBBIE
npusHaku atakcum Ppunpeiixa (Myraumm reHa FXN).
OOCTpyKTHBHasI TUrepTpoduyecKkass KapauoOMUOMATUS
SIBJISIETCSI BAXKHOW COCTaBJISIIONIEN 3TOro 3a00JieBaHUsI
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1 BO MHOTOM ompenesisieT ero mmporuo3 [27, 28]. Kpome
TOTO, TTO3/IHEN MaHUdecTaluel y MOAPOCTKOB WY B3pOC-
JIBIX  XapaKTePU3YIOTCST AWJIATallMOHHbIE KapaIuOMUO-
MaTUU, CcodYeTalolIrecsl ¢ aTaKCuell W JeTpecCUBHBIMU
cocTostHUSIMM (MyTaluu reHa POLGI) vav ¢ mporpeccu-
pylolieil HapyXHO# odTranbmoruierueii (MyTaliiu TeéHOB
ANTI, Twinkle, POLG2). HacnenoBaHue yka3aHHBIX 3200~
JIeBaHMI TTOMYMHSIETCS KITACCUIECKUM 3aKOoHaM MeHIest.

CoracHO MMEIOIIMMCST TaHHBIM, TIPU TIOMCKE MY-
Tauuii ToMbKO B MuToTOXOHIpuaiabHOi JIHK mmarnos
MHTOXOHAPUAIEHOM OO0JIE3HN BepU(PUIIUPYETCST TTOYTH
y 50% B3pOoCHBIX MAlIMEHTOB U TObKO Y 10—20% neTteit
[5,6]. D10 oTpaxaeT pacrpoCTPAaHEHHOCTb SIAEPHO-
U MUTOXOHIPUATBHO-KOIUPYEMBIX MUTOXOHIPUATBHBIX
3a00JIeBaHUIA Y OOJTBHBIX Pa3HOTO BO3pacTa.

JIpyrue BapuanThl mopaxkeHusi cepaua. Kpome Kap-
JMTUOMUOTIATUM, TIPU MUTOXOHAPUATHHBIX 3a00JIeBaHUSIX
HepeIKO TUAarHOCTUPYIOT U3MEHEHUS B TIPOBOJISIIEH CHU-
creme cepaua [29, 30], mpencraBieHHble GUOPYILISILIMEH
TIpecepanii, aTpUOBEHTPUKYJIIPHOM OJIOKaI0il, CUHIPO-
MoM Bonbda—ITapkuHcona—Yaiita, 610Kamoit nposeme-
Hu 110 yuKy [ica. [IIupokuit crieKTp HapyIIeHWiT MOKET
OBITh OOBSICHEH C MO3WILUK JAUCHYHKIUM aBTOHOMHOM
HEPBHOI CHCTEMBI, BBISBISIEMON y OOJBIIMHCTBA TTAIU-
eHroB. Tak, B uccienoBanuu R. Di Leo mokasaHo, 4To B
80% cnydaeB y OOJBHBIX ¢ MUTOXOHIPUAIBHOW MaTOJIO-
TMeil BBISIBIISTIOTCST TIPU3HAKA aBTOHOMHOM TUCHYHKIINH,
Mpu 3TOM B 46% ciydaeB OTMEYaloT BhIpaXKeHHYIO aBTO-
HOMHYIO TUCHYHKINIO, B 36% — yMepeHHYI0; Y OOJTbHBIX
VYCTaHOBJICHO JOCTOBEPHOE CHVKEHUE YPOBHS alpeHas -
Ha pu niepexone B optonosioxenue [30 |.

VYV manumeHTOB ¢ MUTOXOHIPUATBLHBIMU KapIMOMMO-
MaTUSIMUA TaKKe BCTPEUaloTCsl HapyIIeHUsI Mpoliecca pe-
nojsspusauuu B Buae ST—T uamenenutii [31]. BapuaHTsl
MOpaXXeHUsT CEPACIYHO-COCYIUCTON CUCTEMBI TIPU KJlac-
CUYECKUX MUTOXOHIPHUATBHBIX CHHIPOMAaX XapaKTepu3y-
I0TCS ITUPOKUM KJITMHUYECKUM TTOJTMMOP(MU3MOM.

Cunnpom Kepuca—Ceiipa Bo3HUKAET B cilyyae Hasu-
yus criopaandeckoil aeneruu MuoxoHapuaisHoit JIHK,
vy 90% malMreHTOB BBISBISIETCS HeNIeLNs, pa3Mep KOTO-
poii BapsupyeT ot 1,3 10 8,8 KO, pexke BO3MOXHA TyTUTH -

OB30PbI JINTEPATYPbI

Kamus [12]. 3abosieBaHMEe XapaKTepu3yeTcsl Kiiaccuye-
CKO¥t Tpmamoii: medroT B Bo3pacte 10 20 jeT, MUrMeHTHas
peTuHomnaTus, opraabMonapes (1ros) [32].

BapuaHTbl M CcTeneHb BBIPAXKEHHOCTU TIOpaKeHUST
cep/ia B GOJBITMHCTBE CJTy9aeB OMPEAEIISIOT TSKECTh Te-
yeHwus 1 nporHos3 cuHapoma Keprca—Ceiipa. MU3meHeHust
CO CTOPOHBI CepIeYHO-COCYIUCTON CUCTEMBI, KaK TTpaBU-
JIO, TIPOSIBJISTIOTCST HApYIIEHUSIMU B TIPOBOJISIIIEH CCTEME.
Ha BKI BwIsIBASIOT yuIMHEHUe uHTepBaia P—R, aTpuo-
BEHTPUKYJISIpHYIO O1oKamy 2—3-ii CTereHu, AUCTAIbHYIO
Onokany mipoBeneHus 1o nydky luca [33, 34]. dnurens-
HOE BpeMs MOpaXeHUE CEepIla MOXKET OCTaBaThCsl He-
pacro3HaHHBIM. MHOTma cepbe3HOoe BHUMaHHWE Bpadn
00palllaloT Ha COCTOSIHUE OOJIbHBIX TOJBKO TIPU (DOpMU-
POBaHUU TIOJTHOM aTPUOBEHTPUKYIISIPHOM OJIOKAIBI, TIPU-
BOASIIEH K pe3Koil OpaauKapIuM, JUINTETbHBIM Tay3aM
CEepIEYHOr0 pUTMa C CUHKOMAIbHBIMU COCTOSTHUSIMU —
npuctynaMu Mopranbu—Anamca—Crokca. CienyeT rmoj-
YepKHYTh, YTO Pa3BUTHE MOJTHON aTPHUOBEHTPUKYISIPHOM
GJIOKaIbl MOXKET TPOMCXOAUTH BHE3AITHO M HEIpeIcKa-
3yeMo (y 20% maumeHToB) [35], UTO yBeIMUMBAET PUCK
BHE3aITHOM CMEPTH U TpeOyeT SKCTPEHHOM WMILIaHTa-
LMK BJIEKTPOKapaAuoCTUMYyIsiTopa. [loimHast aTproBeH-
TPUKYJIsSIpHas OJIoKaga TPUBOAWT K MMOKapIUaTbHOM
IUCHYHKINMKA ¢ TTOCIEAYIOIIMM BO3MOXHBIM pPa3BUTHEM
HEJI0CTaTOYHOCTH KpoBoobpatieHust [36]. Beicokuii puck
MMOKapIUaTbHON HEIOCTaTOYHOCTH Ha (POHE IOJHOTO
aTPUOBEHTPUKYIISIPHOTO OJIOKA ITUKTYeT HEOOXOAUMOCTh
UMILIaHTalMY nieficmekepa Tuna DDD B paHHue cpoku,
JI0 TOSIBJIEHMSI XKU3HEYTPOXKAIOIIUX HAPYIIEHUIA B TPOBO-
nsieit cucreme cepaua [37, 38].

W3MeHeHUsT B MPOBOJSIIEH CUCTEMbI He BCeraa Ma-
HU(DECTUPYIOT TIOJTHBIM aTPUOBEHTPUKYJISIPHBIM OJIOKOM.
B psime ciaydaeB MpOMCXOAUT TIOCTETIEHHOE HapacTaHue
HapylIeHU, HAaYMHAIOMIMXCS C JUCTATbHON OIOKaIbI
MpaBOil 1/WJIU TIepeTHEel BETBY JIEBOM HOXKM Imyuka [vca
[33, 34]. BMecTe ¢ TeM ciieayeT yIuThIBaTh, YTO Y psija Ta-
LIMEHTOB BO3MOXHO BO3HUKHOBEHUE MOHOMOP(HON Xe-
JIYIOYKOBOI TaXUKapAUW WIA TaXUKAPIUU TT0 TUITY tOrs-
ade de pointes [39]. B Takoii cutyaiuu 1ist mpouIakTUKA
BHE3AITHOM CepIeYHON CMEPTH CJIeAyeT OTIaBaTh MPEIITo-

Tabauya. Tpynmsl simepHO-KOIUPYEMBIX MUTOXOHIPHAJILHBIX 3200 /I€BaHUIl, XapAKTePH3YIOIMXCS paHHeil ManudecTanueii u kap-

IMOMHONIATHEH

Kiunanaeckuit peHoTumn

Tun HacirlenoBaHUA Ten

MuToxoHapuaabHas SHIE(MATOMHUONATHS C KAPIUO-
MUOIIaTUEH,

B TOM umcie cuHapoM CeHrepca

MuToxoHapuanbHas dHIE(DATOMUONATHS C KAPAUO-
MUOIaTUel U TyOyIonaTuei

MuToxoHapUaabHast SHLIe(haTOMUOIIATUS C KaparuOo-
MUOTIATHEN 1 3-MeTWITITyTAKOHOBO allvaypHUeid,

B TOM umcie cuHapoM bapra

AyTOCOMHO-PETIeCCUBHBII

NDUFS2, NDUFAFI, NDUFAII,
ACADY, SDHA, SDHB, SDHC,
SDHD, SCO2, ANT1, COX15,
AARS2, MRPL44, SLC2543

AGK
AyTOCOMHO-PeIIeCCUBHBII MRPS22 (C30RFS5), MRPS16,
coQ9
AYTOCOMHO-PELIECCUBHBII TMEM?70, ATPSE, ATPAF2,
DNAJCI19

X-CILeTUIeHHbII pellecCuBHbI  TAZ
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YTEHUE KapAMOBepTepy AedUOpUILISTOPY MO CpaBHEHUIO
¢ anektpokapauoctumyssitopom [39]. CyiecTByeT MHe-
HHUeE, 9TO MMIUTAaHTALMsI KapauoBepTepa nepruoprmniaTopa
y manueHToB ¢ cuHiapomoMm KepHca—Celipa mo3BossieT
KOHTPOJIMPOBaTh HE TOJLKO TMEPUOAbl aCUCTOJIMU, HO U
(UOPUILTAIINIO KETYTOYKOB [6].

Pexe npu cunmpome Kepnca—Ceiipa pa3BuBaroTcs
MHOKapAWabHbIe HapYIIEHWs MO TUITY JUIaTallMOHHOM
Kapamomuornatuu [33, 34, 40]. Dt n3MEeHEHMS CBI3bIBA-
o1 ¢ aepuruTom 1MToXxpoM C-oKcuaasbl, 0O0YCIOBICH-
HbIM JedekToM MutoxoHapuanbHoit JTHK B mosuiuun
8482—13459 [40]. dumatamyoHHAs KapAWOMMOIIATHS
MOKET COYeTaThCsl ¢ MIPU3HAKAMU YMEPEHHOW TMIIEPTPO-
¢uM CTeHOK JIeBOTO Xejynouka. Kak rnmpaBuio, pa3BUTHIO
pPEMOJIEIMPOBaHUsI Ceplilia TIPEAIIECTBYIOT HapyIIeHUs
B mmpoBoxseii cucteme [40, 41]. JlunaTaumst mojlocTy Jie-
BOTO KeJTy/IouKa COTIPOBOXK/IAETCS BbIPAXKEHHBIMU Hapy-
LIEHUSAMU CUCTOMYeCKO PyHKIMKU (Auddy3HbINA TUITO-
KWHE3 CTEHOK JIEBOTO KeJIyI0uKa, yMeHbIlIeHe (ppakiuu
YKOPOUEHMST JIEBOTO KEIylouKa U CKOPOCTU LIMPKYJISIp-
HOTO COKpallleH!sI BOJIOKOH), B JaJIbHEHIIIEM TPUCOEIM-
HSIeTCSl IMacToimveckasi TUCcYHKIMST (CHXKEHUE COOT-
HOIIIEHUSI CKOPOCTM TPAaHCMUTPAJIbHBIX TOTOKOB E/A,
YBEJIMUEHUE BPEeMEHU Jelie/iiepaliuii U TpeabI3THAaHUS),
YTO YXyAIIaeT MPorHo3 3aboseBaHus [34, 40, 41].

IMon HammM HabMOAEHUEM HAXOAWJIUChH 7 TAllMeH-
ToB ¢ cuHnpoMoM KepHca—Ceiipa. Haubonee Tsxenoe
MopaxkeHue cep/iiia ObUIO BBISIBICHO y JAeBOYKU 14 et
bruto ormeueHo nuddy3HOe Tporpeccupytolee mopa-
JKEHME TPOBOMASIICH CUCTEMbI, HAYMHAs C JUCTATBHOMN
JIBYXITYYKOBOI OJIOKaabl HOXEK TydyKa [ica W TpaH3M-
TOPHOI aTPUOBEHTPUKYJSIPHON OyioKansl 1-il creneHu
C TIOCJIENYIOIIMM pa3BUTHEM TIOJTHON OJIOKambl JIEeBOM
HOXKM TIydyka [¥ca, TIONHOI aTpMOBEHTPUKYJISIPHOM
OJIoKambl, BO3HUKHOBEHMEM TIPUCTYITOB MopraHbr—
Anamca—CToKca, 4YTO TOTPeOOBAJIO 3KCTPEHHON WM-
TUTAHTAMU  3JIEKTPOKAPAMOCTUMYJISITOpA. YKa3aHHbIC
HapylLIEHUs COTIPOBOXIAIUCH Pa3BUTUEM KapAWOMMO-
naTuy, CoYeTalolleil KaK JuiaTalliio TOJIOCTU JIEBOTO
JKeJTy0uKa, Tak 1 CHMMETPUYHYIO TUTIEPTPO(UIO JIEBOTO
Keqynouka 6e3 ooctpykuuu. Habmonanoch peskoe cCHU-
JKeHWEe CUCTOIMYECKON (hyHKIMU B KOMOMHAIIUU C 00-
IMUPHBIMUA UIIIEMUYECKUMU NU3MEHEHUSIMU B 00J1aCTH Tie-
penIHe00KOBOI CTEHKHU JIEBOTO Xeyaouka (nedopmanust
XKEJYI0YKOBOTO KOMIUIEKca 1o Tury QS V, ), uto 6bu10
paclieHEeHO KaK KOCBEHHBIE CBUIETEIbCTBA PYOIIOBBIX
N3MeHeHU1 B Muokapzae [34 .

Bmecrte ¢ Tem MuOKapauaibHbIe HapylIeHUs Y 00JIb-
HbeIx ¢ cuHapomoM KepHca—Ceiipa MOryT IIUTEIbHO
MpoTeKaTth CyOKIMHUYecKu. JUIsi paHHe JMarHOCTUKU
1eJiecoo0pa3HoO MPOBeAeHNEe MATHUTHO-PE30HAHCHOM TO-
Morpaduu, KOTopasi TO3BOJISIET BBISIBISITH (PUOpO3HbIE,/
pyO110BbIe MU3MEeHEHMsT B MMoOKape [42]. BosHUKHOBeHUE
MUOKapAUATbHON NUCHOYHKIIMU, CHUXEHHE CUCTOIMYE-
CKOl (DYyHKIMM U Pa3BUTHUE TSKEION OMBETPUKYISIPHOM
CepIeYyHOl HEeIOCTaTOUHOCTH PEe3KO YXYIIIAlT MPOTHO3
1 HEPEAKO MPUBOISAT K JIETATLHOMY WCXOTY.
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G. Hibner u coaBT. [43] cooOummaum o pesyabraTax
ayTorcuu 26-JIeTHEr0 yMepllero TMalreHTa ¢ CUHAPO-
moM Kepuca—Ceiipa. KinmHuyeckue TpoOSIBIeHUS Xa-
paKkTepU30BAIMCh COYETAaHMEM MMOTIATUM W JujiaTalv-
OHHOW KapAWOMMOIIaTUU, OCJTOXHEHHO pedpaKkTepHOI
CepleYHON HEAOCTaTOYHOCTBIO, SIBUBIICICS TPUUMHOMN
cMepT. MakpocKoInuuecku Oblla OOHapyKeHa BbIpa-
JKeHHasl aujaTalusl JIEBOTO Keiymodka. [ucronoruye-
CKME JaHHble BBISIBUIM 3HAYWUTEJbHOE YMEHbIICHUE
MUODUOPUIUT B KOMOMHALIMY C PE3KO YBEIMYEHHBIM KO-
JINYECTBOM MUTOXOHAPUN C HapyHIEHHOW CTPYKTYpPOIA.
AHOMaJIbHbIE MUTOXOH/IPUM JIOKAJTM30BaIMCh KaK B Kap-
MUMUOIIMTAX, TaK U B BOJIOKHAX TPOBOMASIIEH CUCTEMBbI
cepana. JvratallMoHHas KapaAWOMUOIIATASI W MPOTrpec-
cUpylollasi cepJeyHasi HeIOCTaTOYHOCTh Ha (DOHE Tsixke-
JIOW CUCTOJMYECKON AUCHYHKIIUU SIBJISTIOTCS MOKa3aHU-
eM K TpaHCITJIaHTaluK cepaua [6].

Cunapom ITupcona maHudecTupyer y neteii mepBbIX
MeCSILIEB KM3HU, XapaKTepu3yeTcsl CuaepoOIacTHOM
aHeMMel, 9K30KPMHHOW MUCHYHKIIMEN MOIKETyI09-
HOM XKeJye3bl, HEWTpONEHWEel U TPOMOOILIMTOIIEHUEH.
BoabmmHCTBO feTeil yMUparOT Ha MEPBOM TOIY XKU3HMU,
TpaHC(Y3UU KPOBU YACTO OKa3bIBAIOTCS HEIOCTATOYHO
3¢ dekTuBHbIMU. CUHIPOM pa3BUBAETCS MPU HATUUYUU
neneunu mutoxoHapuaibHoit JJHK. Bo mHorux ciyua-
SIX Y BBDKMBIIUX JIeTeil TAHHBIM CUHIPOM C BO3PACTOM
TpaHchopmupyercs B cuHapoMm KepHca—Ceilipa ¢ xapak-
TEPHBIMU HAPYILICHUSIMU B TIPOBOJISIIIEN CUCTEME Cep/ilia
W AujaTaluKeit JIGBOTO XXeaylIouKa C SBICHUSIMU cepeyd-
HOU HEIOCTATOYHOCTH [44].

Cungpom MELAS (MuToxoHapuaibHasi dHUedao-
MUOIIATUSI, JIaKTaT-allua03, WHCYJIBTOMOA0OHBIE 3IH-
301b1). OCHOBHBIMM XapaKTepUCTUKAMU 3a00JIeBaHUSI
SIBJISTIOTCSI  MHCYJIBTOTIOIOOHBIE TPUCTYIThI, BO3HUKAIO-
mue B Bo3pacte 10 40 jeT (B TOM YMClie B I€TCKOM BO3-
pacTe), TIPUCTYNbl MUTPEHETONO0HON TOJOBHOI 00JH,
CHUXEHUE MHTEJIJIEKTA 10 TUITY AEMEHIIUU, STTUICTICHUS,
MpoKCUMaJbHasl MbIllIeyHass cJ1aboCTb, BbIPAXKEHHbBIE
MPU3HAKA MUTOXOHIpUAJIbHON AuchyHKIMU ((heHOMEH
RRF) no nanHbiM MbleyHoit 6uonicuu [45]. Bospacr
nebrora 3aboJjieBaHMST BapuabesieH, Haubojiee 4acto —
ot 6 mo 10 yet. TIpyu KoMmmbIOTEpHOI TOMOTpauu To-
JIOBHOTO MO3Tra BBISIBJISIIOTCS] 30HBI MH(MAPKTOB, TIpenmMy-
1IECTBEHHO B 00JiacTu remucdep, 4To U 00yCIOBIMBACT
HEBPOJOTUYECKYIO CUMIITOMATHKY [46].

B ocHoBe cuHIpoMa JiexxaT TOYKOBbIE MyTallu MUTO-
xouapuanbHoit JIHK, B 80% cinyyaeB BcTpeyaeTcsl MyTa-
us 3243A>G rena MTTLI. Takke ycTaHOBJIEHBI MyTa-
11U B 1pyrux reHax mutoxoHapuansHoit JJTHK(MTTLI,
MT-NDI1, MTND5, MT-COXIII) [47, 48]. Mytauuu npu-
CYTCTBYIOT B CKEJIETHOW W CepACUYHON MBIIIAX, TTeYEHHU,
MoYKax, MOIKeTyIOYHOM Keje3e, Mo3Xkeuke, Kope 001b-
WX TTOJTyIIapUi.

Vi3aMeHeHMsT cO CTOPOHBI cepiia Bo3HUKaOT ¥ 40%
MalKXeHTOB, Yallle OHU MPOSIBISIOTCS KOHIIEHTPUUYECKOM
(CUMMETPUYHOI) TUTIEPTPOPUIECKON KapIUOMHOTIATH-
eil, 0COOEHHOCTBIO KOTOPOH CIYyXKUT paHHEe pa3BUTHE
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MUOKapauaibHOW AuchyHKUIMU B Buae Aud@y3HOro
TUTIOKIHE3a, ¢ BO3MOXKXHOCTBIO JajlbHeieit TpaHcdop-
MalluM B AWJIAaTAallMOHHYIO Kapauomuoratuio [49, 50].
OnucaHbl BapuaHTBl aCUMMETPUYHOW TUMEpTpodUUe-
CKOI KapIMOMMOTIATUU ¢ HOPMAJTbHON CUCTOJIUYECKOM
(yHkumeit. XapakTepHbl HapylIIeHUS] CEPASCYHOTO PUT-
Ma: MpeACepaHbIIN PUTM, CYTTPaBEeHTPUKYIISIPHAST 9KCTpa-
CHUCTOJIMSI OT €AWHUYHOM 0 aJUIOPUTMUM TIO TUITY OU-
remeHun, cuHapoMm Bonbda—IlapkuHcona—VYaiita [51].
Mopdonornyeckue M3MeHEHHUsT B OUOIITaTe CepaeyHOn
MBIIIIBI (9HIOMHOKApIUaTbHast OUOTICHS) XapaKTepu-
3ytloTcsl BbipakeHHBIM (eHomeHoM RRF, sBneHusmu
MHMKPOAHTUOTIATUHM, YTO CIIOCOOCTBYET WIIEMHYECKUM
M3MEeHEHUIM B MUoKape [52].

IMon HamuM HaOIOAEHUEM HAXOMWUIUCh 2 MalueHTa
¢ cunapomom MELAS. B mnepBoii cembe crapiiuii pe-
O6eHOK ymep B Bo3pacte 10 jeT (oTMevalMCh MPUCTYITbI
PBOTBI, YacTble TTPUCTYITBI MUTPEHETTOMOOHOM TOJIOBHOM
60JI, BBIpaXeHHAsT MbIIIeYHast C€1ab0CTh, yTOMIIsIE-
MOCTb, KOcorjiazue, aTpousi 3pUTeIbHOTO HepBa), y Ma-
TE€pPU — YacThle TIPUCTYITBI TOJIOBHOM OOJIM, HETIEPEHOCH -
MOCTb PU3UYECKUX HATPY30K.

Bospact neGiota 3abosieBaHUSI B TOM WM JIPYTOM
ciyyae — 8 jeT. HauanbHBIMU cUMNOTOMaMu SIBUIUCH
MUTPEHEIOM00HbIe TPUCTYIIBI TOJOBHOW 00K, CO-
MPOBOXIABIINECS TOITHOW U pBOTOM. MI3MeHEeHUsT HEeB-
POJIOTMUECKOTO CTaTyca XapaKTepU30BaJIUCh MBITIIEUHOMN
C1a00CTBIO, TOBBIIIEHHON YTOMJISIEMOCTBIO TIpU (DU3U-
YeCKOI Harpyske, U3MeHEHHEeM MOXOAKH. Brocaencteum
pa3Buiach arakcus, HapylleHue pedyu, IBYCTOPOHHEe
CHIDKEHUE CITyXa, TIOSIBUJIMCH SIWICTITUYECKNE TTPUCTY-
I, BIJIOTH IO SMMJIEIITUYECKOro cTaTyca. B Bo3pacte 11
u 12 JIeT COOTBETCTBEHHO Y JIeTell BOZHUK WHCYJBTOIO-
JIOOHBIN STTM30 U Pa3BUIICS CTOMKUIA TeMUTIape3.

B omHOM citydae M3MeHeHUsI CO CTOPOHBI Cepllia Xa-
pPaKTepU30BAIMCh CUMMETPUYHON TUTIEPTPOGDUIECKOMN
KapaIuoOMUOIIaThel (TONIIMHA 3agHeil CTeHKHU JIEBOTO
KeJTyIouKa U MEXOKeJTyTOUKOBOM Tieperopoaku 11 mw,
npu HopMe 7 MM). MIMenu MecTo HapylleHUus puTMa —
SKTOMMYECKUI MpeACepaHbI PUTM, CYTTPAaBEHTPUKYIISAP-
Hasl 9KCTPACUCTOJIUS TI0 TUITy TpW- W KBaIpUTEeMEHUU,
HapylIeHWe MPOLIECCOB PENONIpU3alnu. ¥ Ipyroro ma-
1MeHTa B Bo3pacTe 12 jeT Oblla BBISBIEHA OUJIaTallv-
OHHasl KapIMOMMOTATHS, C BBIPAXXKEHHBIM CHIDKEHU-
€M KOHTPaKTWJIbHOHM CIOCOOHOCTM Muokapaa (puc. 1).
ITo nmanubiMm ODKI — pe3ko BbIpakeHHasi CHHYCOBasi
Taxukapausi, cuHapoMm Boabda—IlapkuHcona—VYaiita
(puc. 2). HapyuieHust Mmetaboin3Ma IJII0OKO3bl U aKTUB-
Hoctu nukia Kpebca B Muokapie ObLIM YCTaHOBJIEHbBI
M0 JAaHHBIM TO3UTPOHHO-OMHUCCUOHHOW TOMOTpaduu
(puc. 3). Metabo13M IIIOKO3bl OLIEHUBAJICS 0 pacrpe-
JIeeHNI0 (hTOPAE30KCUTITIOKO3bI, CTeNeHb OKUCICHUS
KUPOB — 10 pacnpeneneHuto 11C-amerara [53].

Cunapom MERRF (MuokioHyc-anuiencusi u «ppa-
HbIe» KpacHBbIe MBbIIIIEYHbIE BOJIOKHA). 3abosieBaHUe
yaiie BCEro OOYCJIOBJIEHO TOYKOBOM MyTalMeil B TIO-
sunnu  8344(A>G) wmutoxoHmpuaiabHoro reHa MTTK

OB30PbI JINTEPATYPbI

tpancnioptHoii PHK nusuna [54]. TlatoreHe3 cBsizaH
¢ HapyllleH’eM CHUHTe3a 6eJiKa, B TIepPBYIO OYepeIb 3TO Ka-
caeTcsl CyObeTMHUIL LIMTOXPOMOKCHIa3bl. Bo3pact ne6iota
cunapoma MERRF BapuatGenen — or 3 no 63 jer [6, 7].
DKCcTpakapAuabHBIMUA CUMIITOMAMU, TOMUHUPYIOIITUMU
B KJIMHUYECKON KapTUHE, SIBISIOTCI MUOKJIOHYC-3TH-
JIETICUST, aTaKCHsI, IEMEHIINS, TIOTePsT CITyXa W MBIIIIeIHAsT
cnadoctb. [1py KoMmbloTepHO# TOMOTpau MOTYT BbISIB-
JITCSI MHOXECTBEHHbIE 1IepeOpaibHble MHMAPKTHI.
W3MeHeHNs co CTOPOHBI CEpALIA CXOIHBI ¢ TAKOBBIMU
npu cuHapome MELAS, Moryt nposiBasiTbesl Kak CUM-
METPUYHON TUTIepTPOPUIECKOM, TaK W AUIaTallMOHHOM

Max 1SPTA 430 card . ZIEE]
PHRT 03/31-93
R an 0 : :08

83.75
4 30K

Puc. 1. Dxokapamorpamma pedenka U. ¢ cunapomom MELAS.
BoipaxkeHHast IMaTanus NOJOCTH JEBOr0 XKeJaylouka (KoHed-
HbIil IUACTOJMYECKMId JHAMETP JIeBOro xeaynoyka 61 mm),
CHIXKeHHe cucTonndyeckoii pynkmnu (dppakuus Beiopoca 0,32).
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Puc. 2. DKT 6ombnoro U. (cuuampom MELAS): cunapom
Boabsha—Ilapkuncona—Yaiira.
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KapauomuonaTtueit. [umneprpoduueckass KapauoMUO-
naTtusi B OOJIBIIMHCTBE CJy4aeB COYETAETCSI C BhIpaskKeH-
HOWl MUOKapIMaJIbHOW CUCTOJIUYECKON IUCHYHKIIMEH
u OBICTPO TpaHC(POPMUPYETCSI B TMJIATAIIMOHHYIO C SIB-
JIEHUSIMU 3aCTOMHOI cepAeyHOIl HemocTaTouHOCTH [55].
XapakTepHbl HapylIeHUsI CepACYHOTO pUTMa U TIPOBOIM -
moctu. Yacro BcTpevaetcs: cuHapoM Bonbga—Ilapkun-
coHa—YaliTa, XeJyT0uKOBbIe TAXUAPUTMUHU, YTO CO3/1aeT
MPEATTOCHIIKN IS BOSHUKHOBEHUS XXU3HEYTPOXKAIOIINX
COCTOSTHU [56].

Ilog wHammm HaOMIOAECHMEM HaXOmWJCI pPeOSHOK
¢ cunapomoM MERRF. WM3menenust co ctopoHs! cepi-
1a XapakTepU30BJIMCh CUMMETPUYHOI TUTepTpOhU-
YyecKkoi Kapauomuornaruei, cuHapomom Bonbda—Ilap-
KMHCOHAa—Yalita. B Ononrarax cKeJeTHBIX MBIIIL, ObITA
obHapyxxeHbl TUNMYHBle RRF. ®epMeHTHO-rucTOXM-
MUWYECKUI1 aHaJIU3 BBISIBUI HEJOCTATOYHOCTh LIUTOXPOM
C-okcunasbl. [1py 371eKTpOHHOM MUKPOCKOMUU HaOJTI0-
J1aJoCh YBEJIMUEHUE pa3MepOB MUTOXOHIPUIA, UX nedop-
Mauus, JTUIUIHbIE BKIoUeHus [57].

Cunapom NARP (Heitporatusi, atakcusi, TUTMEHT-
HbIl peTuHUT). CUHIPOM OOYCIOBJIEH TOUKOBOI MyTa-
uueit B mosuumu 8993 (8993T>G u 8993T>C) B mu-
ToxoHapuaabHoM TeHe MT-ATP6 [58]. OcHoOBHBIE
MPOSIBJICHUST 3a00JieBaHUSI: KOTHUTHUBHbBIC HapyIIEHUS
(3amepKxKa TCHUXUYECKOTO pa3BUTHUS), aTakCus, II0-
JIMHEeHponaTusi, MATMEHTHasl JIereHepalus CeTYaTKH,
runepTpodudeckasi KapauOMUONATUSI B COYETAHUU
C BbIpaXX€HHOW MUWOKapAuaJbHOW ITUC(HYHKIIMEH, CHU-
JKEHMEM CHCTOJMYECKOW (PYHKUIMU, YTO TMPUBOIUT
K CepIeYHOl HeAOoCTaTOIHOCTH [59].

Puc. 3. Tlo3uTpoHHO-IMHCCHOHHAS TOMOrpaMma 0oJbHOro M.
(cunapom MELAS). Busyanusupyorcs 00a Keqyaouka, yBe-
JmyeHHble B pa3mepax. Ha Tomorpammax ¢ 13NH3 Bbiaesiior-
Csl CTEHKH W TOJIOCTH JKeJTy[I0YKOB, pacnpenesieHne npenapara
PaBHOMEpPHOE, HaKoIIeHHe noBbimeHo (K=4,5—6,4), uro ceu-
JIeTeJbCTBYeT O HOPMAJTbHOM KPOBOCHAOKEHMH MHOKapaa.
Hakonuienue (Topre30KCUIIIOKO3bI CTEHKAMH MHOKapaa pe3-
KO CHIKEHO, HEBO3MOKHO BbIIEJIUTb CTEHKH U MOJIOCTH JIEBOTO
Kkeaynouka (K=0,6—1,1). Peakuus Ha Harpy3Ky III0K030ii OT-
CYTCTBYET.
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Ounedanomuonatuss Jlu. 3aboneBaHue SBIsIETCS
UCKJIIOUUTEIbHO TEeHEeTUYeCKu TrereporeHHbIM. K 3T1o-
MYy MaTOJIOTMYeCKOMY (DEHOTHUITYy MOTYT BECTHM MYTalluu
KaK MHUTOXOHApuaabHOU, Tak u snepHoit JIHK, cBs-
3aHHbIE C Me(PUIIMTOM KOMILJIEKCOB JbIXaTeJIbHON 1IeTH,
KosH3uMa Q, , MUPYBaTAErMIPOrEeHA3HOTO KOMILIEKCa
u ap. HaubGonee yacToil npuunHoii aHUEhaToMuonaTuu
JIu cayxaT TrOMO3UTOTHBIE WM KOMITAyH/I-TeTepO3u-
rotHele MyTauuu reHa SURFI, mpuHaaiexaiero siaep-
poit JJHK u obGecneunBaromniero (GpyHKIMOHUpPOBAHUE
komriekca IV mpixatenbHoii ternm [60]. KauHuueckuia
CUMIITOMOKOMIUIEKC XapaKTepu3yeTcsl MaHudecTalm-
eil B paHHEM BO3pacTe, HapylleHWeM MCUXOMOTOPHOTO
pa3BUTHS, MBIIICYHON AMUCTOHMEH, STUIIETICHUEH, aTpo-
¢dueit 3puTeNbHBIX HEepBOB M 1p. Ha MarHuTHO-pe3o-
HAHCHOI TOMOTpaMMe TOJIOBHOTO MO3Ta OOHapYKMBAIOT
CUMMETPpUYHOEe M3MeHeHue MP-curHana B mpoekiuu
Ga3abHBIX TaHIMEB. [TopakeHue cepala B BUIE TUTIEP-
TpouYecKol WM AWUJATAlMOHHOW KapAuOMUONaTUU
HauboJiee yacTo BcTpevaeTcst mpu (popmax 3a00J1eBaHNs,
00YCJIOBJIEHHBIX e(UIIUTOM KoMmIuiekca | npixaTenbHoM
uenu [59, 61].

BuoxumMmyeckue KpUTEpUH JUATHOCTHKH MHMTOXOH-
JIpUAJIbHON KapauomuonaTuu. [ 1MarHOCTUKM MUTO-
XOHIpUAIBHON AUCGHYHKIMU BaXHOE 3HAYEHUE MMEIOT
OMoXMMHUYECKHe ToKa3aTeln, TaKue KakK MeTabosinye-
CKMIT alln/103, BBICOKMIT ypOBEHb B KPOBU JlaKTaTta (0osiee
2,2 MMoJib/n) u nupyBara (6osiee 0,12 MMob/J), U3Me-
HEHME COOTHOlIeHUs nakrat/mupysar (6onee 20), mo-
BBIIIIEHWE AKTUBHOCTHU JIaKTaTAETUAPOTeHa3bl. Y 4acTu
OOJIBHBIX MOXKET OTPENesaThCSI YMEPEHHOE TOBBIIIIEHUE
noxasareJisi KpeaTuH(POChHOHMHABHI.

3HayeHHe TMCTOXMMHUYECKOTO MCCJIETOBAHUS MbIIIed-
HOTO OMONTATA IS TMATHOCTHKM MUTOXOHAPHAJIBHOM Ma-
Tojorun. [IpoBeneHne OMOICUU CKEJIETHOW MBIIIIIBI
C TUCTOXUMMYECKUM aHaTM30M MO3BOJISIET BHISIBUTH MOP-
¢onornyeckre Mapkepbl MUTOXOHIPUATBbHON AUChYHK-
LIMU: YBEJIWYEHHOE KOJIMYECTBO MBIIIEYHBIX BOJIOKOH
tuna RRF, cyGcapkonemManbHbie CKOTUIEHUS TJIMKOTE-
Ha, TunuaoB U Kanblys [57]. CorjmacHO COBpeMeHHbBIM

Puc. 4. Boipakennsiii (peHomen RRF B Ouonrare ckeneTHoii
MbIIIbI (OKPacKa HA CYKUMHATIETMAPOreHa3y) y pedeHka
13 ner ¢ cunapomom MELAS. Va. X 400.




npenctasieHusM, Hammune RRF saBaseTcsa obmenpuHs-
TBIM MapKepoM MMTOXOHJAPUAIBHONW HEAOCTATOYHOCTU
(B HOpME MX KOJIMYECTBO He TIpeBbIIIaeT 5%), omHaKO
3TOT MOP(OJIOTMYECKNi TIPU3HAK BCTpevaeTcs: U Tpu
JIPYTUX COCTOSTHUSIX, COTIPOBOKIAIOIIMXCSI MUTOXOHIPY-
aJIbHOM MTUCYHKIIMENH, — TIPU BPOKICHHBIX MUOTATUSIX
JIPYTOTO TIPOUCXOXIEHUSI, OOJIE3HSIX COEIMHUTETbHOMN
TKaHu U 1p. bonee MaTOrHOMOHMYHBIM JUISI MUTOXOH-
NpUAJIbHBIX OOJIe3HEN SIBJISIETCS CHUXKEHUE aKTUBHOCTH
MUTOXOHAPUATbHBIX (DEPMEHTOB (CYKIIMHATIETUAPOTe-
Ha3bl, [TUTOXPOMOKCHUIA3bI), BBISIBISIEMOE TPU THCTOXU-
MHUYecKoM aHaimm3e OmonTatoB. Ha puc. 4 m3oOpaxeH
BeIpakeHHBI (heHOMeH RRF o 35% y maumenTa ¢ cuH-
npomoM MELAS. DnekTpoHHasi MUKPOCKOIIUST BBISIBIISI-
€T aHOMaJIUU CTPYKTYPbl MUTOXOHIPUiA (puUC. 5).

JleyeHne MUTOXOHAPHANBHBIX 3a00JIEBAHUN TIpe-
CTaBJISIET OYEHb TPYIHYIO 3a7a4y, YTO OOYCIOBICHO TSIXKe-
CThIO HapYIIEHUH MUTOXOHAPUATBLHOW SHEPTEeTUYECKOM
(GyHKIIMM U ee Ype3BbIYAHON 3HAUMMOCTBIO [IJISI BCETO
opraHmsMa, OTIEeJIbHBIX OpraHoB W TkaHei. CrpaTerusi
JIYEHUs] MUTOXOHIPUAJbHBIX OOJIE3HEN 3aKitouaeTcs
B MOBBIIIEHUN 3(PPEKTUBHOCTA OMOJOTUYECKUX TIPO-
1I6CCOB TKAHEBOTO [bIXaHUsSI U OKMUCIUTEIbHOTO (oc-
dopunuposaHus. ONBIT MHOTMX KJIMHUIIMUCTOB CBUJIE-
TEJbCTBYET, UTO K HACTOSIILIEMY MOMEHTY 3(pdeKTuBHOE
JIeueHre MUTOXOHIPUAILHBIX 00JIe3Hel He pa3paboTaHo.
B TO e Bpems mwist 00JerYeHusI COCTOSIHUSI TIalIUEHTOB,
yJIy4dIlIeHUs KauecTBa XKM3HU Ha3HAuyaeTCsl KOMILIEKCHast
tepanust. OCHOBHBIM KOMIIOHEHTOM KOMILIIEKCa JICUEHUS
CJTYKWT TpyTITa MperapaToB, CTUMYJUPYIOIIAX TIEPEHOC
3JIEKTPOHOB B JIbIXaTEJIbHOM LIETIN: KOOH3UM Q10 (youne-
KapeHOH), ero aHaJIoT U1e0eHOH, CYKIIMHATHI, IIUTOXPOM
C. JlomoaHUTENbHO OOJBHBIM Ha3HAYAIOT BUTAMUHBI
rpynmbsl B (HukotuHamun, pudodaaBuH), BUTaMuHbl E
n C, KapHUTHUH U ap. [62, 63].

K. Arakawa u coaBT. [63] Ha OCHOBAaHUM JUATHO-
CTUKM HapyllleHuii Mertabonausma B uukie Kpebea
MO JaHHBIM TIO3UTPOHHO-3MUCCUOHHOUW TOMorpaduun
MPEUTOXKWII  WUCTIONb30BaTh L-apruHUH [JI9  JIeYSHUSI
KapAuoMUONaTUX y MauueHToB ¢ cuHapomoM MELAS.

OB30PbI JINTEPATYPbI

Kpome TOro, jeyeHne MUTOXOHIPUATBHBIX Kapauo-
MHOMATHI BKJTIOYAeT TPUMEHEHUE MeIMKaMEHTO3HBIX
npernapaToB ISl KOPPEKLMW TMPOSIBIEHUN CepaeuHOM
HEIOCTATOYHOCTH M aHTUAPUTMUYECKMX cpenctB. MH-
TMOMTOPH  aHTMOTEH3MHIIpeBpallamIero  ¢GepmMeH-
Ta M OeTa-aApeHOOJIOKATOPbl YCMEITHO HCIIOIb3YIOT
JIJIST KOPPEKIIMHA MUOKAPANATBHOM TUCHYHKIIMU TIPU TH-
nepTpodruIecKrX KapanoMUoTaThsix [64]. Beicokuii prck
Pa3BUTHS XKU3HEYTPOKAIOIINX CUTYaIINA SIBJISIETCS TTOKa-
3aHUEM JJTs MPUMEHEHNST MHBAa3UBHBIX METOIOB JICUSHUSI,
TakKMX KaK UMIUIAHTALMST 3JEKTPOKapAMOCTUMYIISITOpa
WIM KapauoBepTepa neduopuiuisiTopa, paauodyacToTHasI
abnsaus [65]. Tlpu pedpakrepHOil cepaeuyHOi HeI0-
CTaTOYHOCTH Ha (OHE MPUMEHEHUsT MEIMKAMEHTO3HOM
Tepanuu y MalydeHTOB ¢ U30JMPOBAHHON MUTOXOHIPU-
aJlbHOM KapAuoMUONaTUel TIPOBOAMUTCS TpaHCIUIaHTa-
s cepaia [66].

3aknovyeHue

B oTeuecTBeHHOI 1€TCKOM KapAnOI0TUYECKOM MpaK-
TUKE MUTOXOHAPUATbHBIC KAPAUOMUOIATUY TP XKU3HU,
KakK TIpaBWJIO, OCTAlOTCSl HEpaclO3HAaHHBIMU WM JTHa-
THOCTUPYIOTCSI HEIOCTaTOYHO NOCTOBepHO. Jlis ymyd-
IIEHUs] JUArHOCTUKMU 3TOW IMaTOJOTUM OOJIbIIIOe BHM-
MaHMe CJenyeT yaeasiTb JaHHBIM CEMEHOro aHamHe3sa,
YUUTBIBAsSE BO3MOXHOCTh MaTEPUHCKOTO HacJieq0BaHUsI.
ITpu nono3peHn Ha MUTOXOHAPUATBHBIN TeHE3 KapIno-
MUOIAaTUU HEOOXOIMMO TTPOBEACHUE KOMILIEKCHOTO 00-
clieoBaHUsI peOeHKa /IJIs yCTAHOBJICHUS TTIOJTMOPTaHHOTO
XapakTepa 3a00jieBaHusI.

OCoOEHHOCTBIO TTOPaXEeHUs TIPU MUTOXOHIPHUATbHBIX
KarpAuoOMUOIIaTUsIX SIBJIIETCSl COUYeTaHWe JujiaTaluu
MOJIOCTei cepaua u rurepTpoduu Muokapaa (mpeumy-
IIECTBEHHO 3a7HEel CTEHKM) C TIPOSIBICHUSIMU (UOPO-
9J1aCcTO3a HAOKAP/IAa, KOHLIEHTPUUYECKUIA XapaKTep rurep-
TpoUUecKoil KapauOMMOMATUU C OBICTPBIM Pa3BUTUEM
CUCTOIMYECKON MUCGhYHKIIMU, BBICOKAsl 4acToTa Hapy-
IIeHU puTMa (CYNpaBEeHTPUKYJISIpHAS U KeJTyI0YKOoBasI
9KCTPACUCTOJIUSI, TaXWKapausl) U TIPOBOAMMOCTU (CHUH-
JIPOM CJTabOCTH CMHYCOBOTO Y3J1a, aTPUOBEHTPUKYJISIpHAS

Puc. 5. MuTOXOHAPUY Pa3IHMIHOI ()OPMBI U BEJIMIMHBI C /1€30PUEHTHPOBAHHBIMY (2) M YACTHYHO CIUTHIMU KpucTamu (0).
OpraHe/UThl OKPYKAIOT JUNATHOE BKJIIOUEHNE. DIIEKTPOHHAS MEUKPOCKOMHS OMONTATA CKeJIeTHOI MBIIIIBI pedeHKa 7 JieT
¢ cuanpomom MELAS. X 2000.
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Osiokasa, BHYTPVOKETYJIO4YKOBasi OJioKana),
Bonbha—IlapknHcona—Yaiira.

Ilnan obGcnemoBaHUs pebeHKa ¢ KapAMOMMOTIATH-
eif, TIPEATONOXUTETbHO MUTOXOHIPUAIBHOTO TeHe3a,
JIOJDKEH BKJTIOYATh MarHUTHO-PE30HAHCHYIO TOMOTpa-
duto cepniia, TO3UTPOHHO-3IMUCCUOHHYIO TOMOTpaduio
(110 TIOKa3aHMsIM), 3JeKTpoaHLIedanorpaduio, 3IEKTPO-
Muorpaduio, KOHCYJIBTAllMM HEBPOMATOJIOTa, OKYJIHNCTA,
reHeTrKa, OMOXUMHUUYECKOe UCCIeIOBAaHNE KPOBH C OTIpe-
JleJIeHWeM YPOBHS JlaKTaTa M MUpyBaTa Ha (poHe CTaH-
JIAPTHOTO TJIOKO30TOJIEPAHTHOTO TeCTa, OIpeleIeHue
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Pouib nposiakTiHa B (hOpMHPOBAHUH apTEPHAbHOI THNEPTEH3UN U META00TMYECKOrO

CHHIpPOMA Yy JeTei

H.H. Kanaose, A.D. Jlviukosa, H.A. Pesenko, A.B. KOpvesa

MegponumHckas akagemus um. C.U. Teopruesckoro @raQY BO «Kpbimckuii denepanbHbIi yHMBepCUTeT M. B.U. BepHaa-
ckoro», Cumdeponons; Y «LleHTpanbHbIii Hay4YHO-UCCe[0BaTeNbCKUIA MHCTUTYT raCTPOSHTEPOSIOrM» AenapTaMeHTa

34paBooxpaHeHns ropoaa MockBbl

The role of prolactin in the development of hypertension and metabolic syndrome in children

N.N. Kaladze, A.E. Lychkova, N.A. Revenko, A.V. Yuryeva

S.I. Georgievsky Medical Academy, V.I. Vernadsky Crimean Federal University, Simferopol; Central Research Institute of

Gastroenterology, Moscow Healthcare Department, Moscow

B 0030pe JuTepaTypbl CyMMHPOBAHBI M IPOAHATU3UPOBAHBI PE3YJIbTATHI COBPEMEHHBIX HAYYHbIX PA0OT, OCBETUBLIMX POJIb MPOJIAK-
THHA B META00JMYECKHX NPOLECCAX OPraHU3MA U ero BJIUSHUE HA COCTOSIHUE CepP/IeYHO-COCYAUCTOl CHCTEMBI.

Karoueevie caosa: demu, nepguunas apmepuanrvhas eunepmensus, Memadoaueckuil CUHOpOM, oJcupenue, nPOAaKmuH.

The review of literature analyzes the results of the current scientific works highlighting the role of prolactin in the body’s metabolic

processes and its effect on the cardiovascular system.

Key words: children, primary hypertension, metabolic syndrome, obesity, prolactin.

HeﬁpOBHHOKpHHHBIe MEXaHU3MbI SIBIISTIOTCSI OTHOM
W3 CaMBIX U3BECTHBIX MPUUUH (hOPMUPOBAHUS apTe-
pUaNbHOI TUTIepTeH3UN y AeTeit. OHU ONMMCcaHbl MPH 3a-
6oJIeBaHUSIX M AUCHYHKIMAX TUTIOTaJIaMyca U Tuodu3sa,
MpU U30BITKE MUHEPATOKOPTUKOUIOB, TIPU (PEOXpoMo-
HUTOMe M XpoMaddUHOMAX, KIUMAKTEPUUECKOM JIHC-
baylaHce TOHAaTOTPONMHOB W 3CTPOTEHOB. MeXaHU3MbI
BJIVSTHUS PA3IMYHBIX TOPMOHOB TIPU OOJIBIITMHCTBE DHI0-
KPUHHBIX HapylIeHU HETOCTATOYHO M3YYeHBI. Psim mc-
cJemoBaTeNlell CYMTAIOT, YTO SHAOKPUHHBIE U TOPMOHATb-
HbIe U3BMEHEHMUS SIBJISTIOTCS JIUIIb TPUTTEPAMU B Pa3BUTUI
aprepuanbHoil runiepreH3uu [1]. I3 Bceit ropMoHaIbHO
raMmmbl (hOpMUPOBAHUS TIaTOTeHe3a apTepUabHON TH-
MepTeH3UN Mbl 00paTUIM 0cO00e BHUMaHKWE Ha YPOBEHD
TOPMOHA TIPOJIAKTUHA, TTOBBIIIEHUE KOTOPOTO OBbLIO BbI-
SIBJIEHO B CBIBOPOTKE KPOBU JETeil ¢ apTepHallbHOM TH-
nepTeH3uei [2].

IIponakTiH OTHOCUTCSI K YMCy Hanbosee (puoreHe-
TUYECKU JIPEBHUX TOPMOHOB, CEKPETHPYEMbBIX TepeIHeit
JoJieit runodu3a y Mo3BOHOYHBIX, TIPUUEM M3BECTHO OoJtee
300 pa3nnuHbBIX TTPOSIBJICHUI €ro Ouosiornueckux 3ddex-
TOB. DTO OVH U3 TIEPBBIX TOPMOHOB TUTOGU3a, BbIACICH-
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IOpneBa Aita BUKTOpOBHA — K. M. H., acc. Toi ke Kadeapbl

95006 Cumdeporiolib, 6yi. Jlenuna, 1. 5/7

JIbrukoBa Amta DayapioBHa — I.M.H., 3aB. JJabopaTtopueil KIMHUYECKOoi hu-
suojorun LentpanbHoro HUU racrposnteposioruu

777123 MockBa, 1iocce DHTY3HaCTOB, 1. 86

HbIX B 1972 . P. Hwang u coaBt. [1posiakThH CMOHTaHHO
CEeKpeTUPYeTCsl B OOJIBIINMX KOJIMUECTBAX HE TOJIbKO JIAKTO-
TpodamMu, HO U IPYTMMU TKAHSIMU, BBITIOTHSS (DYHKIIUU
HeWporenTuaa W TOPMOHA-pEeryIsiTopa HEPBHOM, SHIO-
KPUHHOI M UMMYHHO# cCTeM opraHu3Ma |3, 4].

MHrepec Kk 3T0i1 nmpobsiemMe BO3HUK B KOHIIE XX Beka.
M3HavanbHO mojiarajiy, 4To TPOJIAKTUHOIOCPEIOBaHHOE
n3MeHeHne (PYyHKIIMOHAIbHON aKTUBHOCTU CEepHAEUYHO-CO-
CYJMCTOM CUCTEMBI SIBJISIETCS CieIcTBUEM cTpecca. OmHaKo
YK€ TOT/Ia CTaJIo TIOHSITHO, YTO POJIb MIPOJAKTUHA HE Orpa-
HUYMBAETCSl JIMIIb YCUJIEHUEM TOPMOHaJIbHO-BEreTaTB-
HO aKTUBHOCTH, TMTOCKOJIbKY KOHEUHOM TOUKOI MPUITOXKe-
HUSI TOPMOHA HE SIBJISIETCS] SHIAOKPUHHBINM OpraH-MUILIEHb,
OTCYTCTBYET KJIacCMUecKasi TOPMOHaIbHO OTTIOCPeI0BaHHAS
cucTeMa OOpaTHOW CBSI3M — TIPOJIAKTUH CaMOCTOSITENb-
HO PEryJMpyeT CBOIO CEKPELMIO MyTeM MPSIMOTO BIUSIHUS
Ha KJIETKU ruriotajamyca. [1posakTiH, Kak 1 COMaToTpOII-
HbII1 TOPMOH, ICMCTBYET Ha MHOXECTBO KJIETOK B OpraHu3-
Mme [4]. Ero perynsiiyst He cBsi3aHa ¢ IeCTBUEM PUIU3UHT -
TOpPMOHa, a TIpe/CTaBisieT CO0Oi JTOCTATOYHO CIIOXKHBIN
MEXaHN3M C BOBJIEYEHMEM MHOTMX COCIMHEHUM, BKITIOYast
HEWMPOIEeNTUIAbI, HEWPOTOPMOHBI, HEUPOMEANATOPHI, MeE-
TaboJIMYECKUe CcyOCTpaThl M CUTHaJIbHblE TyTU. B 0oJb-
IIMHCTBE CJIydyaeB HEHpOMennaTopbl peryavupyloT cekpe-
LIUIO TIPOJIaKTHHA Ha TUIIOTAJIAMUYECKOM YpOBHE M Ha
YpOBHE TYOepO-UHMYHAMOYISIPHON TOMaMUHEPTUYECKOM
CHUCTEMBI B LICHTPaJbHOI HEPBHOM crCcTEME.

IMponaktun sgBiasercss 23 kI ropmoHoOM TuUnodu-
3a U BHETMIO(U3apHBIX KJIETOK, KOTOPHIH, CBSI3bIBASICh
¢ MeMOpaHHBIM pELENTOPOM TPOJaKTUHA, PEryJnpyeT
yepe3 CUTHAJIbHBIE MYTU PENpOAYKTUBHYIO, UMMYHHYIO
1 MeTabOIMYECKY0 (DYHKIIMU 1 YYaCTBYET B TeHe3e OITy-
XOJIel MOJIOUHOM 3Kene3bl M TIpeACTaTeIbHON >KeJe3bl.
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BHe rumodwn3za MpoJaKTUH CEKPETUPYETCsS DHIOMETPU-
eM, JeluayaqbHOi 000704YKOi, JUM@OUUTaAMU, 1IEH-
TPAJIbHOWU HEPBHOW CHUCTEMOUW, MOJIOUHOW >KeJIe301
U TIpEICTaTeIbHOM Kejie30i, TIe BBICTYMaeT B Ka4yecTBe
UTOKMHA. [TposakTiH OGHApyXeH BO MHOTHUX XKUIKHUX
cpelax opraHu3Ma: KpOBH, CITMHHOMO3TOBOI, aMHUOTH -
YeCKOM, CJIE3HOM KUIKOCTSIX, MOJIOKE, TTOTOBOM U (hoJI-
JIUKYJISIPHOM XXUIKOCTSX [3, 6].

IMonapnstoiiee YMCiIoO pabOT TOCBSIIEHO MCCIENO-
BaHMSIM TIPOJIAKTUHA Yy XEHIIMH. B momnynsuuu neteit
U TIOAPOCTKOB TUTEPIPOJAKTUHEMUIO BBISIBISIOT ¥ 5%.
HIMeroTcst TUIb OTPLIBOYHBIE CBEICHUS O BIUSIHUU W3-
ObITKA TIPOJIAKTUHA Ha X opraHu3M. CKyIHbIe U HecTie-
nrprIecKre TTPOSIBJICHUSI 3TOTO CUHAPOMA, OTCYTCTBUE
TUMUYIHON CUMNITOMATUKH Y €T U MOAPOCTKOB JIeKaT
B OCHOBE 3aI1031aJI0 JUAarHOCTUKHU [3—6].

Perynsuusa cekpeuuu nponakTuHa
B $GOpPMUPOBaHUU apTepuanbHoii FrMNepTeH3numn

Cpenu rurnoTtalaMUuecKMX HEHPOrOPMOHOB TH-
PEOTPOITHBIN TOPMOH, OKCUTOLIMH W Ba30aKTUBHBIMN
WHTECTUHAIBHBIN TIOJUTIENITUA M3BECTHBI KaK TpOJiaK-
TUH-PUJIU3UHT  (akTopbl. OCHOBHBIM TPOJAKTUHWH-
ruoupyommuM (GakTopoM BisgeTcs aodaMuH U ero
aroHWUCTBI, KOTOPBIE ~CTUMYJUPYIOT D -penenTopsr,
YTO TIPUBOAMT K CHIKEHUIO BBICBOOOXIECHUS U CEKpe-
1IUY MpoJjlakTUHA. B cBOIO ovyepenpb MpojgakTUH Mo MPUH-
LIUITY 00paTHOM CBSI3M OJIOKMPYET BIPaOOTKY nodamMuHa.

ITpu aTOM yrHeTarolee aelicTBUE Ha CEKPELIMIO MPO-
JJaKTUHA W JIPYTUX TOPMOHOB pealnu3yeTcsl MpU Pa3HbIX
KOHIIEHTpalusxX aodaMuHa, 4To obOecrieuruBaeT BBICO-
Kyto crneuududaHocts perynsitiuu. [locne HazHayeHwMsT
L-noda, kotopasi B Mo3re u B repudepruuecKux TKaHsIX
MeTaboIu3upyeTcs: B noGaMuH, TIPOMCXOIUT OBICTpOe
CHUXEHUME YPOBHS TMPOJaKTUHA B KPOBU Kak y 30pO-
BbIX, TaK M y OOJBHBIX JIMIL C Pa3IUYHBIMU (opMamu
rurieprnpojaktTuHeMuu. JlopaMuH yrHeraer He TOJIBKO
BBICBOOOXKICHNE, HO U OMOCUHTE3 MPOJIaKTUHA. DTO UH-
rudupylolee 1eCTBUE OMOCPEIyeTCsI CHUKEHUEM 00pa-
30BaHUs IMKJIMYECKOTO afieHo3MHMOHOodochaTa, CUHTE-
3a (pochorHO3UTONA, apAXUTOHOBOI KUCIOTHI 1 OOMEeHa
dochomummmaos. [ToMMMO IMKINYECKOTO aIeHO3MHMO-
Hodochara BTOpUIHbIE MECCEHIKEPHI MO OCHONHO-
3UTUIHON CHCTEMBI YYaCTBYIOT B MEXaHM3Me JEHCTBUS
nogamuHa. [TocaenHuii yrHeTaeT Takxke JeJeHUe KJIETOK
n cunte3 JHK, 4yTo compoBoxkmaeTrcsi MCUe3HOBEHUEM
CEeKPETOPHBIX TPaHyJI B TIPOJIAKTOTpOdaXx.

HodaMuH 1 €ro arOHUCTbI, aKTUBUPYs D, -perienTopsi,
WHTUOMPYIOT CUHTE3 aleHWIATLMKIIA3bl, CITOCOOCTBYIOT
YMEHBIIIEHUIO COMEPXKaHUsI BHYTPUKJIETOYHOTO IIMKIIMU-
YeCcKOro aJeHo3MHMOHodochaTa € COOTBETCTBYIOLIUM
CHUXXEHHEM CEeKpellMUM W BBICBOOOXIEHUST TPOJIaKTUHA.
HasHauenue aHTaroHuctoB D,-perientopoB, Harpumep
JIOMITepUIOHA WK lLiepyKaya (METOKJIONpaMu), TpUBO-
JIAT K TTOBBIIIEHUIO KOHIIEHTPALIMU MPOJIaKTHHA B KPOBMU.
CunepructamMn godaMuHa B WHTHOMPOBAHMU ITPOJIaK-
TUHA SIBJISIOTCS TipocTamtaHnuH F2o u cyocranius P,

OB30PbI JINTEPATYPbI

€ro aHTarOHWCTaMM — y-aMUHOMACISTHAas! KUCJIOTa, OTa-
TBI, 3CTPATUO U CEPOTOHUH [7].

B nuTepartype mpuBOISTCS JaHHBIE O TOM, YTO MHTH-
OupymoIIre HelipoMenuaTopbl CEPOTOHWH U HOpaJIpeHa-
JINH YBEJIMYMBAIOT CEKPELIMIO MPOJTaKTUHA ITOCPEICTBOM
CHVXEHUsI aKTUBHOCTU TyOepoMHOYHIUOYISIpHON 10-
MaMUHEPTUUECKON CUCTEMBI. [IpearmoNoKUTEIBHO HX
BBICOKMII YpPOBEHb Yy OOJBHBIX apTepHallbHOM THUIIep-
TEH3Wel MOBBIIIAET U YPOBEHDb MPOJIAKTUHA, (OPMUPYS
CcTpecc-MHAYIMPOBaHHbBIN BazocmasM [8§—12]. BaxHyto
POJIb B CTPECCOBOI CEKPEIIMM 3TOTO TOPMOHA UTPaeT aji-
peHepruyeckast MOAYJISIIVS, CBsI3aHHAs C BO3IECCTBUEM
HOpaJpeHanHa 1 aIpeHaTnHa Ha B-perenTophl. AIeTHII-
XOJIMH, HAa00OPOT, BBI3bIBAET CHIDKEHME KOHIEHTPAIUU
MPOJIAKTUHA B CBIBOPOTKE KPOBU TOCPEICTBOM CTHMY-
JISIUAA TYOepOMH(MYHIANOYISIPHON JOoTaMUHEpruIecKoi
cucteMbl. ECTh OCHOBaHUSI TToIaraTh, YTO HEMPOTECH3WH
1 y-aMAHOMACJIsSTHAsT KUCJIOTa Takke TPUHUMAIOT ydJa-
CTHE B DPETYJSIUUM COmepKaHUs MpPOJaKTUHA, YacTU4-
HO KOHTPOJMPYS TMPOJAKTUHUHTUOWPYIOIINE (aKTOPBI
TOJI BIMSTHUEM TOJIOBBIX cTeponioB [13].

B nurepatype uMeroTcsi JaHHbIE O TOM, YTO CEPOTO-
HUHEPTUYECKUIA MeEXaHW3M UTPaeT OOJIBIIYIO POJTb B ITPO-
1eccax BbICBOOOXIEHUsI MpoJjlakThHA. BBeaeHue cepoTto-
HUHa uau MenatoHrHa B 11 xkemymouek Mo3ra IpUBOAUT
K TUTIEPIPOJAKTMHEMUM, B TO BpeMsi KaK yTHETeHHE
CUHTE3a CEepPOTOHMHA Tapa-xjJopheHuIaTaHuHOM OJ10-
KHpYeT BBICBOOOXKIEHME IMPOJIAKTUHA B OTBET Ha (Du-
31OJIOTUYECKYI0 CTUMYyJsiiivio. CepoTOHWH OKa3biBaeT
BJIMSTHAE Ha CEKPELMIO MPOJaKTUHA Yepe3 CTUMYJISIINIO
BBICBOOOXXIEHUSI Ba30MHTECTUHAJIBHOTO TTOJUIIETITHIA.
S-ruapoKcuTpUnTodaH U Apyrue CepOTOHMHEPTUYECKUE
ArOHUCTBI TAaKXKe CTUMYJIUPYIOT CEKPEINIO MpOJTaKTHHA.
OGpasytoiuecs Moj BAUSIHUEM MOHOAMMHOB THIOTa-
JIaMUYeCcKre HEHPOTrOpMOHBI MOIMAagaloT ¢ TOKOM KPOBU
B MEPETHIO0 I0J110 ruTodu3a 1 IeMCTBYIOT Ha CEKPeTop-
HbIe OKCU(UIIBI, BBIACISIONINE MTPOJAKTUH U COMAaTOTPO-
MUH. JIOTTOTHUTETBHBIM 10Ka3aTeIbCTBOM CTUMYJTUPYIO-
1IeTO BJIMSIHUSI CEPOTOHMHA Ha CEKPEelMIO TPOoJIaKTUHA
SIBJISIETCSL ee TIpeKpallleHUue TIpU BBeJeHUM OJioKaTtopa
CUHTE3a CEPOTOHMHA B 3KCIEPUMEHTE. DCTpaanon ycu-
JIMBAJT CEKPEINIo MPOJTaKTUHA, YACTUYHO YMEHBIIaeMYyIO
BBeJIeHHEM HAJIOKCOHA, KOTOPBI He BIUSIT Ha CEKPEINIO
TOpMOHa, WHAYLIMPOBaHHYIO TapaxjiopdheHuIaTaHu-
HOM. To eCTh B 3CTPaaNOI-CTUMYIUPOBAHHOW CEKPEIINU
MPOJIAKTUHA YYaCTBYIOT Ho(aMUHEpruyeckass CHcTeMa
¥ B MEHBIIIEH Mepe SHAOTeHHbIe onmuonabl. CepoTOHUH,
KOCBEHHO BJIUAS Ha HohaMHUHEPTHYeCKUe HEHPOHDI,
CTUMYJIUPYET CEKPELIMIO MPOJIAKTUHA Y KPBIC YIaJICHHBIM
SIMYHUKOM, KOTOpBIE TpeaBapuTebHO ObLTM 00paboTa-
HEBI 3cTpaguoiioMm |14, 15].

CucrteMHOe BBEJCHME CEPOTOHWHA J10303aBUCUMO
CTUMYJIMPOBAJO ceKpelnuio mpojaktuHa [16]. LleH-
TpaJibHOE BBEJIEHNE CEPOTOHMHA MOXET J0303aBUCH-
MO 3(P(HEKTUBHO YBEJIMYUTL COAEpXKAaHUE TPOTAKTHU-
Ha B 1asme 10 20 pas. Aronuct 5-HT,,-perentopos
VCWJIMJT CEKPELMIO TIPOJIAKTMHA Y CaMIIOB MBIIIeit
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Kanaose H.H. u coagm. Ponb iponakTiHa B HOPMUPOBAHUY apTePUATbHON THIIEPTEH3UN U METa00IMIeCKOT0 CUHIPOMA Y eTeit

JquHun Bucrap [17]. Bronne BepositHo, uto 5-HT .-
peLenToOpbl TAaKXKe YYaCTBYIOT B CEKPEIIMU MPOJIaKTUHA
[16], uyTo ocmapuBaeTcs HEKOTOpPHIMU aBTOpamu [18].
CeporonuH, aktuBupys 5-HT,-peLienTopbl 1 arOHUCThI
9TUX PELENTOPOB, CTUMYJIUPYET CEKPELMIO MPOJaKTHU-
Ha, a CUCTEMHOE BBeJIeHMEe aHTarOHUCTOB BbIlIeyKa-
3aHHBIX PEUENTOPOB pUTAHCEPUMHA U KeTaHCepuHa
OJIOKMpPYET ceKpelnio ropmoHa [19].

DHIOTeHHbIE BAa30MHTECTUHAIbHbBIN, MOJUIIENTUI-
MOJOOHBIE TMENTHUIbl (CeMeiicTBa CEeKpeTHH/Ba30MHTE-
CTUHAJIbHBIN TIOJIMMENTHI), BEPOSITHO, WIPAIOT pPOJib
MpoJakKTUH-pUIN3UHT-bakTopoB.  [lytm  mepenmauu
CUTHAJIOB K JIaKTOTpOohaM OCYIIECTBIISIIOTCS TIPEUMY-
IIECTBEHHO 4Yepe3 CEePOTOHMHEPTrHYecKre MeXaHU3MBbI.
[lo HamemMy MHEHUIO, TIPSIMOE BIMSIHUE TMOBBIIIIEHHOTO
YPOBHSI CEpOTOHMHA Ha BBIPAOOTKY MPOJAKTUHA Y IeTei
C apTepuaIbHON TUIEPTEH3UEN, BO3MOXHO, CITYXKUT OfI-
HUM M3 MEXaHU3MOB CTAaOMIM3AlMU apTepUabHON TH-
MepTeH3un Ha (poHe MeTaboMuecKux HapyieHuit [20].

Hcnonb3oBaHue 0J10KaTOPOB 0OpaTHOTO 3axBara ce-
POTOHMHA MOXET TPUBOAUTL K HU30BITOYHOMY COMEp-
J)KaHWIO CEPOTOHWHA, YTO COMPOBOXIAETCS SIBICHUSIMU
rurepnpojaktTuHeMuu. MHrubupys modamMuHopeuen-
TOpbl runodusa U yepe3 y-aMUHOMACISIHOW KUCIOTbI-
HEHpPOHBI BNUsIs HA TYOepOUHMYHINOYISIPHBIN CUTHATb-
HBII TMyTh, 3TU OJIOKATOPbI CITIOCOOCTBYIOT MOBBIIIEHUIO
YPOBHSI MpOJIaKTUHA B CHIBOPOTKE. [umepripojiakThHe-
MU MOKET COTIPOBOXIATHCS TajlaKTopeei U CHUKEHUEM
(GepTUILHOCTH, a B JOJTOCPOYHON TMEepPCTIEKTUBE TMPU-
BOJWTh K CHUXKEHUIO TIJIOTHOCTA KOCTHOM TKaHW W TIO-
BBILLIEHHOMY PMCKY Pa3BUTHUSI paka MOJIOYHOM KeJe3bl.
CnenoBare/bHO, M30BITOYHOE COJAEpKaHUE CEPOTOHU-
Ha TIPUBOJIUT K Pa3BUTUIO HE TOJIBKO raJlakTOpeu, HO U
OCTEOIEeHUM, YTO HAOJIOMAETCsS MPU TTOCTMEHCTPYallb-
HOM cuHApoMme. B Hammx 3kcreprMMeHTax THIepcepo-
TOHUHEMUS CIOCOOCTBYET pa3BUTHUIO OCTEOIOPO3a Y UH-
TaKTHBIX IMOJIOBO3PEJIBIX KPbIC-caMOK [21].

Takum oOpa3oMm, CEepOTOHWHAKTUBHBIC IpernapaThbl
U CEPOTOHMH CTUMYJIUPYIOT CEKPEILMIO TIPOJaKTUHA Tie-
pennei moneit runocpusa. 5-HT,,-, 5-HT,,-, 5-HT,-
u 5-HT,-penenTopbl yyacTBYIOT B peryjisuun 0Gasaib-
HOM U CTpecc-UHAYLUMPOBAHHON CeKpeluy MPoJaKTUHA;
He uckioueHo yyacrue takxke 5-HT -, 5-HT,- u 5-HT. -
pELENnTOPOB B YBEJMUEHUU CEKPELIMY TTPOIaKTUHA.

AHTaroHMCTH godaMuHa M CEPOTOHMHA — pe3ep-
MUH, aMMHAa3WH, MeTuianoga 1 Ipyrue BelllecTBa 3TOM
TPYTIIbI, UCTOIIAIOIINE 3aIlachl KATEXOJIAMUHOB U CEPO-
TOHUHA B liepeOpajbHbIX CTPYKTYpaX, BbI3bIBAIOT YCU-
JIeHWe BBIIEJeHUS TIpojlakThHa [22]. B wactHOCTH, pe-
3epIUH HMCTOIIAeT HE TOJBKO 3arachl KaTexoJaMUHOB
B CHMIIaTMYECKUX TEPMUHAJISIX, HO U 3amachl CepoTO-
HUHa — B cepoToHUHepruueckux. CymMmapHblii apdekr
pe3epIrimHa OIMOoCpeayeTcsl ero CepOTOHUHO- U KaTeXoJl-
aMUHOJUTUYECKUM JIeMCTBUEM, TIpUYEM CUMIATOJIM-
TUYECKOe NEWCTBUE TIPOSIBJISIETCS TIPU MEHBIIUX 103aX
peseprniuHa. AMUHA3WH, SBJSISICH 0-aJpeHO0I0KAaTOPOM,
OTHOBpEMEHHO 3(PHEKTUBHO OJOKUPYET S—HTLZ— cepo-

TOHUHOBBIE perienTopbl. ClenoBaTeIbHO, MHTETPATIbHbBIN
3¢ deKkT aMruHa3nHa — 0JI0Kaaa CepOTOHUHOBBIX U aipe-
HopelenTopoB 3p¢eKTOpHBIX TKaHeil. T.e. MHTEHCUB-
HOCTb BbIIEJIEHUsI TIPOJIAKTMHA 3aBUCUT OT COOTHOIIIE-
HUS BIMSIHUSI KaTeXOJaMUHOB M CEPOTOHMHA U CTETeHU
YMEHBIIEHUST MX COMAEPKAHUST B HEPBHBIX TEPMUHAISIX
[23, 24]. OTnensl BereTaTUBHOM HEPBHOM CHUCTEMBI OKa-
3bIBAlOT pa3HOHANpPABJIEHHOE BJIUSHUE Ha CEKPEeLUIo
npojlakThHA: JodaMuH, HOpaapeHaduH U aleTUIXO-
JIMH — TOPMO3HOE, CEPOTOHUH — CTUMYJISITOPHOE. DTO
CIOCOOCTBYeT MOJIEPKAHWIO TOMeocCTa3a IpOoJIaKTUHA
B OpraHax " TKaHsIX.

Ilpu maronoruu Takxke OOHAPYXMBAETCS BeIylIAs
pOJIb CEPOTOHMHA B PETYJISIIIMA aKTUBHOCTH TIPOJIAKTH-
Ha. OO0 3TOM CBMAETEILCTBYIOT HaHHBIE 00 aKTUBHOCTU
5-HT npu runeprnpoiakTUHEMUU, CTpecce, TpeaMeH-
CTpyaJlbHOM CUHJIpOME U OXXupeHuu [14].

MponakTUH n aHpOTEeNNanbLHas AI/ICCI)yHKLIMH

B HacTos1ee BpeMst HaKOTUTEHBI YOeIUTeTbHbIE JaH-
HbIE O TOM, YTO WHTMOUTOPOM BBIPAaOOTKM TPOJAKTHHA,
KpoMme modammHa, y-aMIHOMACISTHON KUCIOTBI, COMATo-
cTaTuHa, SIBJISIETCSI OKCUJL a30Ta [25], — aHI0Tenii-3aBU-
cUMBIi paccnabasitoimii paktop. OKen a3ora OJI0KUPYET
MEePUOINIECKYIO CEKPEIUIO TPOJaKTUHA Yy HEHapKOTHU-
3UPOBAHHBIX B3POCJBIX CBOOOIHO COAEPXKAILIMXCS KPBIC.
brnokarop cuHTazbl okcuaa azora N(omera)-HUTPO-L-
APTUHUH-METWIDGhUP YBEIWIWIT CPETHUM YPOBEHDb TPO-
JJaKTWHA B TIJIa3Me 10 CPaBHEHUIO C KOHTPOJIEM, TTIOBBICHIT
comepxxaHue nodaMrHa M CEPOTOHWHA B TIEpPEAHEM TH-
roTajamyce; B CpeIMHHOM BO3BBIIIIEHUHU BBEICHUE 3TOTO
BeIlleCTBa CHU3WIIO colepkaHe Jo(aMruHa U CEpOTOHUHA
TI0 CpaBHEHUIO ¢ KOHTpoJieM [25].

Bo3MOXHO, TIpOJIAKTUH OMOCPEIOBAHO TPUHUMAET
y4acTHe M B PETyJISLINN TJIaIKOMBIIIEUHBIX KJIETOK COCY-
NOB. DTOT 3 GHEKT 3aBUCUT OT YPOBHSI 3KCIIOPTa OKCH-
Jla a30Ta B LIMTO30JIb TJIAAKOMBIIIEYHBIX KJIETOK COCYIOB
W3 3HIOTEMATBHBIX KJIeTOK. [TpearnonoXuTeabHo B Je-
610Te apTepUabHOM TUTIEPTEH3WU TP KOMITEHCATOPHOM
TOBBIIIEHNY YPOBHST OKCHUJIA a30Ta CYIIECTBYET €ro B3au-
MOCBSI3b C TTPOJIAaKTUHOM. OTHAKO MPY ITUTETLHOM Teue-
HUU apTepuabHOI TUTIEPTEH3UN MEXaHNU3M B3aMOCBSI3H
yTpaunBaeTcsl, MOCKOJBKY YpOBEHb OKCHIA a30Ta CHU-
XaeTess ¢ (hOpMUPOBAHUEM SHIOTEIMATLHON MUChHYHK-
LINM, YPOBEHb TMPOJAKTUHA COXPAHSIETCS TTOBBIIIIEHHBIM
[26, 27]. Kpome TOTO, TIPOJIAKTUH COBMECTHO C Ba30MHTE-
CTUHAJBHBIM MENTUAOM, TaJTAHMHOM W SHIOTEJIMHOM MO-
JKET PeryIMpoBaTh (hYHKIIMIO JaKTOTPO(OB MOCPEACTBOM
ayTOKPUHHBIX U ITapaKPUHHBIX MEXaHU3MOB [4].

Ocobast pojib B peryyisiiiuy JakTallud U TpoJIaKTUHA
OTBOJIUTCS OKCUTOLIMHY — TOPMOHY, BbIpabaTbIBAEMOMY
HEeMNPOCEKPETOPHBIMU KIIETKAMU TIEPEeTHMX siiep TUITOTa-
JlaMyca ¥ 3aTeM MepeHOCUMOMY TT0 HEPBHBIM BOJIOKHAM
B 3aIHIOIO JIOJTIO TUTTO(U3a, TIe OH HaKarIuBaeTCs U OT-
Kyna BbImeseTcsl B KpoBb [28]. OKCUTOLMH SIBIISIETCS
MHOKOHCTPUKTOPOM, B TOM YHUCJI€ U COCYTUCTOM CTEHKU,
dopmupys BazocrnasMm. [1To HallUM IaHHBIM, BBICOKUIA
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YPOBEHb OKCUTOLIMHA BBISIBJIEH Y JIeTeil ¢ apTeprabHOM
TUTIEPTEH3ME, YTO TTOATBEPXKAAET TEOPETUIECKIE TIPEI-
MOCBLIKY (popMupoBaHus 3abosieBaHust [29].

HecmoTpst Ha Hamnume B aneHOTUITO(GU3E BHICO-
Koah(UHHBIX PELETITOPOB OKCUTOIIMHA, a TaKXe Cy-
IIECTBOBaHWE TMOTEHIMAIBHOTO CIoco0a JOCTaBKU
OKCUTOLIMHA K JIaKToTpodaM (Helporumnodus U aje-
HOTUMOGU3 COEAUHEHBI KOPOTKUMM TOPTATbHBIMU
cocylnamMu), TMPOJIAKTMHBBICBOOOXIAMOIIAsT — CITOCO0-
HOCTb OKCUTOIIMHA iK Vitro 10CTaTOYHO HU3Kasl. B cBs3u
C OTUM KOHKpETHasl POJib OKCUTOIIMHA KaK PYJIM3WHT-
dakTopa TpebyeT nmanbHeiiero usydeHus. Kaxk Heii-
POTPAaHCMUTTEP OKCUTOLIMH MOXET OKa3bIBaTh CTUMY-
Jupyloliee JaelicTBMe Ha TyOepOMH(YHIUOYISIPHYIO
nonaMuHepruueckywo cucrtemy [30, 31]. Hapymenus
HEUPOIHIOKPUHHON PETYJISIIUN  BOTHO-3JIEKTPOIUT-
HOro OOMeHa MOTYT COIPOBOXIATHCS W3MEHEHUEM
MPOAYKIUM TIpojakThHa. OJXHAKO TP BKCIepUMEH-
TaJbHOM HecaXxapHOM arabeTe Y KPbIC, TTOTyJIaBIINX K-
30T€HHBI OKCUTOLIMH, YCUJIEHUST CEKPEIINH TTPOTaKTH -
Ha MpY BCKapMJIMBaHUM MTOTOMCTBA HE OTMEUYEHO.

TumoTanaMyc CTUMYJIMPYET JaKTOTPOITHYIO (DYHKITUIO
rnepeaHeit noau runodusa, Ipyu 3TOM 00pasyloTcs Tpo-
JIAKTUH W COMATOTPOITHBIN TOPMOH, KOTOPbIe CTUMYJIH-
PYIOT POCT U pa3BUTHE MOJIOYHOM KeJIe3bl, MeTaboImue-
CKUe TIPOIIeCChl B OpraHu3Me. Takue TPOITHbIE TOPMOHBI,
KakK aJpeHOKOPTUKOTPOITHBINM, COMATOTPOITHBIA U TH-
PEOTPOITHBIN, UTPAIOT HEMAJIOBAXKHYIO POJTb B PETYIISILIUMA
JnakTauuu Tunodusom. CoMaTOTPOITHBIM TOPMOH MOXET
OKa3bIBaTh MPSIMOE IEUCTBUE Ha albBEOJISIPHBIN STTUTE-
JINIA MOJIOUHOM 3KeJIe3bl, YTO MOATBEPKIAETCS OMBITAMU
¢ KyJIBTYpOI TKaHU, a TakKKe BO3JIEeCTBOBATh Ha pa3ind-
HbIe CTOPOHBI OEJKOBOTO, YIJIEBOAHOTO W JUMHUIHOTO
obmena. IIpu 3TOM B KpOBM BO3pacTaeT KOHIIEHTPALIUST
[JTIOKO3BI, KETOHOBBIX TeJI, CBOOOMIHBIX KUPHBIX KHCJIOT,
dbochonmunumoB 1 aMMHOKUCIIOT [14].

AnrnoreHsun Il mpuHuMaer ydyactue B (U3HNOIO-
TUYECKON PETYJISIIUNA CEKPEIMK TPOJIAKTUHA Ha TUIO-
TaJaMMYeCKOM W TunoduzapHOM YypoBHe. BBeacHme
anruoteH3uHa Il B muTynumnThl oKa3biBaeT 0ojee Bbipa-
KEHHOE U CeJIEKTUBHOE BIMSIHUE Ha MPOIYKIIMIO MPO-
JIaKTMHA TI0 CpaBHEHUIO ¢ 3(P(dEKTOM THUPOIUOEpUHA.
IMpeanonaraercs, 4To pojb aHTMOTEH3WHOBOW CHCTEMBI
B TUITOTAIaMyCe 3aKJTI0YaeTCs B OTpaHUYEHUH TUTIEPITPO-
JIYKIIMU TIPOJIAKTUHA B OTBET Ha CTUMYJIbI OKpYKaromei
Cpelbl M SHAOTeHHBIE CTUMYJISITOPHI. [MIToTaaMuieckue
pelienTopbl aHTMoTeH3MHa 1, pacnomaratomuecst Ha Ty-
0epoMH(PYHINOYISIPHONM HOITAMMHEPTUYECKON CHUCTe-
Me, MOTYT yJ4acTBOBaTb B MeXaHU3Max OOpaTHOM CBSI3U
MEXIy OBapUaJbHBIMU CTEPOMIAMU W TPOJAKTUHOM.
CrenyeT OTMETUTh, UTO TOPMOHBI BIUSIOT HAa aHTHOTE-
He3 100 HENMOCPEeJACTBEHHO Yepe3 JelCTBME Ha 3HI0-
TeJMajbHble KJIETKHU, WX KOCBEHHO, TIYTEM PETYJIUPO-
BaHUS MPOAHTUOTEHHBIX (PAKTOPOB, TAKMX KaK (aKTop
pocTta 3Ha0TeMs cocynoB. [opMoH pocTta, IpoaaKTHH,
TJIalleHTApHBIN JTAKTOTEeH, PEHWH-aHTUOTEH3WH U KaJj-
JINKPEVMH-KUHUHOBAsI CHUCTeMa, KOTOPbie OKa3bIBAIOT

OB30PbI JINTEPATYPbI

CTUMYJIUpYIOIee BO3JEMCTBME Ha aHTUOTeHEe3, MOTYT
MpHOOPECTH aHTUAHTMOTEHHBIE CBOICTBA TOCHE TPO-
TEOJUTUUYECKOTO pacileruieHrs. BBUIY TpOTUBOIOIOX-
HBbIX 3¢h(GEeKTOB TOPMOHAIbHBIX (hparMeHTOB M TIpe-
IIECTBEHHUKOB MOJIEKYJI peryJIupoBaHUe TMpoTea3aMu,
OTBETCTBEHHBIMM 3a pacllellJieHue CreuupruIeckKoro
Oesnka, mpejacTaBiisieT coboit 3¢ GEeKTUBHBIN MeXaHU3M
OaJlaHCUPOBKM aHTHOTeHe3a [32].

Oco06eHHOCTU BAUAHUS nponakTuHa
Ha d)yHKLIMOHaanOE COCTOsIHNe N akKTUBHOCTb
LeHTpasibHOW N BEereTaTUBHOW HEPBHbIX CUCTEM

HakormieHbl 1OCTaTOYHO yOeAUTENbHbIE JaHHbIE
O TOM, 4YTO TPOJIAKTUH OKa3bIBaeT BIMSHUE Ha aKTHB-
HOCTb BETeTaTMBHOW HEPBHOW CHUCTEMBbI, SIBJISIETCSI
BaXXHOW OMOJOTMYECKON CyOCTaHIMEH 1eHTPaTbHO
HEPBHOI CUCTEMbI U pacCMaTPUBaeTCsl KaK HelpoTpaHC-
MuTTep. MHOTOrpaHHOE BIUSHME TPOJaKTMHA Ha 1IEeH-
TpaJIbHYIO HEPBHYIO CHCTEMY HaUMHAETCS e1lle BHYTPUYT-
POOHO 1 CITOCOOCTBYET CO3PEBAHMIO HEHPOIHIOKPUHHOM
CUCTEMBI TUIOZa/HOBOPOXIEHHOTO, (hOPMUPYET «POJIM-
TeJIbCKOE TTOBeAeHUEe» Y XKEHIIMHBI, y9acTByeT (BMecTe
C aIpeHOKOPTUKOTPOITHBIM U TUPEOTPOITHBIM TOPMOHA-
MU) B (QOPMUPOBAHUY aaMITAIIMOHHBIX U CTPECCOBBIX OT-
BETOB, OMpeesieT MUIeBOe MOBeIeHNE, BIUSIET Ha CUH-
Te€3 U OOMEH HEeWpPOTPAHCMUTTEPOB (y-aMUHOMACISTHOM
KWUCJIOTHI, OIMOWJIOB, AaleTUJIXOJIMHA, CEPOTOHWHA),
a Takke Ha ¢ynkuuio Ca’’- m K*-kaHaioB, yyacTByeT
B (popmupoBaHUM TMOUI0, OTBEYaeT 3a (pazy OBICTPOTO
cHa (REM-coH) 1 uuki coH—6oapcrBoBaHue [14].

ITponakTH HaXOMUTCSI MO, HEMOCPEICTBEHHBIM TH-
rnoTajaMUyecKuM KOHTpOJIEM, M ero (usuosiornyeckast
CceKkpelrsi UMeeT MMITYJbCHBI XapakTep, 3HAaYMTeJIbHO
MOBBIIIASICH BO BpeMsI CHa, YTO CBSI3aHO C LIMPKATHBIMU
OuosoruyeckumMu putmMamMu. K HMpKagHbBIM OTHOCSIT-
Csl CpelHevacTOTHbie OMOpPUTMBI ¢ Tiepuogom 20—28 u.
LupkagHblii pUTM CEKpelMy TMpOoJIaKTHHA BIIEPBbIE MO-
SIBJISIETCSI B MperyoepTaTHOM nepuoje. Houbto y XKeHIuH
U MYXYUH HaOJoJaeTcsl MUK CEeKpelrM TMpoJaKTUHa,
MaKCHMYM €€ IOCTUTaeTcs uepe3 2—3 4 1ocJie 3aChIMaHusl.
‘YcTaHOBIEHO, YTO THEBHOM COH TakK:Ke CBSI3aH C IMOBbIIIIE-
HUEM CofiepKaHUs TPOJIAKTHHA, U TIPU «TIEPEBEPHYTHIX»
COOTHOIIIEHUSIX «COH—OOIPCTBOBaHME» MAaKCUMYM KOH-
LIEHTpaLMu JgocTuraercs dyepe3 10—68 MuH mociie 3achbl-
nanus. TakuM oO6pa3oM, UMEHHO COH, a He BpeMsI CYTOK
SIBJISIETCSI OCHOBHOM JIETEPMUHAHTOM TTOBBIIIIEHUST YPOBHS
MpoJaKTUHA. DTO TTOATBEPXKIAETCS NCCISTOBAHUSIMU yUe-
Hbix KanudopHuiickoro yHuBepcuTeTa 0 BIUSHUM CMEHbI
YacoBbIX TMOSICOB («get leg») Ha HOUHOI MK BbIPAOOTKMU
MpOoJaKTUHA, UISl BOCCTAHOBJIEHMSI KOTOPOT'O HEOOXOIMMO
oT 2 10 3 HeA. DTUM, 10 BCell BEPOSITHOCTH, U OOBSICHSI-
€TCsI TIJIOX0€ CAMOYYBCTBHE TTOCIIe IJTUTEIBHBIX TMePesIeTOB
U1 OBICTPOI1 CMEHBI YacOBBIX MOsicoB. HouHOI MUK KOH-
LIEHTpalMy TIpoJlaKTUHA TpeBbimaeT Ha 50% cpemHuii
JIHEBHOM. YPOBEHb TIPOJIAKTUHA YAEPKMBACTCS Ha MaK-
CUMYMe BeCh NepUoJl CHa U B MEPBbIi Yac 00APCTBOBAHUS
CHUXaeTcsl 10 0a3aJibHOTO YPOBHSI JIHEBHOTO TI€pHOJA.
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Bo3pacTHBIX U TIOJIOBBIX OTIWYMI B LIUPKATHOM PUTME
CEeKpeLNM MPOJIAKTUHA He 00HapyKeHO, OTHAKO ¢ BO3pa-
CTOM IIMPKAIHBIA PUTM Y MYXKYUH MCUYE3AET, a Y KEHITUH
He n3mensercd [33].

Ha put™M BBIpaObOTKM MpoJIaKTMHA OOJBIIOE BIIMSI-
HUE 0Ka3bIBAIOT CTPECC, TPaBMbI, (PU3NIECKIE HATPY3KH,
JIaKTalysl, TUTTOTJTMKEMHUSI, TTIOTpeOIeHUE TTUIIN C BBICO-
KM cojiepxkaHueM OeJika (0COOEHHO B TOJIIEHb), CyIle-
CTBEHHOE M3MEHEHHWEe MacChl Tejla, TPUEeM HEKOTOPBIX
TICUXOTPOTTHBIX TPENapaToB, ajJKOoToJist, HapKOTUKOB.
OnucaH ¢eHOMEH «JIaTeHTHO» (CTPECCOPHOI) TUIep-
MPOJIAKTUHEMUH, KOTJa YPOBEHb TOPMOHA TTOBBIIIAETCST
SMU30AUYECKA — TIOCTE CTPECCOBBIX CUTyallWii, TOCIe
e/Ibl ¥ BO CHE, a B OCTaJIbHOE BPeMsT HAXOIUTCS B TIpele-
Jlax HopMbl. CUMTaeTcs, 4YTO TaKue KoJieObaHUsI YPOBHS
MPOJIAKTUHA OKa3bIBAalOT pa3bajaHCHUpYIOIlee BIUSHUE
Ha BCIO TOPMOHaJIbHYIO cucTtemy [33—35].

Ponb nponaktuHa B GOpMUPOBaAHUMN OXNPEHUS
¥ MeTaboNM4YecKoro CMHApoMa y fetei

CorynacHO WMEIOIIMMCS JaHHBIM, TIPU MeTaboImue-
CKOM CHHJPOME, COCTAaBHOM YacTbIO KOTOPOTO SIBIISIETCST
apTepuajibHas TUIIEPTEH3UsI, pa3BUBAETCS CYOKJIMHU-
YecKoe BOCIaJeHue. ATUTIONUTBI XUPOBO TKaHWU CUH-
TE3UPYIOT OEJIKU OCTpoil (a3l BocmasieHUsT (o-KUCIbIA
TJIMKOTIPOTENH, TanTOMIOOMH M JIp.), B pe3yJibraTe 4ero
B OpraHusMe JeTeil ¢ OXHMpeHHEeM U MeTabOoJMIeCKUM
CUHIPOMOM HMMEET MECTO XpOHWYECKOe CYOKITMHUYECKOe
BocTajieHre. MeHsIsT CeKpelinio aAUTTOKUHOB, CTUMYJTUPYST
SKCIPECCHUIO IIMTOKMHOB W aKTUBHUPYST BHYTPUKIIETOUHBIE
BOCTIAJTUTENTbHBIE ITyTH, BOCTTAJICHUE JKUPOBOI TKaHU CITO-
COOCTBYeT Pa3BUTUIO caxapHOro auabera, aTepocKieposa
u apyrux 3abosieBaHuii. C Ipyroil CTOpOHBI, BOCTIAJIeHNE
SKMPOBOI TKAHM CITOCOOHO OrpaHMIMBATh YCBOSHME U Ha-
KOTUTEHWE DHEPTeTUIEeCKUX CYOCTPaToOB U CTUMYJIMPOBATh
pacxon sHeprun. TakuM TTyTeM BOCTAJTUTeTbHAST peaKIvst
OTpaHUYMBAET Pa3BUTHE U MPOTPECCUPOBAHUE OXKUPEHUSI.
HenocraroyHocTs 3T0i#1 (hrzmosornueckoi (hpyHKIIMU BOC-
MaJIUTETLHON peaKlMK SIBISIETCS OMHUM U3 (haKTOPOB Tia-
ToreHesa oxupeHus [36].

Y OONBHBIX C CHHIPOMOM THUIIEPIPOJAKTUHEMUU
B 40—50% caydaeB oTMeyaeTCsl OXUpPEHUE pa3IMYHOMN
crenmenn [37]. 3amepxXka pocTra HaOmIOZaeTcs JIMIIb
B 12% cnyvaeB, a n30bITOUHas Macca Teja — B 5% [38].
ITo maHHBIM JIUTEpaTyphl, TUMEPIIPOTAKTUHEMUST 9acTO
coyeTaeTcsl ¢ 0asajbHOW TUIIEPUHCYJIUHEMUEH U HOP-
MOTIJIMKEMUEH, a Ha (DOHE TIFOKO30TOJIEPAHTHOTO TecTa
perucTpupyetcsi 0ojee BBIPaKEHHBI IO CpPaBHEHUIO
¢ HopMo#i BbIOpoc mHcyauHa [39, 40]. B mocnemHee
BpeMsl TTOJTydeHbl JaHHbIE, CBUIACTEIBCTBYIOIINE O TOM,
YTO TTOBBIIEHHBIN YPOBEHb MPOJTaKTUHA HATIPSIMYIO CTH-
MyJIUpYeT MpoirdepaTUBHbIE W MeTabOJIMUeCKUe IMpo-
IIeCChl B aguTOLUTaX. B pe3yiabraTte 3TOr0 MPOUCXOAUT
repepacrnpeeieHue COOTHOIIEHUST TOIIEH M KUPOBOMA
Macchl, HE3aBUCMMO OT MHJEKCa MacChl Tejla, KakK 3TO
ObLJIO TIOKA3aHO Yy OOJBHBIX C TUIEPIPOJAKTUHEMU-
eil OTyXoJIeBOro TeHe3a. DTU M3MEHEHUS KOpPEeIupyoT

CO CTEMEeHbI0 CEKPelUr TPOJIAKTUHA  OIYXOJIBIO.
Ipu HOpManM3alMKU YPOBHS TPOJAKTHHA C TTOMOIIBIO
aroHUcToB nodamMuHa HaOJIOAAETCS] CHMXEHUE aKTUB-
HOCTH M KOJIMYECTBA KMPOBOii TKaHu [41, 42].

CUMINTOMaMHM, COITYTCTBYIOIIMMU THUIIEPITPOJIAKTHU -
HEMUU, SIBISIOTCS TUCTUTIAIEMUS C TIOBBIIIICHUEM YPOB-
HSI JIUTIOTIPOTENIOB HU3KOM TJIOTHOCTA M OYeHb HU3KOM
TUTIOTHOCTH W CHVKEHHWEM YPOBHS JIMTIONIPOTEWIOB BhI-
COKOW TIJIOTHOCTH, TIOBBIIIIEHUEM YPOBHSI XOJIECTEPUHA,
WHCYJTMHOPE3UCTEHTHOCTb Y TUTIEPUHCYTMHEMUSI.

HenaBHue nccienoBaHus MOKa3aln, YTO MPOJAKTUH
CUHTE3UPYETCS aIUTOIUTAMU, TTPOUCXOSIINMU U3 pa3-
JIMYHBIX XKUPOBBIX IO OpraHM3Ma W Pa3JINYHBIX KIe-
TOYHBIX JUHMEA. [TpoayKius mpoJaKTUHA aauTTOUTaAMKI
yesjoBeka Obula OOHapyXkeHa CIyvyailHO MpU U3YYEHUU
CeKpelny TMPOJIAKTUHA B KYJIbTYpaX KJIETOK MOJIOYHBIX
xenes. [Ipeamnonaragoch UCTIONB30BaTh KYJIBTYPY alWIIO-
IIUTOB MOJIOYHBIX JKeJie3 KaK KOHTPOJIbHYIO KJIETOYHYIO
JIMHUIO, B KOTOPO# B OTJIMYKE OT KYJIBTYPBI XKEJIE3UCThIX
KJIETOK CUHTEe3 TpoJaKTHHaA OTCYyTCTBYeT. OmHaKo ce-
Kpelys MpoJIaAKTUHA B KYJIBTYpe aaIuToOLMTOB OKa3alach
B 10—15 pa3 GoJjble, 4eM B KYJIbType XKeJIe3UCThIX Kile-
ToK. Cekpelysi TPoJIaKTUHA B TIAHAYJISIPHBIX KIJIETKaX
MOAABISLIACH TION AeHCTBUEM TIPOTECTepOHa, B TO BpeMst
KaK HM TIPOTeCTEPOH, HU ICTPOTEHBI HE BIMSIIM Ha €ro
CeKpelnuio B amurounTax. [laHHBIN (pakT yKasbiBaeT
Ha pa3nIHYI0 PETYJISIIINIO0 CUHTE3a U CEKPEIUU TTPOJIaK-
THUHA B U3y4aeMbIX TKaHSIX.

Hapsiy ¢ MOJTOYHBIMU 3Kesle3aMU, TMPOJIAKTUH TaK-
K€ CeKPEeTHPYETCS aauTTOLNTAMU IPYTUX KUPOBBIX JIETIO
OpraHu3Ma, MpUYEeM €r0 YpOBeHb 3aBUCHUT OT HAJIWYIUS
oxupeHus. [Ipu cpaBHEHMU OBYX TPYIIN MAllEeHTOB —
C HOPMaJIbHOM Maccoii Teja U ¢ MOPOUIHBIM OXUPEHU-
eM — OBUIO TI0Ka3aHOo, YTO B MOCJEIHEM CIydae MMeeT
MecTo 60Jiee HU3Kash CEKPeLusT MPoJakKTHHA B KYJIBTYpax
AIUTIOLIUTOB KaK TOIKOXHOTO, TaK W BUCLEPATBHOTO
MpoucxoxaeHus. [Ipyu 3ToM ceKpelust 3TOro TOpMOHa
BUCLEPATbHBIMA AAUTTOIUTAMK OblJIa BBIIIE Y TYIHBIX
MY>XKYUH TIO0 CPaBHEHUWIO C TYYHBIMU XEeHIIMHAMK. Baxk-
HO OTMETHTb, YTO CUHTE3 TTPOJAaKTHHA aTUTIOIUTAMU Xa-
pakTepeH TOJIBKO IS YeJoBeKa, TOTAa KaK MPOXyKIIUU
3TOTO TOPMOHA B KYJIETYpax aAUIOIMTOB MBIIIIEH U KPBIC
He BBISIBJIEHO.

Kaxnmplii OTIebHBIA aauIToOUT CUHTE3UPYET Ha He-
CKOJTBKO TIOPSIIKOB MEHBIIIE TIPOJTaKTUHA, YeM OTAETbHBIIM
JIaKTOTpOd TUITO(PKU3a, OMHAKO, YIUTHIBAsT OTPOMHOE YHC-
JIO aIATIOLIUTOB, CyMMapHast IIPOIYKIIVs UMY TIPOJIAKTUHA
MOXKET OBITh COITOCTAaBUMOI C MPOAYKIIUE 3TOr0 TOpMOHA
rUnoGu30M. ABTOPBI CTaTbU MPEAINOIAraroT, YTO OCHOB-
Has Macca CUHTE3MPYeMOTo B XXMPOBOI TKaHW TPOJIaK-
TUHA YIEePKUBAETCSA B €€ MEXKKIETOUHOM BEIIeCTBE TPO-
TeOrJIMKaHAMU, W JTaHHBIM (haKT MOATBEpXKIaeT 3HAYECHHE
MpOoJIAKTUHA KaK ayTo- U MapaKpUHHOTO (hakTopa.

Bonbioit MHTEpec NpeACTaBIsSIET HU3yYeHUE MeXa-
HU3MOB PETYJISIIIUN CUHTe3a TPOJaKTUHA B aaAUTIOLIUTaX
pa3IMYHON CTENeHU 3peslocTU. B psime mcciemoBaHUin
in vifro IOKa3aHo, YTO TPOIYKIIMS MPOJAKTUHA MPEeaan-
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MOLIMTAMU CTUMYJIUPYETCs KaTeXoJaMUHAMU W APYTUMU
aKTUBAaTOpaMM LUKJIMYECKOIO aaeHO3MHMOHOodocdaTa
(HampuMep, 1-METUIKCAHTUHOM), MPUYEM 3Ta aKTUBa-
11T OTTOCPEAYETCS] HECKOIbKUMU CUTHAJTbHBIMU TTYTSIMU.
ITo naHHBIM HeJAaBHUX UCCEAOBAaHUI, SKCIPeCcCus TeHa
MpoJlaKTUHA B aIUTIOLUTAX PETYIUPYETCS NUCTAIbHBIM
MPOMOYTEPOM MPOJIaKTHHA, B Mpeaeax KOTOPOro ObuIo
UACHTU(PUIIMPOBAHO Ba CTUMYIUPYIOIINX U OIWH WH-
rubupymommii 1oMeH. [1pearnoaoXuTesbHO CTUMYJISITO-
paMu TIpoMoyTepa CJIyXKaT aKTUBAaTOPbl LMKJIMYECKOTO
afeHo3nHMOHoGochaTa, a BO3SMOXHBIMU MHTMOUTOpPA-
MM — aHHEKCUH-| M HEKOTOpBIEe MHTEPJICHKIHBI.

IpencraBnenusi 06 ydyacTMM TIpoOJIaKTMHA B TIPO-
lecce ajauroreHe3a B HacTOsIee BpeMsi OCHOBaHbI
Ha TIPEINOJOXUTEIbHBIX U (pparMeHTapHBIX JaHHBIX.
Tak, 6bUTO TTOKA3aHO, YTO JIJIsI HOpMaIbHOU auddepeH-
LIMPOBKU B KYJIBType MBIIIMHBIX MPEeaTuIIONUTOB HE00-
XOJIMMO TIPUCYTCTBUE (DeTanbHON Obluell CHIBOPOTKH,
cojiepxalleil 6obIIoe KOJUIYeCcTBO MpoakThHa. B mo-
CJIeYIONINX UCCIIeI0BaHUSIX BbISIBIEHO, UTO (eTaibHast
ObIUbsI CHIBOPOTKA MOXET OBbITh 3aMEeHEeHa BBEICHHEM
B KYJIBTYpY MpoJIaKTUHA UM TopMOHa pocta. [IpumMeua-
TeJIbHO, YTO B KYJIBTYpE YEJIOBEUECKUX MPEaaunouunTOB,
CUHTE3UPYIOIINX COOCTBEHHBI MpPOJAKTUH, H00aB-
JieHne (eTanibHOW Oblueil ChIBOPOTKM 1s1 nuddepeH-
IIMPOBKM KJIETOK He TpebdyeTcsi. B HekoTopwix (HO He
BO BCEX) KJIETOUHBIX JIMHUSIX aAUTOLMUTOB B TIpoliecce
nuddepeHIMPOBKU HAOIIOIAIOCh YBEJIUUYEHUE IKC-
MIPECCUM pelleNITOpoB npojakTuHa. MaKybaums agumo-
IIUTOB C MPOJIAKTUHOM TIPUBOMJIA K JTOTIOTHUTETbHOMY
MOBBIIIEHNI0 ypoBHsT MatpuuHoii PHK penenTopos
MPOJIaKTUHA, YTO OTPaxkaeT CIIOCOOHOCTh 3TOI0 TOPMO-
Ha CTUMYJIMPOBATh IKCIPECCUIO PEIIENITOPOB HA Pa3HBIX
sTanax auddepeHINPOBKA aguITounToOB. 1o maHHBIM
psiia uWccienoBaHWil, MPOJIAKTUH YBEJIWYMBAET 3KC-
MPECCUI0 KITIOUYEBBIX TPAHCKPUITIIMOHHBIX (haKTOPOB,
perynupylomux agumnoreHe3, — enhancer-binding pro-
tein (C/EBP) u peuenTopoB npoiakTuHa.

B monb3y BO3MOXHOTO BO3IACHCTBUSI MpPOJaKTUHA
Ha XUPOBOIl 0OMEH TOBOPUT TOT (DAKT, UTO XpOHUUYECKASI
TUTIEPITPOJIAKTUHEMMUSI, OOYCJIOBJIEHHAsT HaJIMYMEM TIpo-
JIAKTUHOMBI WJIA Teparnueil HeHpoJeNTUKAMU U3 TPYIIITbI
6JIOKaTOpOB JO(MaMUHOBBIX PELENTOPOB, HEPEIKO acCo-
LIMMpOBaHa ¢ TprUOaBKO B Macce W pa3BUTUEM WHCYJIM-
HOPE3UCTEHTHOCTH, TIPUYEM JaHHbIE HapYyIIEHUSI MOTYT
OBITh 3HAUWUTEILHO MEHEe BbIpaKeHbI TPU Ha3HAUYCHUU
aroHUcToB JodaMuHa, OJOKUPYIOIIMX TUITO(GU3aAPHYIO
CeKpeluo TpojiakTuHa. Borpoc o Bo3neiicTBUM JTOKaJIbHO
MPOAYLIMPYEMOTO B aUMOIMTaX MPOJaKTUHA Ha pa3BUTHE
OXMPEHHsI B HACTOSIILIEE BPEMSI OCTAETCSI OTKPBITHIM.

CyliecTByIOT JaHHble O PEryJupyloliemM Bius-
HUM TIPOJIAKTMHA Ha XUpoBoi oOMeH. Tak, mokaszaHo,
YTO TMPOJIAKTUH MOMAABJISET JUMOJU3 B KYJbTypax Ke-
TOK aJMIIOIMTOB KaK 4YeJloBeKa, TaK M KpbIC, U, BEPO-
sITHEe Bcero, 3ToT 3(dekT omocpenoBaH CHUXEHUEM
9KCIIPECCMU TeHa TOPMOHYYBCTBUTEJILHOM JIMIIA3bI
WJIV TIEpUJIUTIVHA.

OB30PbI JINTEPATYPbI

W3zyuaetcst Takke BO3MOXHOE BO3ICMCTBUE MPOTAKTHU-
Ha Ha CeKpelMIo aauTioUTOKMHOB. B psine nccnenoBanuii
Ha 3KCIEPUMEHTAJIbHBIX KWBOTHBIX U N Vifro TIOKa3aHo,
YTO TMPOJIAKTUH TOPMO3UT BBICBOOOXKIEHUE aAUTTOHEKTH -
Ha, WHTepJeiKHA-6 1, BO3MOXKHO, JIENTUHA U3 aIuTIO-
1UTOB. B COBOKYIMHOCTH € YCTAHOBJIEHHOI CITOCOOHOCTHIO
MpoJakKTUHA CTUMYJHUPOBaTh pocT P-kieTok momxkemny-
JIOYHOM XeJie3bl U CEKPelLnIo MHCYJIMHA 3TU (DaKThl MOTYT
UMETh 3HaYeHWE B OOOCHOBAHMM TTOTEHIIMAJIBHOTO ydYa-
CTHSI TIPOJIAKTUHA B PA3BUTUN UHCYJIMHOPE3UCTEHTHOCTH.
B Hacrostiiee Bpemst poaykiust U yHKIIMK TTPOJaKTUHA
Kak aJuIOLMUTOKMHA, a TaKXKe ero BKJIAI B PETyJISIIUIO
azuIioreHes3a, XKNpoBOro oOMeHa M pa3BUTHE WHCYJIMHO-
PE3UCTEHTHOCTU WM3YYeHbl HEIOCTaTOYHO. Bo3MoXHO,
YTO TOSIBJIEHNWE W BHEIPEHWE HOBBIX KJIETOYHBIX JIMHUM
YeJIOBEUECKMX TMPOJTAaKTUHCEKPETUPYIOIINX aaUTOIIMTOB
(takux kak LS14-kneTkn) OyaeT crnocoOCTBOBATH Jajlb-
HEHWIIMM ycriexaM B U3y4eHUM 3THUX BOITPOCcoB [43, 44].

0Oco6eHHOCTU BAUSIHUS NPOSIaKTUHA
Ha MUHepasbHblii 06MeH B GOpMUPOBaHUU
apTepuanbHOi runepTeH3un

BoszneiicTBys: Ha TIPOJIAKTMH3aBUCUMBIE PELICTITOPbI
B MOYKaX, MPOJAKTUH CIIOCOOCTBYET 3a/IepXKKe BOJIbI, SIB-
JISIIC - MOIYJISITOPOM  3(P(HEKTOB  aHTUAMYPETUIECKOTO
ropMOHa (Ba30MpeccruHa), albI0CTEPOHA; B MOBBIIIEHHBIX
KOHILIEHTpALMSIX BbI3bIBACT 3a/IEPKKY a30Ta B OpraHU3Me.
Ilo mannbsiM P.B. YuakuHa u coaBrT., y aereil ¢ XpoHUYe-
CKOIf TTOUEUHO MaTOJIOTHEN BBISIBJIEHO TIOBBIIIIEHUE YPOB-
HSI KOPTU30J1a U TIPOJIaKTUHA, T.€. TeX TOPMOHOB, KOTOPBIE
B OOJIbIIIEH CTeNIEHN OTBEYAIOT 3a afarTalluOHHO-TIPUCITIO-
cobutenbHble peakiuu. CoaepxaHue KOPTU30Jda U MPo-
JIAKTWHA B CBIBOPOTKE KPOBU JEBOYEK OBIIO MOBLIIIIEHHBIM
BHE 3aBUCHMOCTHU OT KJIMHUYECKOW (DopMbI 3a0051eBaHUSI.
V MaJbuYuKOB YpOBEHb 3TUX TOPMOHOB OBLT 3HAYMMO TIO-
BBIIIIEH TOJBKO B TPyMIax ¢ HaJIMYMeM aHOMaJuil pas-
BUTHS MOYEBBIICIUTEIBHON CUCTeMBI. Takoe BIUSTHHE
TUTIEPITPOTAKTUHEMUY TIPYU apTepUalibHON TUTIEPTEH3UN
MO3BOJISIET MPEATNOJOXUATh BKIIOYEHNE TMMOYEUHON IUcpe-
TYJISILIMA BOJHO-COJIEBOTO OOMeHa B maTtoreHe3 (popMHupo-
BaHUsI MTOBBIIIEHHOI'0 apTepyaIbHOro AaBjieHus [45, 46].

Ilo manneiM H.B. Ilapeimosa, A.A. CBelIHUKO-
Ba, CJEICTBUEM CHMXXEHMSI KOHLEHTpAllUM aHIpPOTEHOB
W TIPOJIAKTUHA SIBIISIETCS HapylleHWe TPOo(pUKU TKaHE.
IMox BIMSIHMEM CHUXXEHHON KOHIIEHTPALUU TIOJOBBIX
TOPMOHOB B TTeY€HN MEHBIIIE CUHTE3UPYETCST aTbOYMUHOB,
CHIKAETCS MX YPOBEHB B KPOBU U M3MEHSIETCSI OOMEH Be-
1ecTB. bosbiiie BEIBOIUTCS a30Ta, Kaliusl, Kajablus, ¢hoc-
dopa, KpeaTUHMHA, yMEHbIIaeTcs Macca Tena [47].

MponakTuH n apTepuanbHas rmnepTeH3us

Hedn3noaornyHo BBHICOKWI ypOBEHb TOHAIOTPOITH-
HOB TiepeaHe 1ou Tunodu3a (MpoJIaKTUH, TIOTEMHU3HU -
pytouuii (JIT), pomukynoctumynupytomuii (OCI) rop-
MOHBI) B KPOBU OOJIbHBIX apTepUaTbHON TUIEPTEH3UEH
CYUTAETCS CaMOI BEpOSITHOM MPUUMHON Pa3BUTHS COCY-
JMUCTBIX ¥ TUTIEPTEH3UBHBIX KPU30B Y KEHIIWH B TTEpUOJIe
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Kanaose H.H. u coagm. Ponb iponakTiHa B HOPMUPOBAHUY apTePUATbHON THIIEPTEH3UN U METa00IMIeCKOT0 CUHIPOMA Y eTeit

9BOJIIOLIMOHHON MpeMeHOoMay3bl WU TTOC/Ie ONlepaTUBHO-
ro yhaajeHusl SIMYHUKOB. Y OOJIBIIMHCTBA XKEHIIUH KpU-
3Bl TIPOTEKAIOT Ha (hOHE TUTIEPKUHETUIECKOTO KPOBOOO-
paleHusI, ¢ OIIyIeHUEM «ITPUIMBOB» U Pa3HOOOpa3HOM
BETeTaTUBHOW CHUMIITTOMATUKOM. BOJBIIMHCTBO M3 HUX
MPOTEKAET C BhIPAXKEHHOM TaXMKapaAuel U TaXuapuTMusi-
MM, YTO Yallle TPaKTyeTCsl KaK BapuaHThI “cuUMMaTo-ai-
pPEHAJIOBBIX KPU30B C IM3HIEedanbHOU auchyHKINen”.
B.A. JItocoB 1 COaBT. BBISIBUJIM, YTO TIEpBUYHAS apTepr-
aJIbHasl TUTIEPTEH3UST y OOJIbHBIX C KPU30BbIM €€ TeYeHM -
eM OTJINYaeTcsl OT BapuMaHTOB 3a0oJieBaHUSI 0e3 KPU30B
MOBBIIIIEHHBIM YPOBHEM FOPMOHAIbHON aKTUBHOCTH Tie-
penHeil 1oy runodusa ¢ yBeIMYeHUEM KOHLIEHTpaluu
B IJIa3Me€ KPOBY TUPEOTPOINMHA, a Y KEHIIIMH KaK perpo-
JNIYKTUBHOTO, TaK U MEHOTIAy3aJIbHOTO Mepuojia XXU3HU —
roHanotporuHoB — JIT, ®CT u nponaktuHa. [Tpu aToM
Yy HUX He HaOJII0AaeTCsl CYIIECTBEHHBIX pa3nyuii B ya-
CTOTE M CTPYKTYpPE JUArHOCTUPYEMbBIX MHCTPYMEHTAJIb-
HBIMU METOJaMU TMPU3HAKOB MAaTOJIOTMY runodusa, a y
JKEHIIIMH — B XapaKTepe MaToJoTuu reHuTanuii [48].

B Hammx vcciienoBaHusIX y IeTeit ¢ apTepuaibHOM TH-
MepTeH3ueil BbIsiBIeHa (DyHKIIMOHATbHAS TUTIePIIpOIaK-
TUHeMUsl, 0oJiee BbIpaKeHHas! IpY CTAOMIBLHOM apTepu-
aJIbHOM TUMEPTEeH3UN, B TECHOW KOPPEISITUBHON CBSI3U
C YPOBHEM CHCTOJMYECKOTO apTepUabHOTO JaBICHMUSI.
bonee BbIpaxkeHHasl TUMEpHPOJaKTUHEMUST ObUla Yy Jie-
Teil ¢ MeTaboJIMUeCKUMU paccTpoiicTBamMu. BrIsiBieH-
HbIe HApYILIEHUs B peXUMe TTUTaHUS, CHA U (pU3UYECKOM
AKTUBHOCTU Y JIeTeW C apTepUaIbHON TUIEPTEH3UEH,
110 HalleMy MHEHWUIO, SIBJISIOTCS OMHUM M3 MEXaHU3MOB
¢dopMUpOBaHUSI TUNEPIPOJTAKTUHEMUU U OTIPABHOM
TOYKOM peaduIMTALIMOHHBIX MEPOTIPUSITUI, HATIPpaBJICH-
HBIX Ha CHMKEHWE YPOBHSI TopMoHa [7].

3aknovyeHune

TpaZ[I/IL[I/IOHHO NPOJIAKTUH pacCMaTpuBalOT KakK Iop-
MOH JIaKTalluu. Bmecte ¢ Tem Ha COBPEMCHHOM OTarie
MO2KHO T'OBOPUTH O TOM, 4YTO TaKOUW B3MJISIA JAJIEKO HE B
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OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

Oco0eHHOCTH aIaANTAIMN CEePAEYHO-COCYAUCTON CHCTEMbI B HEOHATAIbHOM NEpHoJIe
y ZieTeii ¢ 3a7epKKOii BHYTPHYTPOOHOTO PA3BHTHS

HU.H. [lemposa, E.A. Tpybaues, T.B. Kosanrenko, A.M. Oxcecos
BOY BMO «WMxeBckas rocyaapcTBeHHas MeguumHckas akagemus» Munagpasa PO
Neonatal cardiovascular system adaptation in babies with intrauterine growth retardation

LN. Petrova, E.A. Trubachev, T.V. Kovalenko, A.M. Ozhegov

Izhevsk State Medical Academy, Ministry of Health of the Russian Federation

He.]'ll;: Ha OCHOBAHUH KJIMHUKO-UHCTPYMEHTAJBHOIO UCCJICI0OBAHUA BbIABUTD aJalTAllMUOHHbIC 0COOEHHOCTH cepueqﬂo-cocyzmcmﬁ
CHCTeMbl Y HOBOPOK/IEHHDIX JIeTeili ¢ 3a/1ePKKOil BHYTPHYTPOOHOrO Pa3BUTHS.

OcHosHy1o rpynmny coctaBuid 100 HOBOPOXKIEHHBIX € 33J€PKKOW BHYTPUYTPOOHOTO Pa3BUTHS, KOHTPOJbHYIO rpynny — 40 nerei
C HOPMAJIBHBIMHA AHTPONOMETPUICCKUMHU JAHHBIMHU NMPHU POKICHUHA. Hpoaﬂanu:mponam,l AHAMHECTHYECKHE, KITMHUYECKHE JaHHbIC,
MOKA3aTe/H 3JIeKTPOKAPAMOrpaduyeckoro 1 3XokapauorpadmuecKoro HecJaeA0BaHuii.

Pe3ynbratel. Bee HaGmonaBmmecs: 1eTd ¢ 3a1ePKKOil BHyTPHYTPOOHOTO PA3BUTHS MMEJN MPOSIBJIEHUS 1€3aJaNTALUA CEePIeYHO-
cocyaucToii cucrembl. BbisiBieHa BbICOKAsi YACTOTA 3JIeKTpOKapAuorpauyecKnX U3MEeHeHHii: HApyLIeHUs] pUTMA Cepaua, HU3KHiA
BOJIBTAXK, CHUCTO/IMYECKad Meperpy3ka NpaBbIX OT/EJIOB Cepla 1 JIeBOro KeayA04Ka, NPU3HAKH THnepTpoduu KeryA04KoB cepaua,
TPAH3UTOPHAS MIeMust MHOKapaa. Oco0eHHOCTAMHU cepaeYHOi reMOIMHAMUKY SIBUJIMCh YMEHbIIEHHE PA3MEPOB JIEBOTO JKeTyI04Ka,
CHIDKeHHe MoKa3aTeJieii ero cuctonnyeckoii pyHkuuu, 6o1ee LiurebHoe GyHKIMOHUPOBAHME (DeTATbHBIX KOMMYHUKALMIA.
BoiBonpbl. 3anepkKa BHyTPHYTPOOHOTO Pa3BUTHS CONMpsiKeHA ¢ ()OPMHUPOBAHHEM CHHAPOMA /1€3aJANTALNMHA CEPIEYHO-COCYIUCTOI
CHCTEMBI, YTO SIBJISETCS Pe3yJbTATOM MEPEHEeCEHHOl MepuHaTaIbHOi runokcuu. IlosryyeHHble 1aHHbIE TUKTYIOT HEOOXOIUMOCTD
JMCIIAHCEPHOro HAOMI0IeH N ieTeill ¢ MPHUBJIeYeHHeM KapauoJiora.

Karouesote caoea: demu, H08opodicOeHHble, 3a0eplCKa HYMPUYMPOOHO20 PA38UMUsl, A0anmauyus cepoeyHo-cocyOucmotl cucmemslt,
cepdeuHas eeMoOUHaAMUKA.

Objective: to reveal the adaptive features of the cardiovascular system in newborn infants with intrauterine growth retardation
(IUGR) on the basis of a clinical instrumental study.

Subjects and methods. A study group included 100 newborn infants with [IUGR; a control group consisted of 40 babies with normal
anthropometric measurements at birth. Medical history and clinical data and electrocardiographic and echocardiographic findings
were analyzed.

Results. All the examinees with IUGR had manifestations of cardiovascular system dysadaptation. There was a high rate of elec-
trocardiographic changes, such as cardiac arrhythmias; low voltage; systolic overload of the right heart and left ventricle; signs of
ventricular hypertrophy; and transient myocardial ischemia. The specific features of cardiac hemodynamics were decreased sizes of
the left ventricle, lower parameters of its systolic function, and longer functioning of fetal communications.

Conclusion. IUGR is associated with the development of cardiovascular system dysadaptation syndrome, which is due to prior peri-
natal hypoxia. The findings necessitate a follow-up of children by involving a cardiologist.

Key words: children, newborn infants, intrauterine growth retardation, cardiovascular system adaptation, cardiac hemodynamics.

OCT Y pa3BUTHUE TIOAA TIPEACTABISIIOT CO00 MHOTO-

(bakTOpHBII TIpOLIeCC, 3aBUCIIINI OT ONTUMAIbHOTO
B3aMMOJICVICTBUSI KOMITOHEHTOB CHUCTeMbl MaTb—IlIa-
neHta—Ion [1]. 3amepkka BHYTpUYTPOOHOTO pa3BUTUSI
SIBJISIETCSI YHUMBEPCAJIbHON peakiiveil miogaa Ha Hebmaro-
rmoJjiyure B aHTeHaTaJibHOM Tiepuoje [2]. Bemgymium 3Be-
HOM T1aToreHe3a 3aJep>KKU BHYTPUYTPOOHOTO pa3BUTUSI
CITY>XKWT HapyllleHue MaTOYHO-TUIalleHTapHOTO KPOBOOO-
pallleHusT BCJIGACTBUE COMATUYECKON M MHMEKIIMOHHOMK
MaTOJOTUM Y XEHIIMHBI, OCJIOXHEHUI TeyeHUs Oepe-
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MmeHHocTH [3]. HeanexBaTHast mepdy3ust TpUBOIUT K TU-
MOKCUM, KacKaay MeTaboJNIecKUX W (PYHKIIMOHATBHBIX
CABUTOB y TJIOJA ¥ HOBOPOXAEHHOTO, TTPOSIBIISTIOIINXCST
HapyIlIeHUeM aanTallui 1 TIopaXkeHUeM pa3TUnIHbIX Op-
TaHOB U CHCTEM B HEOHaATaJIbHOM Tiepuone [4, 5].

B o06mumit marojiormyeckuii mpoiecc, HeCOMHEHHO,
BOBJIEKAEeTCS CEepAEUYHO-COCYIMCTasi cUcTeMa pebeHKa,
KOTOpasi SIBIISIETCS KM3HeoOecTieunBaloleil 1 OTBeyaeT
3a aganTalOHHO-TIPUCITIOCOOUTETbHBIE pEeaKIUM BCETO
opraHu3Ma. /lokazaHO, 4TO TMITOKCHS TUTOAA TTPUBOAUT
K 3aMelJIEHHOMY M aCUHXPOHHOMY CO3PEBaHUIO cepey-
HO-COCYIMCTON CHUCTEMBI, HapylleHWl0 MopdoreHesa,
CTAHOBJICHUSI TIPOBOMSILEH CUCTEMBI Cepala, Heupo-
TYMOPAJTbHOM PETYJSIIIUN COCYAUCTOTO TOHYCa, B TOM
YyHcie B KOPOHAPHOM pyciie, YXYAIIEHUI0 MeTaboam3ma
B Kapauomuouutax [6, 7]. MopdoaorndeckumM UTOrOM
TUITOKCUYECKOTO MOPaXEeHUsl cepla sBISIIOTCS MEJIKO-
0oYaroBble M3MEHEHUSI B BHUIE OUCTPOMUM MBIIICYHBIX
BOJIOKOH WJIM HeKpo3a MuokKapaa. Ouaru matojioruye-
CKHMX W3MEHEHWI pacITOJOXEHBI TPEUMYIIECTBEHHO
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Ilemposa U.H. u coaem. OcOOEHHOCTH aIaNTAIINK CEPIECUHO-COCYTUCTON CUCTEMBbI B HEOHATATBHOM MEPHOJE Y MIETelN...

B CYOSHIOKapAMalbHOW 30HE MMOKapia IpaBoro xe-
JIyIoYKa M ManmUISIpHBIX MBI [6]. MopdodyHKImo-
HaJIbHbIE HapyIIEHWsI MUOKapjaa y JeTeill ¢ 3aJep>XKou
BHYTPUYTPOOHOTO pa3BUTHUSI TIPUBOMSAT K CHUKEHUIO
KOHTPAKTUJIbHON 1 HacOCHOM (hyHKIMM Cepjlia, yTo 3a-
NIEP>XKUBAET pPeaan3alii0 HEOHATAIBLHOW IepecTPONKU
BHYTpHCEpAEYHOI 1 00111eit reMoguHaMuku [1].

Knunnueckue nposiBieHus: GyHKIMOHATBHBIX HApy-
IIEHUI CeplIeYHO-COCYAUCTON CUCTEMBI, BOZHUKAIOIINX
y JeTeil mpyu BO3NEUCTBUM MEPUHATAIBHOU TUIMOKCUU,
XapaKTepU3yITCsI TTOTMMOP(PU3MOM, YTO CO3IAaET Cepb-
e3Hble AMAarHOCTUYEeCKUe TpymaHocTH [6]. BMmecTe ¢ TeM
CBOEBpPEMEHHAas IMarHOCTUKA U aJieKBaTHasi KOPPEKIIMSI
KapAMOBaCKyJISIPHBIX HapYIIeHW y HOBOPOXIEHHBIX
JeTeil ¢ 3alepKKON BHYTPUYTPOOHOTO Pa3BUTHUS MOXKET
cTaTh BaXKHEWIIMM (PaKTOpOM B CHUXKEHUM 4YacCTOThI
U TSDKECTHU CeplAeYHO-COCYAMCTON IMaTOJIOTUU y JeTei
Oosiee crapiiiero Bo3pacrta. B cBsa3M ¢ 3TUM 0COOEHHOCTH
afanTaluyd CepAeYHO-COCYIMCTON CHUCTeMbl B HEOHa-
TaJIbHOM TIEPUOJIC Y IeTel, POAUBILIMXCS C MaJIOi Maccoit
TeJla K CPOKY TecTalluu, XapakKTepucTuka (hyHKIIMOHATb-
HBIX HaApYyIIEHUH MPU pa3IMYHbIX BapuaHTaX 3alepKKU
BHYTPUYTPOOHOTO pa3BUTUS TPeOYIOT Oosiee NeTaTbHOTO
U3y4eHus.

Ileap wmccnenoBanusa: Ha OCHOBAHUU KJIMHUKO-WH-
CTPYMEHTAJIbHOTO MCCJIeOBaHUsI BLISIBUTDH alanTaliioH-
HbIE OCOOEHHOCTH CEPIEYHO-COCYINUCTON CUCTEMBI Y HO-
BOPOXJIEHHBIX JIeTell C 3alep>KKOW BHYTPUYTPOOHOTO
pa3BUTHS.

XapakTepucTuka petein 1 MeTogbl UCcriefoBaHUs

Jst peanm3aliuy TTOCTaBIEHHON 1ean 00C/IeTOBaHbI
140 noHOIIEHHBIX AETEi, MOJyJYaBIIUX JeUeHWe B OTAe-
JICHUW TIATOJIOTUM HOBOPOXXAEHHBIX M HETOHOIIEHHBIX.
OcHoBHyto Tpynny coctaBuin 100 gereit, poauBIIUXCS
C 3aIepXKKOI BHYTPUYTPOOHOTO pa3BUTHUS: 72 — C TUTIO-
TporyeckuM BapuaHTOM, 28 — C TUMNOTUIACTUYECKUM
BapraHTOM. KpuTepusiMu MCKITIOYEHUS] OBUTM HaJIW4YMe
y JeTeil BpOXKIEHHBIX ITOPOKOB U BOCITAJIUTEIHHBIX 3a00-
neBaHuii cepauta. KoHrponbHas rpynma cpopmupoBaHa
n3 40 HOBOPOXKIEHHBIX, UMEBIINX TIPU POXKIECHUU CO-
OTBETCTBYIOIINE CPOKY TeCTallii aHTPOIIOMETPUYECKHE
rmokasareJsiu.

IMpoBeaeH aHanmM3 aHAMHECTUYECKUX TAHHBIX, KITU-
HUYECKOe U JIabopaTOPHO-WHCTPYMEHTAIbHOE 00Ce-
JIOBaHWe JeTell B Meproae HOBOPOXIEHHOCTU. Bee metn
B Bo3pacte 10+2 nHs1 0O6cie10oBaHbl METOJIOM CTaHIAPT-
Hoit anekTpokapauorpadun (BKI) B 12 oTBeneHuUsIx.
VnsTpa3BykoBOe ucciaenoBaHue cepaia (Dxokapauorpa-
¢us) IpoBOAMIN Ha YJIBTPA3BYKOBOM CKaHepe Siemens
G60S (Tepmanus). OueHUBaNIM 3XOKapauorpauieckue
pa3Mepbl OCHOBHBIX CTPYKTYpP Cepila, CUCTOJMYECKYIO
U TMAaCTOIMUECKYIO (DYHKIIMY B IMHAMKKE B BO3pACTe pe-
oenka 10 gHeit u 1 mec.

Cratuctuyeckasi 006paboTKa TAaHHBIX TPOBOAMIACH
¢ TIpUMEHEeHWeM MakeTa mporpamM Statistica 6.0 (Stat
Soft, 2001). KonnyecTBeHHbIE MOKa3aTean MpeacTaBie-

HBI B Bunae M*m, rne M — cpenHee apudmernyeckoe,
m — ommoOKa cpenHeil. KauecTBeHHBIE TTOKA3aTeNIN TaHbI
B BUZe aOCOJIOTHOTO YKclia HabmoneHnit u nonv (B %)
OT OOIIEro yucjia o0CIeOBAaHHBIX B COOTBETCTBYIOIIEIH
rpynme. Pa3nuuust cauTanich 10CTOBEPHBIMU TIPU YPOB-
He 3HaunmocTu p<0,05.

PesynbraThbl M 06CyXaeHne

WccnenoBanne mokasano, 4TO BCe IETU C 3amepsK-
KO BHYTPMYTPOOHOTO pAa3BUTHUSI WMMENU OCJIOXHEH-
HOe TeueHHWe aHTeHaTaJbHOTrO Tepuoja (B KOHTpoJie —
85,01£5,6%; p<0,05). Bemymmmu HeOGIAromnpusITHBIMU
dakTopaMu SIBUJTVMCHh BHYTPUYTPOOHAST TUTTOKCUS TUTOAA
(89,0£3,1%, B xoHTpone — 60,0+7,7%; p<0,001), 06-
yCJIOBJIEHHAsT (PeTOTUIAllEHTaApHOW HEeI0CTaTOYHOCTHIO,
YTpO30il TIpephIBaHUS, XPOHUYECKUMU OpPOHXOJIETOU-
HBIMU W CEepAEYHO-COCYIUCTHIMU 3a00JIeBAHUSMU Ma-
Tepu, aHeMHuell, W (haKTOpbl aHTeHATAIBHOTO WHOU-
mupoBanusa (81,0+3,9%, B xontpome — 75,0+6,8%;
p>0,05) BciencTBue Haauuusl y OEpeMeHHON BOCTIaIM-
TeJIbHBIX 3a00JIeBaHUI YPOTEHUTAILHOTO TPaKTa, Mepy-
HaTaJTbHO-3HAYMMBIX MHMEKILNI, OCTPBIX 3a00JIeBaHMIA
OakTepmMaabHOI 3THONOTMHU. bojiee 4yeM B mMoloBUHE
cllydaeB OTMEYEHBI OCJIOXHeHHBbIe poabl (62,0+4,8%,
B KoHTposte — 45,0+7,9%; p>0,05): onepaTuBHEIE, C aHO-
MaJTUSIMU COKPATUTETbHOM IeITeTbHOCTUH MaTKU U TIpeI-
JiexkaHeM Tiofa. JIocToBepHO vallle y JeTeil OCHOBHOM
TPYNIbl PETMCTPUpOBATacCh WHTpaHATaIbHas acHUKCUS
(32,0%4,7%, B xontpoiae — 10,0+4,7%; p<0,05).

Benymieit maronorueit y manyeHTOB C 3aJepKKOM
BHYTPHYTPOOHOTO Pa3BUTHS ObLITO MepUHATATIbHOE ITopa-
xenne ITHC rumokcmyeckoro renesa (100,0%, B KOHT-
pone — 75,0%£6,8%; p<0,001). [JToMUHUpPOBAJIO CpemaHe-
TSKE0e TOopaXeHue HepBHOM cuctembl (66,014,7%),
W TOJIbKO B 3TOW TPYIINe HOBOPOXICHHBIX TUATHOCTHU-
poBaHO TIOpaxkeHMe Tskenoir crenenu (20,0+£4,0%).
TToMuMO HEBPOJOTMYECKON TaTOJOTUM, y HeTel Oc-
HOBHOH TpYyMIMbl Yallle PerMCTPUPOBANINCH JIOKATbHBIE
dopMbl MHPEKIIMOHHO-BOCIAIMTEIBHBIX 3a001eBaHMIA
(63,0+4,8%, B xoHTpose — 25,0+6,8%; p<0,001), ane-
must (31,0+4,6%, B xoHTpose — 12,5+5,2%; p<0,01).
TonbKO B 3TOWM TPYIIe HOBOPOXAEHHBIX OBUIM BBISB-
JIeHBl BpOKIeHHble aHoManuu pasutus (13,0£3,4%),
cpenr HUX TOPOKW OTMOPHO-IBUTATEIBHOTO armapara,
MUIIeBoaa, MovyeK, JUIeBOro ckeiera. Yacrora peru-
CTpallii BHYTPUYTPOOHOM MHEBMOHMU Y AETeil B 00eMX
rpynmnax 6nu1a cormoctaBumoii (18,0+3,8%, B KoHTposie —
20,0%6,3%; p>0,05).

OO1Ien3BeCTHO, YTO KJIMHUYECKas OllEHKa TeMOIu-
HaMUYEeCKHMX pacCTPOMCTB MPH Ae3adanTallii CepAeIHO-
COCYIMCTON CUCTEMbI HOBOPOXIEHHBIX KpaiiHe 3aTpy/I-
HUTENIbHA W3-3a HaJIMYUs COIMYTCTBYIOIIEH MATOJOTUU
¥ HecelM(PUIHOCTH psiaa MposiBieHui. TeM He MeHee,
1O HAIIUM JaHHBIM, 9aCTOTa KIIMHUYECKNX CUMITTOMOB,
TTO3BOJISTIONINX MPEATIONIOXUTh HATUIKE TTOPaKEHUS Cep-
JIEYHO-COCYAUCTON CUCTEMBI, Y JIE€TE OCHOBHOU TPYTIIBI
OblJIa 3HAYMTETHHO BBIIIE. Tak, Oojee MOJOBUHBI JeTei
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C 3aJepXKKOil BHYTPUYTPOOHOTO pa3BUTUS WMMENIU JIO-
KabHBIHN IInaHo3 (52,01+5,0%, B kouTposae — 30,0+7,2%;
p<0,02), mpuriyieHue WIn TIyXOCTb CEPIEYHBIX TOHOB
(52,0£5,0%, B xoHTposme — 20,0+6,3%; p<0,001), cu-
CTOJIMYECKUI IIyM Hanm obnacteio cepaua (51,0+5,0%,
B KoHTpouse — 35,0+7,5%; p<0,05).

DnekTpokapauorpapuyeckrue U3MEHEHUST  TaKxke
qalie perucTpUpOBAINCH Y HOBOPOKIEHHBIX OCHOBHOM
rpymmsr (91,0+2,7%, B kouTpose — 60,0+7,7%; p<0,001)
1 HOCUJIM TIoJiuMopdHBIN XapakTep (Tadum. 1). Hapyiie-
HUST pUTMa cepia ObUTA BBISBIEHBI Y KaXXIOTO YeTBep-
Toro pebeHka. B OOJBIIMHCTBE Ciy4yaeB perucTpupo-
BajlaCh CMHYCOBasl TaXWUKapAus, 4TO, BEPOSITHEE BCETO,
ObIJIO CBSI3aHO C M3MEHEHMEM 3JIEKTPUYECKON aKTUB-
HOCTHU TOJIOBHOTO MO3Tra M TUC(YHKIIMEN BereTaTUBHOM
HEPBHOW CUCTEMBI, B YACTHOCTHU C TTOBBIIIICHUEM TOHYCa
cumMIatndeckoro otaena [8]. Bmecre ¢ tem y 10,0£3,0%
NeTeil OoTpeaesIuCh CUHYcoBasi OpaauKapausi U CUHY-
coBas apUTMUsS. DTU BapUaHThl HApYIICHUS] pUTMA pe-
TUCTPUPOBAIUCH TOJBKO Y JeTeil ¢ TMIOIIaCTUUECKUM
BapUaHTOM 3aJIep>KKU BHYTPUYTPOOHOTO pa3BUTHSI.

TerepoTornHble HapylIeHUsT pUTMa B BUIE KETyI0Y-
KOBO# 3KCTPaCUCTOJIUH OTIPECIISUTUCH TOJIBKO B OCHOB-
HOIA TpyTITie y HOBOpoxkIeHHBIX ¢ [11 cTemeHblo TsKecTH
3alepKKA BHYTPMYTPOOHOTO pa3BuTus. I[lomydeHHBIE
JaHHbIC COINIACYKOTCA C JOPYrMMH MCCICAOBAaHUAMMU,
MMOKa3bIBAIOIIMMY  YCUJIEHUE BarOTPOIHBIX BIUSTHUIA
TIPY TSTKEJIOM CTETeHU 3aep>KK1 BHYTPUYTPOOHOTO pa3-
BuTHs [6, 8].

Hapymenust mpencepaHoO-KeTyI0YKOBON TMPOBOI-
MOCTH B BUJE YIJIWHEHHWS WHTepBaja P—(Q BBISIBICHBI
y 2,0+1,4% HOBOPOXIEHHBIX OCHOBHOM TPYMIIbI, MPH-
YeM TOJIBKO Yy JIeTell ¢ TUIOIJIACTHYECKUM BapUaHTOM

OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

3alep>KKU BHYTPUYTPOOHOTO pa3BuThs. HapyiieHue BHY-
TPUXKETYI0YKOBOM TIPOBOIUMOCTH TIO THITY HEMOJTHOMI
GJIOKabl TIPABOM HOXKM TydKa [iica 3aperucTpupoBaHO
y 15,0+3,4% neteit OCHOBHOII TPYIIIBI, YTO JOCTOBEPHO
yaiie, 4eM B rpyrine KOHTposst. C y4eToM CBeAeHUH JIv-
TepaTypbl MOXHO TPEANOJIOXUThb, 4TO (GOpMUPOBaHUE
JAHHOTO 3JIEKTPOKapAMOrpaMuecKoro CHUMIITOMA CBSI-
3aHO ¢ OCOOEHHOCTSIMM aHATOMUYECKOTO PaCTOIOKEHUS
MpaBoil HOXKM TTy4yKa [iica 1 pa3BUTHEM CyOHIOKAPIU-
aJTbHOM WIIEMWU TTPEUMYIIECTBEHHO B 00J1aCTH MPaBOTO
Kesymoudka [5, 6].

BoNbIIMHCTBO HOBOPOXKIEHHBIX IETel ¢ 3aJepKKOM
BHYTPUYTPOOHOTO pPa3BUTHUSI WMEJTU W3MEHEHUS KOM-
uiekca ST—T B BUAE M302JIEGKTPUYHOTO WJIM MHBEPTU-
poBaHHOrO 3yOua 7, OTKJIOHeHMsI cerMeHTa ST Huke
U30JMHUM Oosiee 1 MM B CTaHAAPTHBIX OTBENEHUSIX U 0O-
Jiee 2 MM B TPYIHBIX OTBeleHUsIX. JlaHHBIE U3MEHEHMS
Ha OKI oOycinoBieHbl HapylleHHWeM pernojsipu3aluu
KeJaynoukoB cepaua u TpaktyoTcs: R. Jedeikin u coaBt.
[9] xak TpaH3uTOpHAs MIIeMUsT MUOKapaa. Pe3ymbraTh
HUCCIIEN0BAHUS MOKa3aiu, YTO y IeTeld OCHOBHOW Tpym-
MMbl TPaH3UTOpPHAs WIIEMHUsS MHOKAapaa pernmcTpupoBa-
nack B 70,0%£4,6% ciyuaes (B xoHtpose — 40,0£7,7%;
»<0,001). Hamu npoaHasin3anpoBaHa 4acTOTa BbISIBJIEHUSI
Y HOBOPOXIEHHBIX C 3aep>KKOIl BHYTPUYTPOOHOTO pa3-
BUTHS pa3TMYHBIX CTAAUN TPAH3UTOPHON UIIEMUHN MUO-
kapna no mkajne R. Jedeikin u coaBt. (Tat6. 2).

CreyeT OTMETUTD, UTO TIPU COTIOCTABMMOI YacTOTe
JWAarHOCTUKY TPAaH3UTOPHON WIleMMU MUoKapaa | cra-
VU y TeTeil 06erx TPYIN TPaH3UTOPHAs WIIEMUST MUO-
kapna Il u Il cragum BcTpeuanach y nmereii ¢ 3amepxk-
KO BHYTPUYTPOOHOTO pa3BUTHUSI 3HAYUTEIBHO 4allle.
HaunbGonee BbicOoKasi yacToTa TPaH3UTOPHON WIEMUU

Tabauya 1. Xapakrep m3menennii DKT y nereii ¢ 3a1epKKoii BHyTPHYTPOOHOTO pa3BUTHS

OcHOBHas rpymnna KoHTponbHas rpynmna
pusHak n=100 n=40
abc. % aoc. %
CuHycoBas TaXuKapaus 31 31,0+4,6* 6 12,5£5,2
CuHycoBas OpaguKapaust 5 5,0+2,2* 0
CuHycoBast apuTMUs 5 5,0£2,2* 0
OKCTPaCUCTONUS 2 2,0+1,4 0
Hwu3zkuii BosbTaxk 26 26,0+3,1* 3 7,5t4,1
HenonHas 610Kana rnpaBoit HOXKH myyka [uca 15 15,0£3,4* 2 5,034
WM3menenust komruiekea ST—T 70 70,0+4,6* 16 40,0x7,7
Cucroanueckasi reperpyska MmpaBoro Xejryaouka 32 32,0+£4,7* 3 7,5t4,1
Cucronnyeckasi eperpyska npaBoro rnpeacepams 16 16,0£3,1* 2 5,034
Cucronnueckasi reperpyska JeBoro xkeayaouka 6 6,0+£2,4* 0
Egigzgﬁﬁﬂynma Y 7,0+2,6% v
enoro Ketota : R L

Ilpumeuanue. 3nech v B TaOJ. 2 1 3: 3B€3/104KOI OTMEUEHbBI CTATUCTUYECKHU 3HAYUMMbIE PA3IMUMs C KOHTPOJIbHOM IPyIIION.
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Hempoaa H.H. ucoagm. OcOOGEHHOCTH afanTalun Cepﬂe'—[HO—COCyﬂI/ICTOﬁ CUCTEMBI B HCOHATAJIbHOM IEPUOAEL Y NETEHA. ..

muokapna IIl cragum 3apeructpupoBaHa Mpu TUMOTUIA-
CTUYECKOM BapMaHTEe 3aJepPXXKKU BHYTPUYTPOOHOTO pas-
putusg — 50,0%£9,4%, npu runorpoduyeckomM BapuaH-
Te — 19,4+4,7% (p<0,01).

Tpetb nereii OCHOBHOW TpyIMbl MMEIW HU3KUI
BoJibTaX 3yO1oB B I—IIl craHmapTHBIX OTBemEHUSIX,
YTO, OYEBMUIIHO, CBSI3aHO C AUCOATAHCOM 3JIEKTPOJIU-
TOB M OOMEHHBIMHU HapylIeHUsIMU B MUOKapjae. Y 3Ha-
YUTEJbHON YaCTW HOBOPOXIEHHBIX JACTe 3TOW TPYIIIbI
ObUTa BBISIBIIEHA Teperpy3ka TpaBbIX OTAEJIOB Cepila:
JKeJyaouka /v npencepaus (cM. Tabdha. 1), 4yto MoXeT
CBUCTEJILCTBOBATh O HAJIMYUU BBICOKOTO JIETOYHOIO
COCyAUCTOro conpoTtuieHusi. CoriacHo NaHHBIM JIUTe-
patypbl, y MHOTMX HOBOPOXAEHHBIX C 3a[ep>KKOil BHY-
TPUYTPOOHOTO pa3BUTUS B pe3yJbTaTe MepeHEeCeHHOM
XPOHUYECKON BHYTPUYTPOOHOIN TMITOKCHUM BBISIBIISIETCS
MaTOJOTMYECKOEe YTOJIIEHUE TJIAAKUX MBIIIL JIETOYHBIX
apTepuos, YTO MPUBOAUT K CHUXEHUIO JIETOYHOTO KPO-
BOTOKa M Pa3BUTHIO JIETOYHOM apTepuaibHON rUIepTeH-
31U pa3IMYHON cTereHu [2].

[loBbIllIeHNE BJIEKTPUYECKON aKTUBHOCTHU JIEBOTO
JKeJTy0uKa, BbISIBIEHHOE Y psiia OOJIbHBIX, paclieHU-
BaJIOCh HAMU KakK CJIEJICTBUE BBIPAXKEHHOUW TeMOAMHA-
MUWYECKOHN Teperpy3ku. DieKTpokapauorpaduyeckue
MPU3HAKNA TUTIEPTPOdUN TIPABOTO U JIEBOTO XKeJyTouka
BBISIBJIEHBI JIMIIb Y HOBOPOXIEHHBIX C TUIOTUIACTUYE-
CKMM BapuaHTOM 3a[IepXKK1 BHYTPUYTPOOHOTO Pa3BUTHSI,

YTO TTO3BOJISIET CBA3aTh UX C BBICOKOI CTEIEHBIO MCITHI-
TaHHOI aHTeHATAJIbHOM T'MITOKCUW/UIIIEMUN U TJTyOUHOM
MaTOJIOTMYECKUX U3MEHEHUA.

PestomMupyst pe3yabTaThl 3JIEKTpOKapaArorpapuecko-
TO 00CeoBaHUS, ClieMyeT KOHCTaTHPOBATh BBICOKYIO
4acTOTYy M3MEHEHUN y HOBOPOXKIEHHBIX C 3aJepKKOI
BHYTPUYTPOOHOTO pa3BUTHsI, YTO BITOJIHE OXUAAEMO
C YYETOM BO3JECHCTBUS HEOJIArONMpUATHBIX MMepUHATATb-
HBIX (DaKTOPOB, OOYCIOBIMBAIOIINX MOPGHODYHKIINO-
HaJIbHYIO HEe3peJoCTh M HaIpsDKeHHWe amanTallMOHHBIX
MPOLIECCOB B TOCTHATaIbHOM niepuoze. [To Hammm gaH-
HbIM, psia DKI-peHomeHoB (cuHycoBast Opaav- U apuT-
MMSI, 9KCTPACUCTOIMS, TPAH3UTOPHAS UILIEMHST MUOKap-
na IIl craguu, mpu3HaKW Meperpy3Ku U TunepTpodumn
JKEeJIyTOUYKOB Cep/ilia) MOXHO paccMaTpuBaTh B KaUeCTBE
MapKepoOB TSKEJIOTO TeUeHMS 3aJepPXKKW BHYTPUYTPOO-
HOTO Pa3BUTHSI TIJI0ZA ¥ HOBOPOKIECHHOTO.

ITo pesymbratam sxokapauorpaduu, B Bo3pacTe
10 nHeit y neteii obeux Tpyrm npeobjagana aKTUBHOCTD
MpaBbIX OTAEJIOB CEpALa, K KOHLY Iepuoia HOBOPO-
SKIEHHOCTH TTOCTETIEHHO YBeJIWYMBajIach reMOIWHAMMU-
Jyeckash Harpy3ka Ha JIeBbIe OTHENbl. DTO TIPOSIBISLIIOCH
B OTHOCUTEJIbHOM YBEJIMUEHUU aKTUBHOCTHU JIEBOTO Ke-
nynouka (tab6us. 3). Pazmepsl jieBoro kesypouyka, Mmoka-
3aTeJIM €ro HaCOCHOMW CHCTOJIMUecKoi hyHKuMM ((pak-
LIUST M3THAHWSI, MUHYTHBII 00beM) y HOBOPOXKIEHHBIX
JieTeil OCHOBHOW TpPYyNIbl ObUIM JOCTOBEPHO MEHbIIIE,

Tabauya 2. YacToTa BhISIBJIEHHS TPAH3UTOPHOI NIIEMHN MHOKAP/IA Y IeTeld ¢ 3a/1ePKKOii BHYTPUYTPOOGHOTO PA3BUTHS

OcHOBHas rpymnna

KoHTponbHas rpynmna

Craausi TpaH3UTOPHO# HIIEMUHI MUOKap/Ia n=100 n=40
aoc. % abe. %
I 8 8,0+2,6 20,0+6,3
II 34 34,0t4,7* 6 15,0+5,6
111 28 28,0t4,5* 2 5,0£3,4

Tabauya 3. Tloka3aTtesu cepaedHoi TeMOANHAMMKH Y HOBOPOKIEHHbIX JIeTell ¢ 3a/1epKKOii BHyTPUYTPOOHOTO Pa3BUTHS

Bo3spact
Wiaearrs 10 gHeit 1 mec
OCHOBHast KOHTPOJIbHAsI OCHOBHast KOHTPOJIbHAsI
rpymnmna rpymnmna rpymnmna rpymnmna
KIP, Mmm 16,0£0,25* 19,2£0,20 18,0+0,31* 20,4+0,24
KCP, Mmm 10,0£0,16* 11,0£0,20 11,5+0,22* 13,610,224
KOO, mn 6,8+0,30* 11,5£0,28 10,0+0,30* 13,0£0,28
KCO, mn 2,1+0,05* 3,5+0,10 3,0£0,08* 4,11+0,16
YO, mn 4,6+0,22* 8,1+0,18 6,8+0,23* 9,210,20
DU, % 71,0+0,30* 75,1+0,36 73,0+0,33* 74,5%0,40
YCC, B MuH 153,0+1,6* 142,0£0,8 137,0£1,3 140,0£1,0
MO, n/muu 0,7+0,03* 1,210,02 0,9+0,03* 1,3%0,06
CHU, n/mMun/m? 3,5+0,14* 2,210,04 3,0+0,02* 2,0£0,04

ITpumeuanue. KJIP — xoHeuHblil nuactonudyeckuii pazmep; KCP — koHeuHblil cuctonuyeckuii pazmep; KO — KOHEUHBIN AUACTOIUYECKUIA
00beM; KCO — koHeuHblii cucTonnyeckuii oobem; YO — ynapHbiii 00beM; PU — dpakiust usrnanus; MO — muHyTHBII 00bem; CHU — cep-

JEYHBIM MHAEKC.

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUM, 3, 2016

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 3, 2016

43




yeM y JeTeil KOHTPOJBHOW TPYMITbl: KOHEYHbIE AMACTO-
Jmueckuii (16,0£0,25 u 19,2+0,2 MM COOTBETCTBEHHO;
p<0,05) u cucronmmueckuir (10,0+0,16 u 11,0+£0,2 Mm;
<0,05) pasmephbl; KOHeUHbIE TUacTonueckuii (6,8+0,3
n 11,5+0,28 mi; p<0,05) n cucronuueckuit (2,1£0,05
n 3,5+0,1 m; p<0,05) oObembl; (pakidsi U3THAHUS
(71,0+0,3 u 75,1£0,36%; p<0,05), MUHYTHBII 00BEM
(0,7£0,03 u 1,2£0,02 n/mun; p<0,05). ¥ HOBOpOXICH-
HBIX C 3a7eP>KKOI BHYTPUYTPOOHOTO pa3BUTHS TTOKA3aTe-
JIA yIapHOTO 00beMa ObLITN 3HAYUTENIbHO HIKe (4,610,22
u 8,1%0,18 mi; p<0,05), cepaeuHblit UHAEKC — TOCTOBEP-
Ho BbIme (3,5+0,14 u 2,240,04 n/mun/M?; p<0,05). BoI-
SIBJICHHBIE 3aKOHOMEPHOCTU COXPaHSIUCh Y JeTell oc-
HOBHO TPYTIIIBI ¥ K KOHILY TIeproaa HOBOPOXKIECHHOCTH.
ITo HalmeMy MHEHWIO, 3TO CBSI3aHO C HETOCTaTOYHBIMU
KOMIIEHCATOPHBIMU BO3MOXHOCTSMU CEPAECYHO-COCYI-
CTOU CUCTEMBI Y TAHHOW KaTeTOpUU ETEH.

OmHUM U3 BaXKHEWIINX TTapaMeTpoB TeMOIMHAMUYE-
CKOW aJanTaluy HOBOPOXICHHBIX K YCIOBHMSIM BHEYT-
POOHOI XU3HM SBJISETCS HauIne (QYHKIIMOHUPYIOIINX
(beTambHBIX KOMMyHUKauii. [eMoagnHaMuveckas amarn-
TalMs y AeTel ¢ 3aIepXKKOM BHYTPUYTPOOHOTO pa3BUTHS
COIPOBOXIAJACh GoJiee MIMTEIbHBIM (DYHKIIMOHUPOBA-
HUeM (eTaTbHbIX KOMMYHUKaLWii. B OCHOBHOI TpyIiITe
HOBOPOXAEHHBIX B Bo3pacTe 10 gHEH OTKpPBITOE OBaJIb-
HOE OKHO ObLJTO BEISIBIIEHO Y 52,0+5,0%, OTKPHITHIN apTe-
pUATBHBINA TPOTOK — Y 16,013,7%; B KOHTPOJBHOM TPYTI-
e — cootBeTcTBeHHO ¥ 30,0+7,2% (p<0,02) 1 5,0£3,4%
(»<0,05). ITo naHHBIM KaTaMHECTUYECKOTO HAOJIOIEHUSI,
y nmeTeil B Bo3pacTe | Troma OTKPBITOE OBaJbHOE OKHO
ocTaBayioch GYyHKIMOHUpYIOUM y 36,0+4,8% B rpyre
C 3a7ep>KKOI BHYTpUYTpOOHOTO pa3Butusa uy 17,5+6,0%
(»<0,02) B KOHTPOJIBHOI TpyTIIE.

Takum oGpaszom, mJIsl 1eTeil ¢ 3aaepXKKOil BHYTPUYT-
POOHOTO pa3BUTHSI XapaKTepHO HapylleHWe TMPOIeCCOB
HEOHATaJbHOM amanTalnu CepAeYHO-COCYIUCTON CU-
CTEMBbI, UTO JTOKYMEHTUPYETCS MOJTYIeHHBIMU KIMHUYE-
CKUMM W WHCTPYMEHTAJIbHBIMU HaHHBIMH. B KadecTBe
[JIABHOTO TIATOTE€HETUYECKOTO 3BeHa (POpMHMpPOBAHUS
KapaWOBaCKYISIPHBIX M3MEHEHWI TIpU 3afepkKKe BHY-
TPUYTPOOHOTO PAa3BUTHS CIIEAYET YKa3aTh XPOHUYECKYIO
BHYTPHUYTPOOHYIO TUITOKCHIO TIIOMA.

IMpakTruecKn BaxKHOW SBIISIETCST TPaKTOBKA TTOJTY-
YEHHBIX Pe3YJITaTOB ¢ KIMHWYeCKUX mo3uimii. C yde-
TOM WMMEIOIINXCS NAaHHBIX JIMTEPAaTypbl HauboJjee IMpu-
eMJIEMBIMI TepMUHAMK JJIST OOO3HAYEHUST W3MEHEHUIA
CEPIAEYHO-COCYIUCTOM CUCTEMBI y JIeTeil ¢ 3amepsKKOu
BHYTPUYTPOOHOTO pPAa3BUTHUS SIBJISIOTCS «TPAaH3UTOPHAsT
MIIEMMS] MUOKAP/Ia» , «IIOCTTUIIOKCHYECKUI CUHIPOM JIE3-
aJlanTallid CepPAeYHO-COCYIUCTON CUCTEMBI», «CHUHIPOM
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OPUINHAJIbHBIE CTATbU TEPUHATOJIOINsS U HEOHATOJIOINs1

Jle3afanTallii HEOHATaJIbHOTO KpoBooOpalieHus» [6, 7],
KOTOpbIE TPAKTYIOTCSI KaK KOMILUIEKC MeTabOJUYECKUX,
(YHKIIMOHATLHBIX M TeMOAMHAMUUYECKUX HapylIeHUH,
BO3HMKAIOIIMX B OpraHW3Me HOBOPOXIEHHOTO pebeHKa
B pe3yJbTraTe MepeHEeCEHHOM IepuHaTaJbHOU TUITOKCHUM.
OCHOBHBIMU CJICICTBUSIMU TUTIOKCUU SIBJISIFOTCSI TIOBBI-
IIeHUEe aKTUBHOCTU Kapauocrenuduieckux hepMeHTOB,
HapylIeHue HeWUpOTyMOpATbHOW PETYJSIIUA CepACUHOMN
NIeSITETbBHOCT U 9HEPTOOOMEHHBIX TPOIIECCOB, YTO TMPU-
BOIUT K CHMXEHUIO COKPaTUTEJIbHOW CIIOCOOHOCTU
MMOKap/ia, HEeIOCTaTOYHOCTU  aTPUOBEHTPUKYJISIPHBIX
KJIalaHOB, a MHOT/Ia — K TIPU3HAKaM CepJeuyHOI HelocTa-
TOYHOCTU [7]. BbLAENSIOT TpU KIMHUKO-IATOTeHEeTUYe-
CKHX BapMaHTa CMHIPOMAa MOCTIUITOKCUYECKON Je3amar-
Taluy CepIeUYHO-COCYIUCTON CUCTEMBI: 1) HeoHaTaabHast
JIETOYHAsI TUTIEPTEH3UsI U MEePCUCTUPOBaHUE (heTaTbHbIX
KOMMYHUKaLWI; 2) TpaH3UTOpHasi AUCHYHKIIMST MUO-
Kapna (¢ HOpMaJIbHOM, TOBBIIIIEHHOW WM TTOHWXEHHOM
COKPATUTEIbHOW CITOCOOHOCTBIO CEpACYHON MBIIILIBI);
3) HapylIeHUe CEPACYHOTO PUTMA U MPOBOAUMOCTH [7].
OmnBIT MOKAa3bIBAET, YTO JIOCTATOYHO YaCTO BBISIBJICH-
HbIE Y HOBOPOXIEHHBIX C 3aePKKOW BHYTPUYTPOOHOTO
pa3BUTHSI KJIMHUKO-UHCTPYMEHTAJIbHbIE U3MEHEHUS CO
CTOPOHBI CEePAEYHO-COCYJAUCTON CUCTEMbl HE HaXOISAT
OTpaXeHUs] B KJIMHWYECKOM JuarHose. Tak, Mo Halimm
JIaHHBIM, Bce 00cieqoBaHHbIE HOBOPOXIEHHbBIE OCHOB-
HOW TPyMIIbl UMEJIM TIPOSIBIIEHUSI TTOCTTMITOKCUUYECKOTO
CUHIpOMa Jie3aJanTallMi CepAeYHO-COCYIUCTON CUCTE-
MbI, TOTJIa KaK B KIMHUYECKOM JAMAarHo3e 3T0 ObLIO Mpej-
craBiieHo Juib B 45,01£5,0% ciydaeB (B KOHTPOJIBHOM
rpynme — B 5,0+3,4%). JlaHHas TeHICHLMST HETATUBHO
OTpaxKaeTcsl Ha JICUEHUU JETe ¢ 3a1ep>KKOW BHYTPUYT-
pPOOHOTO pa3BUTHSI, TpeAycMaTpPUBAIOIIEM IpOBeIeHUE
KapamoMeTaboJIMYecKoil, HeMpONmpOTeKTUBHOM, B psijie
CJlydyaeB WHOTPOITHOW Tepanuu, a B JOaJIbHEUIIeM —
Ha MocjeayloleM TUCIaHCepHOM HAOMIOAeHUU IeTEN.

3akntovyeHue

ITpoBeaeHHOE nccaenoBaHe MOKa3aJl0 BBICOKYIO Ya-
CTOTY U3MEHEHUI CEPAEYHO-COCYIUCTOU CUCTEMBI Y HO-
BOPOXKJIEHHBIX JIeTell C 3alepKKOW BHYTPUYTPOOHOTO
pPa3BUTHS, UTO SIBJISIETCSI MIPOSIBIEHWEM CUHIpPOMA OE3-
anantaiiu. OOHapyXXeHHbIe U3MEHEHUsI ClIeyeT Tpak-
TOBATh KaK pe3yJIbTaT MePEHECEHHOU MepUHATAIBHOM TU -
nokcuu. [lonydyeHHbIe JTaHHBIE TUKTYIOT HEOOXOAUMOCTh
BKJIIOUEHHUSI B CTaHIApPT HAOJIOJeHUsST HOBOPOXKIECHHBIX
C 3aJIEP>KKOW BHYTPUYTPOOHOTO Pa3BUTUSI UCCIIEJOBAHUE
(GYHKIINYU CepIeYHO-COCYIMCTON CUCTEMbI M Ha3HAUYCHHWE
COOTBETCTBYIOIIEN METUKAMEHTO3HOM TEpATTU.

Hayk. CmoneHck, 2009; 23. (Kalandia M.R. Especially car-
diovascular, autonomic nervous system and prevention of dis-
orders in infants and young children with intrauterine growth
retardationthesis. Avtoref. diss. ... k.m.n. Smolensk, 2009; 23.)
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OPUINHAJIbHBIE CTATbU NMEPUHATOJIOINS U HEOHATOJIOIrns

Oco0enHocTH (hepMEHTHOTO CTaTyca JMM(OUUTOB KPOBH HOBOPOKIEHHBIX JIeTei
C THNOTPO(PHIECKIM BAPUAHTOM 3a/1€PKKH BHYTPUYTPOOHOTO PA3BUTHS

B.11. Hosuukas, B.JI. Ipuyunckas

®rBHY «Hay4yHo-nccnenosaTenbCkuii UHCTUTYT MeanUMHCKMX Npobnem Ceeepa», KpacHosipck

Specific features of the lymphocyte enzyme status in newborn infants with the hypotrophic
type of intrauterine growth retardation

V.P. Novitskaya, V. L. Gritsinskaya

Research Institute for Medical Problems of the North, Krasnoyarsk

Ileab uccenoBaHus: BbIIBUTH 0COOEHHOCTH (hepMeHTHOro craryca JumMgonuToB KPOBU HOBOPOXKIEHHBIX JIeTeil ¢ runorpoduye-
CKMM BAPHAHTOM 33JI€PKKH BHYTPUYTPOOHOTO Pa3BUTHS B YCJIOBUSAX SKyTHH.

Oo6caenoBanbl 137 H0HOIEHHBIX HOBOPOXKIEHHDIX J€Teil NPULLIOro Haceenus I. SIkyrcka B 1, 3 u 5-e cyTKu xKu3Hu, u3 Hux 28 nerei
C 3aJIePXKKOiil BHYTPHYTPOOHOTO pa3Butus. [IpoBeieH aHAIN3 HUTOXUMHYECKOI AKTHBHOCTH (hepMeHTOB JIMM(OIMTOB KPOBH C OMNpe-
JieJieHHeM yPOBHsI M IMHAMUKM cyKiuHataernaporenassi (CAT), nmuepoa-3-docdaraeruaporenassi (I'®/IT), 1akrataernaporeHassi
(JIAT) u ee aspoonoro uzodepmenta (H-JI/IT), HAJI®D.H2-auadopassi, MoHoamunokcunassl (MAO) u kucioii hocaraspl (KD).
YcTaHOBIIEHO, YTO Y JieTeil ¢ 3a/1ePKKOii BHYTPUYTPOOHOTO pa3BuTus B JuMdouutax Kposu nopbimiena akrusHocts CJIT, TO/T,
JIAT ua 5-e cyTku xu3Hu U cHizkena aktusHocTb HAJI®.H2-nnacdopa3sbl B cpaBHEHHH CO 310POBBIMH HOBOPOXKIAEHHbIMH. B m1uHa-
MHKEe PAHHEro OHTOreHe3a YCTAHOBJIEHA JeCUHXPOHUS MeTadoumueckux nmyreil. Heo0xoamumo ¢ yueToM BbISIBIEHHBIX 0COOEHHOCTEN
MeTado/IM3Ma y JeTeil ¢ 3a/1ePKKOil BHYTPUYTPOOHOTO PA3BUTHS B YCJIOBUAX SIKYTHH MPOBOIMTH PAIMOHAJIbHYIO KOPPEKIMIO CTAH-
JAPTHBIX CXeM JIeYeHHsl.

Karouesvte caosa: HosopodcdenHbie demu, 3a0epiicka 6HympuympooHo2o pa3eumusi, gepmenmol, aumpouumst, Symus.

Objective: to reveal the specific features of the lymphocyte enzyme status in newborn infants with hypotrophic type of intrauterine
growth retardation under the conditions of Yakutia.

Subjects and methods. A total of 137 full-term newborns (including 28 babies with intrauterine growth retardation) whose parents
were Yakutsk newcomers were examined on 1, 3 and 5 days of life. The cytochemical activity of lymphocyte enzymes, by determining
the level of and time course of changes in succinate dehydrogenase (SDH), glycerol-3-phosphate dehydrogenase (GPDH), lactate
dehydrogenase (LDH) and its aerobic isoenzyme (LDH-H), NADFH2-diaphorase, monoamine oxidase (MAOQ), and acid phospha-
tase (AP), were analyzed.

Results. It was ascertained that the activity of SDH, GPDH, and LDH was higher on 5 day of life and that of NADFH2-diaphorase
was lower in infants with intrauterine growth retardation than in apparently healthy neonates. Desynchronosis of the metabolic path-
ways was established in the dynamics of early ontogenesis.

Conclusion. It is necessary to rationally correct standard treatment regimens, by taking into account the found metabolic features in
infants with intrauterine growth retardation under the conditions of Yakutia.

Key words: newborn infants, intrauterine growth retardation, enzymes, lymphocytes, Yakutia.

HapymeHne BHYTPUYTPOOHOTO pOCTa W Pa3BUTHUS
TUIofa OCTaeTCsl OJHON M3 aKTyaJbHBIX TpoOJeM
aKyllIepcTBa M MEPUHATOJNIOTMU. 3HAYMMOCTD 3a/IepKKHU
BHYTPUYTPOOHOTO Pa3BUTUS OTIPEACIISIETCSI €€ OOJIBIIIUM
yIeJIbHBIM BECOM B CTPYKType TepHMHATaJIbHOW CMEepT-
HOCTHU U 3200J1I€BAEMOCTU HOBOPOXJECHHbIX, a TaKXKe He-
OJIaTOTIPUSITHBIM MEIUKO-OMOJIOTUYECKUM U COLMAIb-
HBIM TIPOTHO30M B OymyiieM [1—5].

TepMuH «3amepkKa BHYTPUYTPOOHOTO DPa3BUTHSI»
UCTOJB3YIOT JUJIsi 0003HAUYE€HUsI XPOHUYECKOro pac-
CTPOWCTBA TMUTAHUS IJIONA, COMPOBOXIAIOIIETOCs OT-
CTaBaHMEM €ro BHYTPUYTPOOHOTO pa3BUTHUSI, (dU3NYE-
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CT. H. COTp. Jlaboparopuu KinHUYeckoil natopusuonornn HUN meanumn-
CKUX TIPOo6IIeM ceBepa

Ipunmuckas Bepa JlionBuroBHa — A.M.H., IJI. H. COTp. TOii Xe JlaGopaTtopun
660022 KpacHosipck, yii. [Tapruzana XKenesHsika, 11.3«r»

CKMX T1apaMeTpoOB, KJIMHUYECKON M (PYHKIIMOHAIbHOM
HE3peJIOCThIO Psila OPTAaHOB U CUCTEM, CHUXKEHUEM HM-
MYHOJIOTUUECKOW pPEeaKTMBHOCTM W MeTabOoJUYeCKUMU
pacctpoiictBamu. [IpUHATO BBIIEIATH TPU KIMHUYECKUX
BapuaHTa 3aJepXKu BHYTPUYTPOOHOTO pas3BuUTUs [2]:
TUTTOTPOMDUYECKUA, TUMOTIIACTUYECKUI W AUCILIACTU-
yeckuit. B aHMI0S13bIYHOM JMTEpaType BMECTO TepMUHA
«TUTIOTPO(UYECKUIT BapuaHT» MCIIOJIB3YIOT TOHSITUE
«aCUMMETpUYHAsl 3a7iepKKa BHYTPUYTPOOHOTO pa3BU-
TUSI», @ TUITOTUIACTUYECKUI M TUCTUIACTUYECKUIT Bapu-
aHTBI OOBEIUHSIIOT TTIOHSITHEM «CUMMETPUYHAsI 3a7epKKa
BHYTPUYTPOOHOTO Pa3BUTUSI».

Tunorpoduyeckuii  BapuaHT  XapaKTepU3YyeTCs
MpakTUYeCKU HOPMAaJbHBIM POCTOM CKeJieTa M TOJIO-
BbI, HO CHUKEHUMEM B Pa3JIMYHON CTEIEHU KOJIMYeCTBa
MOJKOXHOTO XHUpa W MblliedyHoi Macchl. [lonararor,
YTO TOJOOHBIN BapuaHT popMUpyeTcsl Ha Oojiee To3/1-
HUX cpoKax O6epeMeHHOCTHU. JleTn ¢ TaHHBIM BapuUaH-
TOM 3a7epXKU BHYTPUYTPOOHOTO pPa3BUTHUS HMEIOT
BBICOKMII PMCK paHHUX OCJOXHEHUI B HEOHaTallb-
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HoM Tiepuone [2—5]. [lo MHeHUMIO psiga aBTOPOB, AETH
¢ TUMOTPODUIECKUM BapUAHTOM CKJIOHHBI K OOJIbIIEH
moTepe nepBoHavYaIbHONM MacChl Tejla U Oojiee MeIJIeH-
HOMY €€ BOCCTAaHOBJIEHWIO, 3aTSKHOW TPaH3UTOPHOU
JKEJITYXe HOBOPOXIEHHBIX, MEIJICHHOMY 3a’KUBJICHUIO
MyMOYHON paHKW TIocje OTHAAEHUS ITyIMOBUHHOTO
ocraTka. Y JeTeil TakxKe OTMedaloTCsl TOPMOHaJIbHO-
MeTaboMdyecKre HapylleHUs: TUTOTJIMKEMHUST, TUTIO-
KaJbIIUeMUs, TUIIOMAarHUeMMWsI, TUHAMUYECKUE W3-
MEHEHUSI COAepXaHUsS TUPEOTPOITHOTO, THUPEOUTHBIX
TOPMOHOB U KOPTH30J1a B KpoBH [4].

HecMmotpst Ha MHOTOOOpa3ue 3THOJIOTUYECKUX daK-
TOPOB, BBI3BIBAIOIIMX Pa3BUTUE 3aIEPKKU BHYTPUYT-
pOOHOTrO pa3BUTHsSI, OCHOBOI e€e maToreHes3a SIBJISIETCS
XpoHMYecKast cTpeccoBasg peakumsa [5]. CueacrBreMm
XPOHUYECKOTO CTpecca HEeM30eKHO CIYXUT U3MEHEeHUE
aKTMBHOCTU psila CUCTeM, oOecTeuynBaIIuX TOIIep-
J)KaHWe ToMeocTasa, U B TEpBYIO ouepelb MMMYHHOM,
MHMOPMATUBHBIM TIOKa3aTeJIeM COCTOSTHUSI KOTOPOW
SIBJISIIOTCSL  TMapaMeTpbl  (hepMEHTHOTro MeTabosm3Ma
nuMmdonuToB nepudepudeckoit kposu [6, 7]. M3me-
HeHMs (hepMEHTHBIX ToKa3aTeJell CBHUIETEIbCTBYIOT
0 TIOBPEXAEHUN KOHKPETHOTO 3BeHa B IIeMTH OOMEHHBIX
MPOIIECCOB HE TOJBKO CaMUX KJIETOK, HO U BHYTPEH-
HUX OPTaHOB, B CBS3M C YEM 3TU TTOKA3aTeJIU C YCIIeXOM
HUCTIONBb3YIOTCST JUTSI OLIEHKM PAaHHUX MeTabOTMYeCKUX
CIBUTOB M TAaTOJIOTUYECKUX OTKJIOHEHUI B COCTOSTHUU
HOBOPOXKICHHBIX eTei [6, 8]. YauThiBasi, 4To myoIrKa-
LW, TTIOCBSIIIIEHHBIX METaO0OJMUYECKOM XapaKTepUCTUKE
HOBOPOXXIEHHBIX IeTel C 3aJepXKON BHYTPUYTPOO-
Horo pa3BuTus B yciaoBusix CeBepa, He1OCTaTOYHO [8],
MbI TPOBEJIM HACTOsIIIEe NCCle0oBaHueE.

Ienp uccaenosanus. BoissBUTE 0COOEHHOCTH BO3pacT-
HOI TMHAMUKK (DePMEHTHOTO cTaryca JIMM(MOIIMTOB HO-
BOPOXKIEHHBIX JETEl C TUTTOTPOPUIECKUM BapUaHTOM 3a-
JIEP>KKU BHYTPUYTPOOHOTO Pa3BUTHS B YCIOBUSIX SIKYTUN.

XapakTepucTuka petei 1 MeTogbl UCcrefoBaHUs

HccnenoBanust TIpoBeleHBI B 3UMHUI TIEPUOM TOIa
B I. fkyrcke. MeTonoMm ciyyailHOi BbIOOPKM B Hccie-
JIOBaHNE BKIIOYEHHI 137 MOHOIIEHHBIX HOBOPOXKICHHBIX
nereit mpunuioro HaceneHus: Cesepa. OOcnemoBaHue
JIleTel MPOBOAMIIN TI0 COTIACOBAHUIO C aIMUHMCTpALI-
eif pOIMJIBHBIX JOMOB TIPW TOAMUCAHUU POIUTEISIMU
nHOpMUpOBaHHOTO cornacus. HMccnemoBaHust co-
OTBETCTBOBAJIM 3TUYECKUM U TIPaBOBBIM CTaHIApTaM
1 ObIM OJOOpPEHBI KOMHUTETOM II0 OMOMEIMIIMHCKOI
stuke OTBHY «HUHW MIIC». O6s3aTebHbIM KPUTE-
pyeM BKIIIOUEHUSI B HMCCIeIOBaHUE ObUIO OTCYTCTBUE
OCJIOXKHEHMI B aKyIIEepCKOM aHaMHe3e Y MaTepeit U oT-
KJIOHEHU B COCTOSTHUM HOBOPOXKAEHHBIX JIeTeil (OLleHKa
no mkasne Anrap 8—10 6aynoB).

IMpoBeaeHO WHTEPBBIOMPOBAHUE KEHIIUH C TTOMO-
IO pa3pabOTaHHON HAMM aHKEThbl, B KOTOPOil 0coboe
BHUMaHUeE YACJICHO XapaKTepy paboThl MaTepu 10 Oepe-
MEHHOCTH U BO BpeMsI Hee, OTCYTCTBUIO BPEIHBIX MPO-
MU3BOICTBEHHBIX (haKTOPOB. [IOTIOJTHUTEbHBIE CBEICHUS

MOJy9eHBI U3 UCTOPUI POJOB U KapT Pa3BUTHUSI HOBOPO-
XneHHoro. O0ciegoBaHNe AETE OCYIIECTBISIIN B 1, 3,
5-¢ cyTKU Xu3HU. JJeTr ObUTH pa3nesieHbl Ha ABE TPYIIIIbL:
OCHOBHasl rpyrnmna — 28 aeteit ¢ TMIOTPOo(UUECKUM Ba-
PUAHTOM 3aIepPXXKW BHYTPUYTPOOHOTO Pa3BUTHSI; TPYII-
na cpaBHeHUs1 — 109 HOBOPOXIEHHBIX C HOPMaJIbHBIMU
MacCOpPOCTOBBIMU TTOKa3aTeIIMU. JIMarHOCTHKA 3afepsK-
KW BHYTPUYTPOOHOTO pa3BUTHUsI MPOBeIeHa Ha OCHOBA-
HUM BEJIMUMHBI MacCOPOCTOBOTO KoadduuneHTa (< 59).

Kaxmass Tpyrima HOBOPOXICHHBIX ObLla pasjesieHa
Ha TPY MOATPYIIIBL: B TIEPBYIO BKITIOUAIH JAeTei 1-X CyTOK
JKU3HH, BO BTOPYIO — 3 CYT JXM3HU M B TPEThIO — 5 CYT
JKU3HM, TIOCKOJIBKY He BCeTaa MMeslach BO3MOXKHOCTb
MpOBeIeHUsT TIePCOHNMPUIIMPOBAHHON AUHAMUKK. Kpu-
TEpUeM UCKITIOUEHUST U3 MCCIeTOBAHUS ObLTA OTKJIOHE-
HUS B COCTOSTHUM JeTeit 1 BakunHaumst bLI2K.

Hnst oueHKM (DYHKIIMOHATBHOTO COCTOSIHUSI JIUMO-
LIUTOB IMPOBOAMIICS IIUTOXUMHWUYECKUIT aHATIN3 aKTUBHOCTH
(epMEHTOB-MapKepOB MeTabOJMYECKUX TIyTeil: IMKiIa
Kpebca (cykumnarneruaporenasa; CJI'); rmunepodoc-
(aTHOTO IIIyHTa, COEAMHSIIOIIETO TJIMKOJIU3 C ILIMKIOM
Kpebca (rmuieposn-3-dochatnernaporeHasa MUTOXOH-
npuanbHas, ['DJT), rmkommsa (JTaKTaTAerMaporeHasa;
JIAT u ee aspobOHbIit nzodepment; H-JIJT') u pepmenTa
BoccTaHosuTenbHOro cuuresa (HAIL® * H -madopasa)
[9]. Anst cyxknmeHust 06 aKTUBHOCTM aMWHOOKCHIA3HOTO
MyTA OKUCJIEHUST MOHOAMWHOB OMPENETSUIA MOHOAMMH-
okcunaszy (MAQO) [10], misg OLEHKM KaTtaboJMYecKOro
MmyTh oOMeHa B TuMdoLnTax — (epMeHT JIM30COMHECTTEe-
mryeckyio kucnyto docdarasy (KD) [11]. AKTUBHOCTh
nerugporeHad 1 MAQO BbIpaxaau KOJIMYECTBOM TpaHysl
dopmazana B 1 KiieTke — rp/Ki1, a akTuBHOCTb KD — nH-
nexkcom Kaplow [12].

TMonyyeHHble pe3yabTaThl  0OpabOTaHbI ¢ TO-
MOIIBIO  CTaHAAPTHOM JIMIIEH3UOHHOW  TIPOTPaMMBI
Statistica v. 6.1. J1IoCTOBEpHOCTb Pa3IUIMil ONPeIeSIn
¢ ucrnosib3oBaHueM Kputepusi CThloIeHTa TIPU KPUTHU-
yeckoM ypoBHe 3HauuMoctu p<0,05. JlaHHbIe TIpeacTaB-
JIEHBI B BUJIE CpeIHEN BeJMYMHBI, a TAKKe CTAHIAPTHOM
ounMoKu cpenHeit apudmerndeckoi (M=m).

PesynbraThbl M 06CyXaeHne

B oskonormueckux yciaoBusix SKyTMu 'y HOBOpPO-
JKIEHHBIX, HE3aBUCMMO OT MaCCOPOCTOBBIX XapakTe-
pUCTUK, B JuUMoIMTax oOIpeaessieTcss 0ojiee HU3Kast
CpelHsIsT aKTUBHOCTh MMTOXOHAPHAIIBHBIX (PepMEHTOB
(CAT' u T®AI) mo cpaBHEHUIO C AaHHBIMU HMCCIEI0-
BaHUW, MPOBEJEHHBIX B CPEIHEN MOJIOCE €BPOMEUCKON
yactu P®D [6]. BeisiBeHBI 0COGEHHOCTH (PepMEHTHOTO
MeTaboam3Ma JUMOOIIMTOB mnepudepuyeckoil KpoBU
Y HOBOPOXACHHBIX JeTel C pa3IMuHbIMUA MacCOPOCTOBBI-
MU TIoKazaTensiMu. Tak, B 1-e CyTKU XU3HU y 00Cieno-
BaHHBIX JIETEH C 3aep>KKOW BHYTPUYTPOOHOTO pa3BUTUS
(cM. Tabnuiy) B aumdoruTax ObUla CHUXEHAa aKTUB-
HOCTb (bepMEHTOB B3HepreTuueckoro oomena — I'DAT
(Ha 46,8%; p<0,05), JIAT (Ha 67,1%; p<0,001) w H-JIAT
(Ha 54,1%; p<0,01), HO MOBBIIIEHa AaKTUBHOCTH (hDepMeH-

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUM, 3, 2016

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 3, 2016

47




Ta Tactudyeckoro obmena — HAJID * H -nmadopassr
(Ha 77,9%; p<0,001) oTHOCUTENBHO TIOKa3aTeslell meTeit
TPYIIIBI CPABHEHMSI.

Ha 3-u cyTku XKUM3HU Y HOBOPOXIECHHBIX OCHOB-
HO# Tpynmbl ObUla CHMXKeHa akTuBHOcTh — H-JIIAT,
HAJI® « H,-mnadopazer 1 MAO B cpennem Ha 20%
(p<0,05), Ho moBbIeHa akTuBHOCTL DI B 2,2 pasza
(»p<0,01) oTHOcHTENbHO TIIOKAa3aTelel B TpyIIe CpaB-
HeHus. Ha 5-e cyTKM XM3HM y IeTell ¢ 3aepKKOil BHY-
TPUYTPOOHOTO pa3BUTHS B JIUM@OIMTAX CHIXEHa aK-
tusHOCTh H-JIIT, HAJI® * H -nnadopaser (B cpemHem
Ha 20%; p<0,05), 4To XapakTepu3yeT WHTUOMpOBaHUE
peakiuii a3poOHOro INMKOJIN3a U MAKPOMOJIEKYJISIPHO-
ro cMHTe3a. B To ke BpeMst Obljia TTOBBIIIIEHA aKTUBHOCTh
dbepmenToB mutoxouapuit (CAT — na 31,5%, TOAT —
B 2 pa3a) U aKTMBHOCTb peaklinii aHa3pPOOHOTO INIMKOJIU-
3a — nosbimenue yposHst JIAT Ha 47,7% (p<0,01) oTHO-
CUTEJILHO TTOKa3aTeJIe y AeTei IPYIIibl CPAaBHEHUS.

B neproa HOBOPOXXIEHHOCTU 3HAYUTEIBHOM BETUIM-
Hbl qocturana ¢pakuust JIJIT, He yyBcTBUTENbHAS K IEii-
ctBuio MmoueBuHbl, — H-JIII. OnHako y nereit ocHOBHOI
rpynisl noast H-JIAT ot JIAI B 1, 3 u 5-e cyTKu Xu3Hu
obi1a HUXe (34, 36, 25%), yeM y IeTeit TpyNibl CpaBHe-
nust (43, 40, 47% cootBeTcTBeHHO). ClleyeT OTMETUTD,
YTO y JAeTeil, POAVBIINMXCS B YMEPEHHBIX IIMPOTaX, 3Ta
dpakuus cocrasisuia MeHee 20% [6].

Hamu BbIsiBIeHa pa3HOHAIPaBIEHHOCTb BO3PacCT-
HOI AMHAMWKM TOKa3aTejieli akTUBHOCTH MUTOXOHIPU-
aJbHBIX (hepMeHTOB. Tak, Y HOBOPOXICHHBIX OCHOBHOM
rpynmbl akTuBHOCTE CII' moBwIIaziach K 5-M CyTKam
XU3HU Ha 61,9% OTHOCUTENIBHO TIoKa3aTeseil B 1-¢ cyT-
ku xu3Hu (p<0,01), a y geTeit rpymnrbl CpaBHEHUS 3TOT
rnokasaresib ocTaBajicsi 0e3 nuHamuku. [lokaszarennb ak-
tuBHocTH DT y merteit ¢ 3aepKKOW BHYTPUYTPOOHO-
TO Pa3BUTHS Kojiebaycsi, Bo3pacTast K 3-M CyTKaM KU3-
HU B 4 paza (p<0,001) u cHMXKASICh K 5-M CyTKaM KU3HU
Ha 60,6% (p<0,05) oTHOCHUTETHLHO TTOKa3aTeNei B 1-¢ cyT-
KU XU3HU. B TpyIie cpaBHeHUsI aKTUBHOCTh 3TOTO (hep-
MEeHTa K 5-My IHIO XU3HM pebeHKa cHuKaach Ha 58,1%
IO CpaBHEHMIO C YpoBHEM B 1-e cyTku xusnu (p<0,05);
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MO AAaHHBIM JIMTEPATypbl, OTMEUEHO YBEJIMUYEHNE aKTHB-
Hoctu [®OT Ha 3-u 1 5-¢ CyTKU KU3HU OTHOCUTEIHHO
rnoxasareJjiei pu poxaeHuu [6].

Kpowme Toro, y HOBOPOXIEHHBIX OCHOBHOM TPYIIIBI
BBISIBJICHO MOBBIIIIEHNE aKTUBHOCTHU TIMKOJIUTUYECKUX
susumoB (JIIAI, H-JIAI') B 1,5—2 paza Kk 5-M cyTkam
KM3HU. Y JeTeil rpynnbl CpaBHEHUsI MoKa3aTeau laH-
HbIX SH3UMOB OCTaBaJIMCh 0€3 TMHAMUKU 32 BPEMS Ha-
OJTtoleHUsI; a y feTeit, 00celoOBaHHBIX B €BPOIEHCKOM
yactu P®D, O6bIJI0 OTMEYEHO CHUKEHHUE UX aKTUBHOCTH
Ha 5-e cyTkm xu3Hu [6]. [To cBeAeHUAM TUTEpaATYypHI,
BBISIBJICHHBIE Y HOBOPOXIIEHHBIX C 3aJ1IePXKKOI BHYTPHU-
YTPOOHOTO Pa3BUTHUSI HAPYIIEHUS] KIETOUHOW sHEpre-
TUKM MOTYT MPUBECTU K HapyHUIeHUIO (PYHKIIMOHUPO-
BaHUSI U TOBPEXIEHUIO Haubosee dHEPro3aBUCUMbBIX
CUCTEM OpraHu3Ma: DHIOKPUHHOW, HEPBHOU U MbI-
mevHoit [13, 14].

VY nereit ¢ 3aaepXKKOil BHYTPUYTPOOHOTO DPa3BUTHS,
ponMBIINXCSI B SIKyTMU, HA 5-€ CYTKM XXU3HM aKTUB-
Hocth HAJI® * H,-nnacopasbl chuxkanack B 2,4 pasa
(»<0,001) oTHOCUTENBHO €€ 3HAYeHUI B 1-€ CYyTKU KU3-
HU, YTO XapaKTepu3yeT MHIMOMPOBaHNE CUHTETUYECKUX
peakuuii B aumMmdolMTax KpoBu. B rpynme cpaBHeHUs
y JIeTeli B mepBble 5 CyT Xu3HU ypoeHb HAILD * H,-mma-
¢opaszpl HE MEHSIICS; Y AeTel, POJUBIINUXCS B CPEIHUX
LIUPOTaxX, HAOII0AIOCh MOBbIIIEHNE TTOKA3aTelsl C BO3-
pactoMm [6]. AkTuBHOCTE MAO B auM@OLUTaX HOBOPO-
JKIEHHBIX OCHOBHOM TPYIIMBI TTOBBIIIAJIACh ¢ 1-X Ha 5-¢
CcyTKM Xu3HU B 1,5 paza (p<0,05). B rpynmne cpaBHeHusI
YPOBEHB OCTaBaJICSI HU3KUM (B cpemHeM 2,66 rp/KiT) 1 He
U3MEHsUICS B TepBble 5 aHel xu3Hu. [loBbillieHUe ak-
TUBHOCTU 3TOTo (hepMeHTa B JMM@oOUUTax AeTeit C 3a-
NIEPXKKON BHYTPUYTPOOHOTO pPa3BUTHUS CBUAETETLCTBYET
0 HaKOIJIEHUU MPOJYKTOB MOHOAMUHOKCUIA3HOW peak-
1IMU, TAKWX KaK aJbAeTHIbl, aMMUAK 1 TIEPEKUCh BOIOPO-
114, YTO BBI3bIBAET NOTMOJIHUTEIBHOE YCUJIEHUE MTPOIIECCOB
MEPEKUCHOTO OKUCJIEHUS JIMMUAOB U COOTBETCTBEHHO
yYBeJIMYEHUE IeCTPYKTUBHBIX UBMEHEHUI B KJIeTKaX Kpo-
BU. Y HOBOPOXAECHHBIX BCEX TIpynIl I. SIKyTcka B JIUM-
¢ommTax ObUTa BBISBIEHA BBICOKAsT aKTUBHOCTH KD,

Tabauya. AkTuBHOCTD hepMeHTOB ( B Ip/KiT) B TMM(OIUTAX HOBOPOXKIEHHBIX JeTeli ¢ TMIOTPO(UIeCKUM BAPHAHTOM 3a/1€PIKKH

BHYTPHYTPOOHOTr0 pa3BuTHs B I. SIKyrcke (M=Em)

OcHOBHasl Tpyrna

Ipyrira cpaBHEHMsI

IMokazatess 1-e cyTku 3-u cyTKH1 5-e cyTKu 1-e cyTku 3-1 CyTKHI 5-e cyTKH
KU3HU KU3HU SKU3HU SKU3HU >KU3HU KU3HU
(n=10) (n=9) (n=9) (n=40) (n=37) (n=32)
CAr 8,8310,72 7,9210,1 14,310,1** 10,01%0,9 8,7310,96 10,8710,01
roar 1,4510,28** 6,07£0,2%* 3,68+0,13* 3,1£0,49 2,7810,43 1,8%0,14
JIAT 5,74%1,12 7,36x0,11 12,05+0,15* 8,5610,91 8,59%0.,8 8,16%0,87
H-JIAT 1,97£0,86 2,67£0,1 3,04%0,04 3,6410,39 3,43%0,53 3,82%0,58
HAJI® « H,-nm1adopasza 9,9810,1 4,8710,09 4,1710,11 5,61£0,48 6,19£0,65 5,5310,45
MAO 2,1310,64 2,13%£0,21 3,13%0,12 2,4910,18 2,7210,17 2,7910,18
K®, en. Kaplow 150,66%16,08 126+£8,31 140£7,2 139,57£4,71 138,411£5,2 146,13%6,36

Ilpumeuarue. [I0CTOBEPHOCTb Pa3IMYUil MEX/y OCHOBHOI IPYIIION aeTeii u rpynmoii cpaBHeHus: * — p<0,05; ** — p<0,01.
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Hosuykas B.11., Ipuyurckas B.JI. OcobeHHOCTH (hepMEHTHOTO CTaTyca TMM(OIIMTOB KPOBM HOBOPOXICHHBIX Tt

MpeBOCXOIIasl [oKazareau y JeTeil, PpONUBIIUXCS
B CpenHUX MpoTax. B Kaxmaoit rpyre 3ToT rmokasaTelib
ocraBaJicsi 0e3 TMHAMUKU B TIEPBbIE 5 CYT XKU3HU.

3akntovyeHue

V neteit mpuiioro HacejeHus I. IKyTcka ¢ 3amepxk-
KO BHYTPUYTPOOHOTO pPa3BUTHSI BbISIBJIEHHbIE OCOOEH-
HOCTM ToKa3zaresieli aKTUBHOCTU (DEPMEHTOB B JIMM(}PO-
1IUTaX B MEPUO/e HOBOPOXIEHHOCTU CBUIETEIHCTBYIOT
O BEpOSITHOM YBEJIMYEHUHN COJIep>KaHUsI B KPOBU HeOa-
TOTIPUSITHBIX (DAKTOPOB, U3MEHEHUM TOCTYITHOCTU CYO-
CTpaTOB M KO(AKTOPOB BCJIEICTBUE HAPYIIEHUST TIPO-
HUIIAEMOCTH KJIETOUHBIX MeMOpaH, CBSI3aHHOTO CO
CTPECCUHAYLIMPOBAHHBIM TIOBBIIIEHUEM T€PEKUCHOTO
okucyieHust tunuaos [4, 5]. [ToBbillieHUEe YPOBHS NETUI-
poreHas 1mkiaa Kpebca u miunepodocdaTHOro ImyH-
Ta, a Takke JIJII' cBumeTenbcTBYeT 00 TUrepakTUBaIluu
KJIETOYHOTO MeTaboau3Ma. YMEHbIIIeHWe aKTUBHOCTHU
HAJI® « H,-mnadopasbl B 3HAYNUTENLHON CTETIEHM 00-
YCJIOBJIMBAET CHUXKEHUE TIJIAaCTUYECKUX MPOIIECCOB Y Jie-
Teil ¢ 3aIep>KKO BHYTPUYTPOOHOTO pa3BUTHSI.

Bricokuit mokasarenb K® co3maet ycmoBus ISl He-
CTaOMIBHOCTU JIM30COM, SIBJISIIOIIMXCSI MeTaboJinue-
CKMM Jero KaTaboJn4yeckKuX (PepMeHTOB, CITOCOOHBIX
JIM3UPOBATh KJIETOUHBIE OPTAaHOUIBI U BECTU K ITPOTPeC-
CUPOBaHUIO TMATOJOTMYECKOro Tipoliecca. B kauecTse
¢akTopoB, CIOCOOHBIX MOAMGULIMPOBATHL aKTUBHOCTh
¢epMEeHTOB TMpU CTpecc-peakilui, MOTYT BBICTYyNAaTh
TJIIOKOKOPTUKOUJIBI U KaTeXOJJAMUHBI, COAiepXKaHUe KO-
TOPBIX U3MEHEHO Y JIETeH C 3a1ep>KKOW BHYTPUYTPOOHO-
ro pa3putus [4].
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ITommophu3M KIMHIYECKUX NMPOSIBJIEHHIA IPOrPeCcCUPYIONIeid MUTOXOHIPHAIbHOM
3HIe(aTOMHONIATHH, ACCONMUPOBAHHOI ¢ myTanueii rena POLG1

M.U. Abaonckasn, E.A. Huxonaesa, [1.A. lllamanos, M. H. Xapabaose

OCI «Hay4yHO-mnccnenoBaTeNnbCKUn KNMHUYECKUI MHCTUTYT neamatpum uMeHn akagemuka tO.E. Benstuwesa» Fr6OY BMO
PHAMY um. H.W. Muporosa MuHagpasa PP, Mocksa

Polymorphism of the clinical manifestations of progressive mitochondrial
encephalomyopathy associated with POLG1 gene mutation

M.I. Yablonskaya, E.A. Nikolaeva, P.A. Shatalov, M.N. Kharabadze

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

PacnpocTpaneHHOii NPUYMHON MUTOXOHAPUAJILHBIX 0osie3Hell ABIAIOTCA MyTauuu B rene POLG1, koaupyiomeM KaTaIuTHIECKYIO
cyosenununy JIHK-nommmepassl raMma, oTBeualomeii 3a pemmkanuio u penapanuio mutoxonapuansHoii IHK. 3adoneBanns, ac-
conuupoBannble ¢ nedexramu rena POLG1, xapakTepusyioTcsi BBIpaKeHHbIM KIMHHYECKUM NOTMMOPGH3MOM M MOTYT HATIOMUHATD
0T/Ie/bHbIe MUTOXOHIPHAJIbHbIE CHHIPOMBI, 4 TAKIKE JPyrue 00JI€3HN HACJIEJICTBEHHOI 1 HEHACJIEICTBEHHOM MPUPOIbI, YTO CO3IAET
TPYIHOCTH JUATHOCTHKH. JIpyrasi xapakTepHasi 0CO0EHHOCTD 3AKII0YAETCS B Pa3HO0OPa3uu ()eHOTHIIMIECKUX NPOSIBIEHHI Y PA3HBIX
00JIbHBIX, MMEIOKUX OfHY U Ty ke MyTauuio B rene POLG1. B cratbe npencrasieHo onucaHue MUTOXOHIPHAIbHOI dHIedaT0-
MHONATHH, 00YCJIOBIEHHOH TOMO3UIOTHO! MyTanueii B rene moaumepasbl ramma (POLG1, p.L304R), ¢ pa3nbiMi KIMHHYECKAME
NPOSIBJICHHUAMH U HEOIArONPHATHBIM HCXOA0M Y OO0JIbHBIX U3 ABYX Pa3HBIX ceMeii.

Karouesvte caosa: demu, mumoxonopuanvhvle 6onesru, sHyearomuonamus, cunopom MELAS, JTHK-noaumepasza eamma, een
POLG 1, mymayus p. L304R, kaunuueckuii noaumopgusm.

The common cause of mitochondrial diseases is mutations in the POLG1 gene encoding the catalytic subunit of DNA-polymerase
gamma that is responsible for the replication and repair of mitochondrial DNA. Diseases associated with POLG1 gene defects are
characterized by obvious clinical polymorphism and may resemble some mitochondrial syndromes and other hereditary and nonhe-
reditary diseases, which gives rise to diagnostic difficulties. Another characteristic feature is that phenotypic manifestations are of
diversity in various patients having the same mutation in the POLG1 gene. The paper describes mitochondrial encephalomyopathy,
caused by homozygous mutation in the polymerase gamma (POLG1, p.L304R), with different clinical manifestations and a poor
outcome in patients from two different families.

Key words: children, mitochondrial diseases, encephalomyopathy, MELAS syndrome, DNA-polymerase gamma, POLG I gene, p. L304R
mutation, clinical polymorphism.

3a00JiIeBaHUST  TIPEICTaBIsI-

MI/ITOXOH,Z[DI/IaIIBHHe 3aMom03pUTh 3a00JIeBaHE MUTOXOHIPUATLHON MPUPO-
0T cO001 OOIIMPHYIO TETEePOTreHHYIO TPYIIY Ha-

IbI: HDOTDCCCI/Ipy}OH_[I/Iﬁ XapaKTep TECUYCHUA, MMOPaKCHUEC

CJIENCTBEHHBIX 00JIE3HEN, KOTOPHIE B HACTOSIIEE BPEMS
CUMTAIOTCSI CaMOIl YacToi NMPUYMHON HeilpoMeTadoJm-
YeCKMX pacCTpOMCTB B jeTckoMm Bospacte [l1]. TsokecTb
TeUeHUsI, WHBaJWIW3alMsI M BBICOKAsI CMEPTHOCTb
y IaHHOM KaTeropuu OOJIbHBIX MPUBJIEKAIOT K ceOe BHU-
MaHMe CMEeUMATMCTOB M 3aCTaBIISIIOT MCKATh IMYyTU paH-
Hell TUarHOCTMKU M CITOCOOBI JIeUeHUsI 3TUX OOJe3HEH.
HecMoTrpsi Ha BbIpak€HHBINI KIMHWUYECKUN TTOJUMOpP-
¢Gu3M, CyIIeCTBYET psiji TPU3HAKOB, IO KOTOPHIM MOKHO
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JlabopaTtopuu OOLIei MaToNOrUK

Xapabazn3e MansuHa HomapueBHa — K.M.H., 3aB. OTJIEJEHUEM HACJIEICTBEH-
HBIX ¥ BPOXKIEHHBIX 3a00IeBaHUI C TTIOPaKEHUEM IIEHTPaTbHON HEPBHOM CH-
CTEeMbl U HApyLIEHUEM TICUXUKU

125412 Mockaa, yi. Tangomckas, 1. 2

HECKOJIBKUX CHCTeM OpraHOB C TIPEUMYIIECTBEHHBIM
BOBJICUEHMEM B TIaTOJIOTMYECKUI TIPOLECC LIEHTpab-
HOW HEPBHOW CUCTEMBI, MBIIIIL], CEPIAEYHO-COCYIUCTOMN
W 9HAOKPUHHOMN CHUCTEM; YaCThIMM TIPU3HAKaMU CIIyXaT
JIBYCTOPOHHUII Hapy>XHBIN odTajibMoriape3 U nro3, To-
JINHEeWponaTUYecKre TPOSIBJICHUSI, WHCYILTOMOA00HbIE
BMU30/bl U CYIOPOTH, PE3UCTEHTHBIE K MEIMKAMEHTO3-
HOM Tepanuu [1—3].

Myrtaiuu B reHe POLGI, xomupyoollieM KaTaluTh-
yeckyto cyobenuHuily oenka JIHK-monumepassl ramma
(Pol-y), siBnsitoTcst HanboJsee YaCcThIMU MPUIUHAMU MUTO-
XOHJIpUaTbHBIX O0Jie3Hel y AeTeit 1 B3pocibix [4]. CriekTp
CUMIITOMOB, KOTOpbIE MOTYT HaOJIONAThCS Y OOJIbHBIX
¢ nedpexrom reHa POLG 1, oueHb IMPOK U Pa3HOOOpa3eH;
MOTYT TIOPaXKaThCsl TPAKTUYECKU BCE CUCTEMbI OPTaHOB,
HO MPEeUMYIIECTBEHHO CTPaJaloT HEPBHAsSI CUCTEMa, CKe-
JIETHBIE MBIl U TIeyeHb [5]. M3BecTHO, 4TO OHM U Te
ke myTtaiu B reHe POLGI B pa3HbIX CEMbSIX MOTYT TIpH-
BOJUTH K Pa3BUTUIO PA3TMYHBIX KIMHUYECKUX BapUaHTOB
POLG-cuHIpoMoOB, KOTOpBIE B OOJIBITMHCTBE CITydaeB Ha-
CJIEYIOTCSI ayTOCOMHO-PELIECCUBHO [6].
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B kavecTBe WITIOCTpAallMy MPUBOAUM HMCTOPUU 06O-
JIe3Hel IBYX MAlMEeHTOB U3 He POACTBEHHBIX APYT APYTY
ceMell ¢ KIIMHUYECKU pa3IMIHbBIMUA (hOpMaMU MUTOXOH-
NIpUaJIbHOTO 3a00sieBaHusl, 00YCIOBJICHHBIMUA OJMHAKO-
Boit mytauueit B rene POLGI (p.L304R).

Ha6niopeHue 1.

Pedenok C., neBouka 11 yiet, Haxomuiiach B OTIEe-
JICHUW HAaCJIe[ICTBEHHBIX W BPOXIEHHBIX 3a00JieBaHUI
C TIOpakeHUEM LIEHTPAIbHOM HEPBHOM CUCTEMBI M HAPY-
IIEHWEM TMCUXUKK y neteit B Mae—uione 2011 ©. B pono-
CJIOBHOW ciyyail criopaaiuyeckuii, poauTean mnpobaHaa
HE COCTOSIT B KPOBHOM pojicTBe. M3 aHaMHe3a U3BeCTHO,
YTO peOeHOK pOAWICS OT MepBoi OepeMeHHOCTH ¢ OJia-
TOMPUSITHBIM TeYeHUEM, TIEPBBIX (DPU3MOJIOTUIHBIX POIOB
B CpOK, ¢ Maccoit Tena 3600 1, mmHo# 51 cM. Tlepuon
HOBOPOXAEHHOCTU U paHHee TICUXOMOTOPHOE Pa3BUTHE
MpOTeKaIn 6e3 OTKIOHEHUI OT HOPMBI.

C 5-nmetHero Bo3pacTa MaTh CTajla OTMe4YaTh y Jie-
BOYKM MBIIIEUHYIO CJ1a00CTh, HEMEPEHOCUMOCTh (PU3U-
yeckoi Harpy3ku. C 3TOro ke BpeMeHM y pebeHKa T1o-
SIBUJINCh MUOKJIOHMYECKHE aOCaHChI, SMUJIETITUIECKUE
MPUCTYIIBI, COMPOBOXIABIIMECS TaAeHUeM, Hapyle-
HueM koopauHaiuu. K Bpauy obpatuiuce yepes 2 roma
OT Havajla KJIMHWUYEeCKHUX MposBieHuil. bbita HazHave-
Ha TMPOTUBOCYIOPOXHAS Teparusi, MPUCTYITBI BpeMeH-
HO KynupoBaiuch. B Bo3pacre 8,5 yieT BriepBble BOZHUK
WHCYJIBTOTIONOOHBIN BIMHU30 ¢ TeMHUIIape30M B JIEBBIX
KOHEYHOCTSIX, KOTOPBIN ITOCTENIEHHO BOCCTAHOBWJI-
cs. B 9 et mepeHecna snuientudeckuii cratyc. Yepes
1,5 roga BHOBb MPOM30IIE] WHCYIBTOTOA00OHBIN SITH30/1
C TeMHUIIape30M B TPaBBIX KOHEYHOCTSX, KOTOPBIA CO-
MTPOBOXIAJICS MUOKIIOHWYeCKUMU cymoporamu. C 3Toro
BpeMEHM M IO MOMEHTA TOCTUTAJIM3AlIMU B OTAEJICHUE
SMU30Abl MUOKIIOHMYECKUX CYIOPOT BO3HUKAIM C Tie-
PUOAMYHOCTBIO | pa3 B Mecsil, HECMOTPSI Ha TIPOBOIM-
MYIO Teparnuio aHTUKOHBYJIbCAHTAMM.

I[Ipu mocTynjaeHUM B OTHEJICHUE COCTOSHHUE pe-
OeHKa pacleHWBAJIOCh KaK CPeAHEel CTEIeHU TSIXKECTH
10 OCHOBHOMY 3a00JIeBaHUIO, CaMOYYBCTBHUE OBLIO
VIOBIETBOPUTENbHBIM. DHU3NUYecKOe pa3BUTHE CPE-
Hee, ¢ U30BITKOM MacChl TeJla MO0 OTHOIIEHUIO K PO-
cry, poct 140 cm (25—75-i nepueHTuab), Macca 40 Kr
(75—90-11 mepueHTUIb). KOXHBIE TTOKPOBBI OOBIYHOM
OKpackM. B Jerkux Be3WKyJIspHOe abIXxaHue. TOHBI
cepaiia sICHble, pUTMUYHBIe. KUBOT MSITKMIA, 0e€300-
sne3HeHHbI. [leyeHb y Kpasi peGepHOil Ayru, ceje-
3¢HKa He mnajbnupoBaiack. CTylT cO CKIOHHOCTHIO
K 3aropaM, MOYeHCITycKaHue B HopMme. B HeBpoiorn-
YeCKOM CTaTyce OTMeYasiCsl YaCTUYHBIM MTO3 BEPXHUX
BeK, CUMMETPUYHBIA, B COYETAHUM C OTrpaHUYCHUEM
JIBUXEHUS TIIa3HBIX A0JIOK B CTOPOHBI, BBEPX U BHU3.
Omnpenensinach ymepeHHast auddy3Has MbllIeyHast
TUIIOTOHUS, Ha (hOHE KOTOPOM BBIABISIINCH MPU3HA-
KW MPaBOCTOPOHHETO IeHTpabHOTO Temumnapesa. Cy-
XOXWJIbHBIE pedieKchl HeBbICOKMEe, D=S, BhI3bIBaJICS
pednekc babuHckoro ¢ o6eunx crorn. HapyuieHus yyB-

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

CTBUTEJIBHOCTU Ta30BBIX (DYHKIIMI He OTIPeHessioCh.
BoisiBasiiuch Tpu3HakKu HerpyOooidl  JTOKOMOTOPHOM
aTakCuM. YpOBeHb MCUXMYECKOTO Pa3BUTUS B Tpeje-
JIaX HYDKHEM TpaHUIIbI BO3PACTHOM HOPMHBI.

KimHuueckre aHamu3bl KPOBU ¥ MOYM O€3 MTaTOJIOTHM.

B OuoxuMuyeckoM aHaiu3e KPOBU OTMEUasioCh
MOBBIIIIEHNE YPOBHS  aclapTaTaMUHOTpaHCdepassl
no 94 ME/n (Hopma no 40 ME/n), xpeatundocdo-
kuHa3bl 1o 663 E/n (nopma 15—190 E/n); nakratme-
runporeHassl (JIAT) no 743 E/n (Hopma no 450 E/n);
HeOOJIbIIIOE  TIOBBIIIEHUE YPOBHS THUPEOTPOITHOTO
ropMoHa 10 5 Hr ma (Hopma 0,23—3,4 ur/mi). Tone-
PaAHTHOCTh K TJIIOKO3e He HapylieHa. OTMeueHa TH-
MepJakTaT- U TUIIepIupyBaTaluaeMust Ha (poHe cTaH-
JapTHOTO TJIIOKO30TOJIEPAHTHOTO TECTa: COAepKaHue
MOJIOYHOUM KMCJIOTBI COCTaBUJIO 2,64 MMOJb/J HATO-
max, 4,39 u 3,08 mmonb/n yepe3 1 u 3 9 mocyie Harpy3-
KM raoKo3oi (Hopma 1—1,7 MMmonb/n); comepxXaHue
MUPOBUHOTPATHOM KUCIOTHI CcOOTBeTCTBeHHO 0,29,
0,34 u 0,23 mmonb/a (Hopma 0,05—0,09 mmons/n). Uc-
clieoBaHWe PaBHOBECUsI KUCJIOT M OCHOBAHUM KPOBU
BBISIBUJIO IbIXaTeJlbHBIA ankano3: pH 7,5-7,46—7,49
(Hopma 7,36—7,42); BE — 2,3 ... —1,3 MmMoub/1 (HOpMa
2 ... —2 MmMonb/n). B aHanu3e KpoBU HAa aMUHOKMCJIOTHI
W allMJIKADHUTUHBI OIMPEessioch HeOObIIOe MOBHI-
1eHrue ypoBHs riuimHa a0 420,587 MMouib Ha 1 MoJib
kpeatuHuHa (Hopma 138—349 mMmousb Ha 1 MoJIb Kpea-
TUHUWHA).

ITpu ynsrpasBykoBom uccienoanuu (Y3W1) opraHos
OPIOITHON TIOJIOCTH U TTOYEK TTOJTyYeHBI CIeIyIoIINe JaH-
Hble. Pa3Mepbl MeuyeHn He YBeJIMYEHbBI, 9XOTeHHOCTh Ta-
PEHXUMBI HECKOJIBKO MOBBIIIIEHA, CTPYKTYpa OJHOPOIHA,
COCYIbI U TIPOTOKM He paciurpeHbl. Croiikast S-o0pa3Hast
nedopManusi U yBeJIMYEHHWE KETYHOTO Iy3bipst. I[Toma-
JKeTyIoYHast JKejie3a: pa3Mepbl He YBEJIMYEHBI, KO
HTYp POBHBII, 9XOT€HHOCTh HECKOJILKO TTOBBIIIEHA, 9XO0-
crpykrypa nuddysHo HeonHopoaHas. Cene3eHka 6e3 ma-
Tosoruu. [T0YKM pacrionokeHbl B TAITMIHOM MeCTe, pas3-
Mephbl M TOABMKHOCTh B TIpeeaX HOPMBI, TTapeHXUMa
OOBIYHOI 3XOTeHHOCTH, IuddepeHIMpoBaHa HeIOCTa-
TOYHO 4YeTKO, He yTOJIeHa. 3akitoueHue: nuddysHbie
W3MEHEHUsI TMapeHXUMBbI TIeYeHU; aHOMallus (hOPMBI,
YBEJIMUEHME KETUHOTO y3bIpst; T PY3HbIE N3MEHEHUSI
MOJIKETYTOYHOM XKeJIe3bl; HEA0CTaTOYHO YeTKast nudde-
PEHLIMPOBKA MapeHXUMBI MTOYEK.

ITokazaremn DKI, axokapamorpaMMbl — B TIpeneiax
HOPMBI.

Ha saexrposnuedanrorpamme B pOHOBOI 3amucu
perucTpupoBaach okaiabHas dnmiIenTU(GOpPMHAsT aK-
TUBHOCTb ¢ MUTPUPYIOIIMMHU OodaramMu, ¢ TeHAEHIIMEeN
K TeHepaau3aluu, Ie30praHu3alusi OUOodJIeKTpUYe-
CKOI aKTUBHOCTU TOJIOBHOTO MO3ra, MepUoanYecKoe
3aMellJiecHue KOPKOBOW PUTMHMKU. MarHuTHO-pe30-
HaHcHas Tomorpadus (MPT) ronoBHoro mosra: kap-
THUHA COOTBETCTBYET MYJIBTU(OKAIBHOMY HIIEeMUYe-
CKOMY WHCYJIBTY B JIJOOHBIX M 3aTBUIOYHBIX JOJIX (CM.
PUCYHOK).
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Sononckas M.H. u coagm. lomiMopdu3M KITMHUYECKUX MPOSIBIIEHUIT TPOTPECCUPYIOIIEH MUTOXOHAPHATHLHON SHIIe(DATOMUOTIATHNL. .

Moscow Tnstitute of Pediatry
5491/

Puc. MPT ronoBnoro mo3ra 60abHoi C., akcuajabHas npoeknus, pexxum FLAIR.
MP-kapTuna MyabTH(HOKAILHOr0 MIIEMUYECKOTO HHCYIBTA B 3aThLIOYHBIX (2) M JIOOHBIX (0) 105X 00JIBIIMX MOJYIIAPHUIA TOJOBHOTO

Mo3ra (y4acTku u3MeHeHHoro MP-curnana ykaszaHsl CTpeJKaMu).

Ha ocHoBaHMM COBOKYITHOCTM JaHHBIX aHaMHe3a,
KJIWMHUYECKUX TIPOSIBJICHUN U pe3yJibTaTOB 00Ceno-
BaHMs y peOeHKa ObLI B MEPBYI ouepelb 3aIroa03peH
MUTOXOHApUanbHbIA cuHapom MELAS'. B otnenenuun
eBOYKa Tojyyaja TipernapaThl KapHUTWHA, HEWpo-
MYJIBTUBUT, KOSH3UM Q ), tnToxpoM C, HayaTa Tepamnusi
L-aprununom. Ha ¢oHe neyeHrst BpeMeHHO OTMeuYeHa
HEKOTOpas MOJIOXKUTEIbHasI TMHAMUKA B BUJIE YBeJIMYE-
HUS 001Iel aKTUBHOCTH, YMEHBIIIEHUSI C1a00CTU. DTN~
JIETITOJIOTOM PEKOMEHJ0BaHO TMOCTENEHHOE CHMIXEHUE
ITO3bI IeTTIaKMHa, BKIIOUEHNE B CXeMY JICUCHUST KETITPhI,
a 3aTeM narjodepana.

Ha 5-e cyTku npeObIBaHUSI B OTJEJIEHUMN TTOSIBUJIMCH
>Kajo0bl Ha TOJOBHYIO 00Jb, 3aTeM BO3HUKIIM MMOKJIO-
HUYECKHE CYIOPOTU, KOTOpbIE TPUHSUIM TeUeHUE SITH-
JIETITUYECKOTO CcTaTyca, eBoYKa Oblia rmepeBeieHa B OT-
neneHue peaHuManuu. [logyyana moOBTOpHbIE MHBEKIIUU
perlaHuyma, JJa3uKce, OJHOKPATHO BBOAMIICSI JeKcaMeTa-
30H. Ha doHe momoxuTenbHON TWHAMUKUA M KYITHMPO-
BaHMS CyIOpPOT 4Yepe3 CYTKU Oblla TepeBefeHa oOpaTHO
B oTaesneHue. B TeueHue 15 qHeit oTMevanach BbIpaskeH-
Hasl c1aboCTh, HE MOTJIa CTOSITh 0e3 TTOAIEPKKHU, OTHAKO
CyIOpOT He HaOJI0AaNoCh, alleTUT ObUT HOPMAaJIbHbBIM.
Yepes 15 nHeit BO30OHOBUINCH MMUOKJIIOHUYECKUE TIPU-
CTYyMBI, KOTOPBIE OBICTPO MPUHSIIN XapaKTep SMUJIEITH-
yeckoro craryca. PeGeHoOK ObLT TiepeBe/ieH B OTAeIeHUE
peaHMMalIMU, TJe HaXoauJics B TeueHue 8 nHeir. Hecmo-
Tpsl Ha WHTEHCHUBHYIO TIPOTHMBOCYIOPOXHYIO Tepariuio,
COXPaHSIIUCh TTOCTOSIHHBIE MUOKJIOHUY, 3arpy>KeHHOCTh
JI0 COTIOPO3HOTO COCTOSIHUSI; 1O BHYTPEHHUM OpraHam
OTpULIATEJIbHOW NMHAMUKKU HE OTMedasioch. PereHueM
KOHCUJIMyMa U T10 TIpOCh0e MaTepu JeBovYKa Obljia TpaHC-

! MuroxoHapuaibHas  dHIedaToMUoOnaTusi,
WHCYJIBTOTIOIO0HBIEC SMTU30/IbI.

JlakTaT-aluuaos,

MOPTUPOBAHA B COMPOBOXAEHUN MEIUIIMHCKOTO Mepco-
Haja 10 MecTa npoxuBaHus. Yepes mecsil B OOJbHULIE
MO MECTY KUTEJbCTBA AEBOYKA yMepJia.

Pesynbsrat MOJEKyISIpHO-TEHETUUECKOTO  UCCIen0-
BaHMSI, TIPOBEJCHHOTO B JJaOOPaTOPUM HACJIEICTBEHHBIX
OoJie3Heit oOMeHa BelllecTB MeIuKo-reHeTUYeCKOoro Ha-
YYHOTO LIeHTpa: MyTaluii MutoxonapuaibHoii JIHK, xa-
pakTepHbIX st cuHapomMa MELAS, He BoisiBieHo. B na-
OGopaTtopuM ObUIO TIPOBEAEHO TPSIMOE aBTOMAaTUYECKOe
cekBeHUpoBaHue reHa POLGI, konupytoiiero (pepmMeHT
JAHK-nonumepasy ramma. Boisisnena myrtamus p.L304R
(3ameHa JneiiliMHa Ha apruHUH B mosioxkeHun 304 B Mo-
JieKyJie 6esika) B TOMO3UTOTHOM COCTOsTHUU. JlaHHast My-
Talus paHee Obljla ONKMcaHa B JINTEPAType U 3apeTUCTPU-
poBaHa B 0a3zax JJaHHBIX KakK naroreHHas [4, 7-9]. Takum
o0pa3oM, ObLT cOPMYINPOBAH KIMHUYECKUI AUArHO3:
MUTOXOHApUAIbHAsl  3HIEedaToMuonaTusi, 00yCIOB-
nenHas pedunurom JIHK-monmmepassl ramma: TsoKe-
Jlasi MMOKJIOHYC-3TUJIETICUSI B COYETAHUM C CUHAPOMOM
MELAS, nBycTopoHHSist HapykHast o(hTaJTbMOTLUIETHS.

Ha6niopexHue 2.

PebGeHok A., MaJlbumK, HaOJIOIAJICS B OTIEJICHUM Ha-
CJIEZICTBEHHBIX M BPOXKIEHHBIX 3a00JIEBAaHUIA C TTOpaxke-
HUEM LIEHTPaJbHOI HEPBHON CHUCTEMBbI M HapylIEHUEM
TMICUXUKU y JieTeld ¢ 9-eTHero Bo3pacrta. B pomocioBHol
clyyail criopafiiuecKuii, poauTeu pebeHKa He COCTOSIT
B KPOBHOM pPOJICTBE. MaJIbuMK POIMIICS OT BTOpPOit Oe-
PEMEHHOCTH, ITPOTEKaBIIEH 0e3 0COOEHHOCTEH, BTOPHIX
(GU3MOIIOTMUECKUX POJOB B CPOK. PaHHEee TICUXOMOTOP-
HOE pa3BUTHE B TIPee/Iax HOPMBI.

B Bospacte 7 yieT y pebGeHKa MOsIBUIICS IBYCTOPOHHMI
MTO3 BeK, OrpaHUYEHUE MOABUKHOCTH TJIA3HBIX SOJIOK,
cTajl KajoBaThCs Ha HE3HAUYMTEbHYIO YTOMIISIEMOCTh
npu ¢usnyeckoir Harpyske. C 8 JeT oTMeueHbl Hapy-
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IIeHWe TIOXOAKM, aTaKTWyecKue TposiBieHus. 1o co-
BOKYITHOCTH KJIWHUYECKUX TPOSIBJICHUI OBIT 3armono-
3peH cuHnpoM KepHca—Ceiipa. Mukpockonuueckoe
HCClieIoBaHNEe OMoNTaTa CKEJETHON MBIIIIBI BBISIBUIIO
BBIpaXXEHHBIE THUCTO(MEPMEHTOXUMHWUECKNE TPU3HAKU
MHTOXOHAPUABHBIX HapylieHuii. B maGopaTopum Ha-
CJIEICTBEHHBIX 00JIe3Hell oOMeHa BellecTB MeanKo-Te-
HeTtndeckoro HayuyHoro mneHtpa JHK-uccremoBanue
JUMGOLNTOB KPOBU, OWOMNTATa CKEJCTHON MBIIIIIHI,
JMMGOLIMTOB Ocaka MOYM He BBISIBUIJIO KPYITHOM Jeine-
mun del 4977 mutoxonapuansHoit JIHK, xapakrtepHoii
g cuaapomMa Kepraca—Ceiipa. TakuM o6pa3oM, TaHHOE
3a00JieBaHKE ObLIO MCKITIOUEHO.

ManpunK TIoydaa Kypchl Teparuu TperapataMu
KapHUTHHA, KOSH3MMa Q, , HEWPOMYJIBTUBHUT, HEHpOME-
TaboJMYeCKIE JIEKAapCTBEHHbBIE CPeICTBA. 3a TISITh JIET Ha-
OJIIOICHUST OTMEUEHO TMOCTETIEHHOE YXYIIIEHUE COCTOSI-
HUST OOJBLHOTO B BUIE IPOTPECCUPOBAHUST MBIIICYHOM
ciabocTu M odTasbmoriapesa, ycyryoseHus neduimra
MaccChl Tejla, YXYOIIEHHWST MepeHOCUMOCTH (DU3UIEeCKOM
Harpy3Ku, TIOSIBIIEHUSI TIPU3HAKOB TTOJIMHEWPOTIATUH,
Oy/TBOapHOTO CHHIpPOMA.

I1pu mocnegHe# rocnuTaau3auu B Bo3pacte 14 jer
COCTOSTHUE OOJIbHOTO TSIKEJIoe MO COBOKYIMHOCTH KJTH-
HUYEeCKUX Mpu3HakoB. dusnueckoe pa3BUTHE CpeaHee,
JUCTapMOHUYHOE: pocT 165 cm (50—75-i1 mepleHTHIIB),
BBIPAXXEHHBIN neuuuT Macchl Teaa 35 kr (<3-ro nep-
LIEHTUJIST TI0 POCTY), OKPYKHOCTh ToJIoBBI 56 cm (75—
90-i1 mnepueHTUab). KoXHble MOKPOBBI OJeIHBIE.
IpynHast xierka OGoukooOpasHoit ¢dopmbl. B jerkmx
NBIXaHUe Be3UKYIsIpHOEe, XpUToB HeT. CepleuHbie TOHA
SICHbIE, pUTMUYHBIE. 2KMBOT MSITKUii, 6€300/1€3HEHHBI.
Iledyenb, ceme3eHKa He yBeJIWYeHbI. B HeBposormye-
CKOM cTaTyce: BBIpaXK€HHBIH CHUMMETPUYHBI TITO3
BeK, O(TaIbMOIIETUSI — BO3MOXHBI TOJBKO HE3Ha-
YUTEJIbHbIE ABVMKEHUS TIJIa3 10 TOPU3OHTAIM W TI0
BepTUKAIM BHU3, TOJIOC THUXWA, clabbiit. Mwmeetcs
c1ab0CTh MHMMUYECKOW MYCKYIaTyphl, >KeBaTeIbHBIX
MBI, OyJIbOAPHBIX MBI (TPYIHOCTA TIpU TIJIOTa-
HUW), TIJIOXO YAEpKWBAeT TOJOBY B BEPTUKATbHOM
nojoxeHuu. IlossBUiach rumepcanuBamus. B nBura-
TeJbHOU cdepe OTMedeHa BBIpaXkeHHas TUMOTpOoduUs
W TUTIOTOHUSI MBI, OCOOEHHO OCEBOM MYCKyJaTy-
pPBl ¥ MPOKCUMAJTbHBIX MBI KOHewHOCTei. MMeeTcs
OrpaHWYEeHME JIAOHHOTO CTMOaHWS KWUCTel, He3Ha-
YUTEJIbHOE OTpaHWYEeHWE TBIJILHOTO CrUOaHUsSI CTOII.
CyxoxuibHble peduiekcbl He BbI3bIBaloTCsl. Ciaboro-
JIOKUTENbHBIN pediekc babuHcKoro ¢ 06enx CTOpoH.
MpbiiieyHasi cuia cHuUXXeHa 1o 2 6annoB. HeBo3MokHa
Xoapba Ha TITKaX, MPU XOIbbe OTMeJaeTcsl CTermax.
He MoXeT TOAHATH PYKW BbBIIIE TOPU3OHTAIBHOTO
VPOBHS, He yaepKuBaeT mpeaMeTsl B pykax. C Tpymaom
repeaBUTAETCs B TIpeaesiax otaeleHus. Cagurcs u 00-
CIyKUBaeT cebs1 MpH MOMOIIM B3pOCTIOTO. BBIsIBIIsSIETCS
CHUXEHME TIOBEPXHOCTHOI YyBCTBUTEJIBHOCTH TIO TO-
JIMHEUPOITAaTUYECKOMY THUITY B AUCTAJTbHBIX OTAENaX KO-
HEYHOCTE! OT YPOBHSI JJOKTEBBIX M KOJEHHBIX CYCTAaBOB

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

MO TUMY TONb(® M BBICOKMX TepyaTok. [lcuxmueckoe
pa3BUTHE COOTBETCTBYET HUWXKHEW TpaHUIlE HOPMBI.
Manbuuk GBICTPO UCTOIIACTCSI, CHUKEHA 00111as1 aKTUB-
HOCTh. OTMeYaeTCsT CKOTUIEHUE CJTU3U B BEPXHUX JbIXa-
TEJBbHBIX MyTSIX.

KmHnueckuii aHaIu3 KpOBU M MOYM Oe3 TTaTOJIOTHH.

B OuoxumMuyecKoM aHajiu3e KPOBU — ITOBBILIEHHE
ypoBus JIAT no 619 E/n (Hopma nmo 450 E/n), ymepeH-
Has TUTepjaKTaTaluaeMusl HaTomak a0 2,71 MMoJb/
(Hopma 1—1,7 mmonb/n). [Tokazareanm KUCIOTHO-OCHOB-
HOTO COCTOSTHUSI KPOBH B TIpe/iesiaX HOPMBI.

ITo nanuwsiM OKI omnpenensiercs ymepeHHasi CUHY-
coBasi OpaJuMapuTMHUSsI, 4acTOTa CEepAEYHBIX COKpallle-
Huit 55—67 B munyty. S-Tunt DKI. HemosHas 610kana
npaBoii HoxKu myuyka [uca. HapymeHue mnporeccos
peToIsipyu3aliii B MUOKap/Ie 3aHeil CTEHKH JIEBOTO Ke-
nynouka (cHuxeHue 3youa 7' B orBeneHusx 11, aVF).
DXxoKapauorpaMma: MUHUMalbHash OUJIATALMsST JEBOTO
U TIPABOTO KEJIYIOYKOB; TPOIANiC MUTPATbLHOTO U TPU-
KyCMUIAJbHOTO KJIalaHOB. DJEKTpOl3HIIedasorpaMma:
3aMeJIeHre alib(a-puTMa; SMIIENTUOOPMHON aKTUB-
HOCTH He BBISIBIIEHO.

V3U opraHoB OproIIHON MOJIOCTH U MOYEK: He3Ha-
YUTETbHOE YBEJIMUECHUE Pa3MepoB TeYeHU, TTOBBIIIEHNE
9XOT€HHOCTU TOPTAIBHBIX TPAKTOB; YBEJIMUECHUE K-
HOTO TTy3bIpst; UM dy3HbIe U3MEHEHUS TTOIKETYIOUHOM
xene3bl. [Ipu uccnegoBaHuy GYHKIWK IbIXaHUST Hapy-
LIEHW1 BO BpeMsl CHa He BbIsiBIeHO. CpelHsIsl caTypaiust
96,7%. KoHcyabrauust mMyJTbMOHOJIOTA: HapylIeHUe Ipe-
HaXXHOM (DYHKIIMY JIETKUX, 00YCIIOBJICHHOE BBIPAXKEHHOM
MHOMaThel, peKOMEHAOBaHbI MTOCTOSTHHBbIE WHTASIINN
MYKOJUTUKOB.

MPT ronoBHoro mMo3ra: 6e3 maToJIOruu.

B otrneneHum Tmosydana 3HEProTPOINHYIO Teparuio
(mapeHTepadbHOE BBeACHME TIperapaToB KapHUTHWHA,
KOSH3UM Q, , HElpOMYJIETMBHUT), AMETMYECKUIN TPO-
IYKT JUKBUIKEH B CBSI3U C BBIPAXXEHHBIM Ie(UIIATOM
Macchl Tesa.

Ha ocHOBaHWUM COBOKYIHOCTM HaHHBIX aHaMHe-
3a, MTMHAMUKWA KIMHUYECKUX TPOSIBICHUI, 0COOEHHO-
CcTeil HeBpoJoTMYeCKOro craryca auddepeHInalIbHbli
JIMarHO3 TIPOBOIUJICS MEXIY MMTOXOHAPHAIBHOM 3H-
edasoMuonarieit, OOYCJIOBJIEHHOW MyTalUMsIMU MM-
toxoHnpuanbHoit JIHK, n Bapuantom nedpunmra JTHK-
noauMepasbl ramma (Pol-v).

ITpu nposenenuu JHK-auarHocTMK1 METOIOM KJTH-
HUYECKOTO 5K30MHOTO CEKBEHUPOBAHUS B JJabOpaTOpUU
TeHnorek Obuta BoisiBaeHa myTtauust p.LL304R B rene POLG 1
B TOMO3WUTOTHOM COCTOSTHWH, TTPUBEIIAsST K 3aMeHe Jieii-
MHA Ha apTUHMWH B nojioxkeHnn 304 B MoJieKyse Oelika.
Takum oOpazom, Obul cHOPMYIMPOBAH KIMHUYECKUI
JIMarHO3: MUTOXOHApUATIbHAS 3SHIIe(haTOMUONATHS, 00-
ycnosnenHas nedunurom JHK-mmoamnmepassr ramMma: Ts-
JKesasi MUOTIATUS ¢ KaXeKCHel, IBYyCTOPOHHSIST HapyKHast
odTanbMoIIeTs, aTaKCusl, TOJUHENPOITaTs.

B Bospacte 15 jeT mo MecTy >XUTEJbCTBA Maslb-
YUK 3a00JIe1 PeCIMpPaTOPHON BUPYCHON WHGEKIINEH,
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COCTOSTHME peOeHKa Pe3KO YXYALIMIOCH, Ha (poHe Hapa-
CTaHUS JbIXaTeJIbHOI HEZOCTATOYHOCTH M OYJIbOApHBIX
PacCTPOMCTB HACTYITUIA CMEPTh.

00cyxaeHue 1 3aknoyeHne

®epment JHK-mommmepasa ramma (Pol-y) sBistercst
enuHcTBeHHOM JIHK-nmonumepasoit y miiekonurarIimx,
KOTOpasi OTBEYAET W 3a PEeIIMKalUIO, U 3a penapaiuio
mutoxoHapuanbHoii JTHK. 3toT 0enok Komupyetcs
SIIEPHBIMU TeHAMM W TIPEACTaBIsIeT COOOM TeTepOoTpu-
Mep, COCTOSIIIWIM W3 KaTaJTUTUIECKOW CYObeIMHUIIBI,
koaupyemoit reHoM POLGI, n roMoauMepa U3 JABYX J0-
MOJTHUTETHbHBIX UIEHTUUHBIX CYOBEAMHMII, KOIAUPYEMBIX
reHoM POLG2 [10]. [Tarorennbie mytauuu POLGI moryT
HapylIaTh 5K30HYKJI€a3HYl0 aKTMBHOCTb KaTaJlUTHYe-
cKoll cyobenuuulbl 6eska Pol-y, uTo Bemer Kk oOpa3oBa-
HUIO TSN 1 JeTeny (YMEHBIIEHWIO YU CIIa KOTIUIA,
ucroleHuo) MutoxonapuanbHoi JIHK, a 310, B cBOIO
odepelb, TMPUBOIUT K CHIDKEHUWIO Tpoaykuuu ATO
U pa3BUTHUIO MUTOXOHIPUAJIbHOM TaTosioruu [7].

POLGI — onuH u3 Haubosiee BaxKHBIX TEHOB, CBSI3aH-
HBIX ¢ MUTOXOHAPUATHHBIMU 3a00JIeBAHUSIMU UEJTOBEKA;
CYMTAETCS, YTO IMATOTEHHbIE MyTALIMY JAHHOTO TeHa MOTYT
obycoBIMBaTh 10 25% ciiydaeB MUTOXOHAPUATBHBIX 00-
se3Heit [6]. OOpalliaeT BHUMaHUE BBIPAXKEHHbBIA KJIMHU-
YecKuit mommMopdu3M 3a00IeBaHMIA, aCCOITMUPOBAHHBIX
¢ nedekramu reHa POLGI. TlepeueHb (heHOTUTIMUECKUX
MPOSIBJIEHNT MUTOXOHIPHUATBLHOM TATOJIOTUH, CBSI3aHHOM
¢ myrauusimu POLG1, BKItoyaeT B ce0si: CMHAPOM AJlb-
nepca—XyTeHjouepa (3aaepxkKa/perpecc NCuxoMOTOPHO-
TO Pa3BUTHSI, SITUIIETICUS, PE3UCTEHTHAs K aHTUKOHBYJTb-
CcaHTaM, MOpaxkeHUe MeYeHU); ayTOCOMHO-PELIECCUBHYIO
U ayTOCOMHO-IOMMHAHTHYIO (POPMBI TTPOTPECCUPYIOIIIEH
HapyxHoii odtanbmoruierun (PEQO); muoxioHyc-amu-
JIETICHI0, MUOTIATUIO U CeHCOpHYIo atakcuio (MEMSA);
criekTp arakcuu-Heiiponatuu (ANS); CEeHCOpHYIO aTak-
TUYECKYI0 HEWpOTaThio, AM3APTPUI0 U O(PTATBMOTLIC-
o (SANDO); MUTOXOHIpUaIbHYIO 3HIEhATOMUO-
TIATHUIO, JIAKTAT-aII03 U WHCYIBTOMOIO0HBIC SITU30IbI
(MELAS); ceHCOpHYIO 1 MO3KEUYKOBYIO aTaKCHI0; HEHPO-
MaThio; (HOKATbHYI0O W TeHEPATU30BAHHYIO JSIUJICTICHUIO;
NUCTAJIbHYIO MUONaThio; Oosie3Hb [lapkuHcoHa; 3a00-
JIeBaHUE TIEYCHU; TIPEKIECBPEMEHHYIO HEIOCTaTOYHOCTH
¢yukuun suyHukoB [4, 10—18]. B Hacrosiee Bpewmsi
CUYMTAETCS, YTO MePeUNCIeHHbIE CUHAPOMBI HE SIBJISTIOTCST
CTPOTO OYEPYEHHBIMU OTAETHHBIMU HO30JOTUYECKUMU
eIMHULIAMHU, a CKOpee MPEeCTaB/ISIIOT COO0l CIEeKTp va-
CTUYHO TEPEeKPbIBAIOLIMXCS MEXIy COO00W KIMHUYECKUX
MPU3HAKOB B pa3IMYHOM MX coueTaHuu [17].

Eme omHa 0COOEHHOCTHL CHMHIPOMOB, OOYCIOBJICH-
HBIX gedexkramu reHa POLG 1, — pa3HooOpa3ue (heHOTH -
MUYECKUX MPOSIBIEHUN Y pa3HBIX OOJIBHBIX, UMEIOIINX
ofHy M Ty ke mytauuto [7, 17]. MmmocTtpaiueit aroi
OCODCHHOCTU CJTy>KaT TIPUBENCHHbBIC KIMHUYECKUE Ha-
omoneHust (cM. Tabnuity). Tak, y HalIMX MAlMEHTOB
¢ onuHakoBoit myrarueii p.L304R numenuck paznuuns Ha-
YaTbHBIX TPOSIBJICHUI 1 XapaKTepa TedeHUsI 3a00IeBaH s,

BrisiBlIeHHBIE Y IeTelt CUMIITOMOKOMILJIEKCHI MOXKHO OXa-
paKTepr30BaTh IT0-pasHoMy. Y pedeHka C. ompenessuiach
TsIKeJ1asi MUOKJIOHYC-3TUJIETICHSI B COYETaHUN C CUHJIPO-
moMm MELAS, nBycTopoHHEl HapyXHOI odTanibMoOTILIe-
rueii u reraromnarueit. [1pu obciienoBaHUM 3TOM JEeBOY-
KU, B TIEPBYIO 04YepeIb, TPOBOAWIN AUDhepeHIIMATBHBIM
MMarHo3 ¢ Kiaccuyeckum cuHapomom MELAS. Knunu-
yecKMe TIPOsSIBIEHUST O0JIbHOTO A. BKJTIOUAJIA TBYCTOPOH-
HIOIO HapyXHYIO O(PTaJIbMOIIJIETUIO, aTaKCUIO, TSIKETYIO
MUOIIATUIO C KaXeKCuei, ToJIMHepornaTrio, rernaromna-
Trio. KimmHnyeckunii ¢peHOTUIT 3TOro pedeHKa TpedoBasl
npexe Bcero nckimoueHust cuHapoma Kepraca—Ceiipa.

MHorue aBTOpBI, M3ydyawIIMe MUTOXOHIAPUAIb-
Hble 3a0oJieBaHMSI, OOpallaloT BHUMaHWE Ha OOJIbIIOE
CXOJICTBO CMMIITOMOKOMILIEKCOB, OOYCJIOBJIEHHBIX pa3-
HBIMM SH3UMHBIMUA U TeHHBIMM nedektamu [19, 20].
TIpotuBomonoxHoe sBIeHUE — pazHooOpazue GopMu-
pYIOIIUXCS KJIMHUYECKUX CUHIPOMOB (aXe y WICHOB
OIHOW CeMbU) — XapaKTepHO s 1e(eKTOB MUTOXOH-
npuanbHoit JIHK. MexaHu3M BbIpak€HHOTO TOJMMOp-
¢u3Ma KIMHUYECKUX BapUaHTOB SiIEPHO-HACIEIyeMbIX
POLG-cvuHapOMOB ocTaeTcs 10 CUX IOP HEBBISICHEHHBIM.
J11s1 00BsICHEHUSI KIIMHUYECKO# BaprabeTbHOCTH ITIPOBO-
TIAJICST PSIJT UCCIIETIOBAHMIA.

Tak, ¢ 1enbl0 YCTaHOBJIEHUSI TE€HOTUM-(EHOTUITU-
gecKnx Koppensuuii Farnum u coast. [21] pa3paboranm
MPOTOKOJI KapTUPOBAaHMS TTATOTEHHBIX MYTAllWii B Te€He
POLG1 genoBeka B COOTBETCTBUM C (PYHKIIMOHATbHBIMU
KJacTepaMiy KaTaIuTU4ecKoi cyobeauHu1bl 6enaka Pol-y.
ABTOpHI pacrpeaeauian 136 n3BeCTHBIX MyTalldif Ha MATh
KJIaCTEpPOB U OTPEACIMIIM CETMEHThI TIEPBUYHOM TTOCe-
nosaresbHocTH JIHK, KOTOpBIE MOTYT OBITH UCITOJIB30BA-
HBI JJIS1 OYepUMBaHUSI TPAHUIIBI KaXI0TO KJlacTepa. YcTa-
HOBJICHO, YTO KOMIIAyHHbIC T€TePO3UTOTHBIE MyTalllu,
MpUHaIJIeXalme pa3IuyHbIM KjlacTepaM, KJIWMHUYECKU
TIPOSIBIISTIOTCST OoJiee TsKesao, ¢ 0ojiee paHHe MaHUpe-
craiuei, B To BpeMsl KakK JIBe MyTallud U3 OJHOTO KJja-
cTepa BCTPEYaloTcsl pexke M OObIYHO CBSI3aHBI C MEHee
TSDKEJIBIMU 1 0oJiee TT031HO MaHU(ECTUPYIOIIMMU CUH-
npomamu nedunura JIHK-monumMepassr ramma. ABTO-
pbl TakXe IMoKa3ajiu, YTO CYIIECTBYIOT crielupuIecKue
KOMOMHAIIMMA KJIaCTEPOB, KOTOpBIE SIBJSIIOTCSI Oosiee
«TSDKEJIBIMU» M HanboJjiee BEpOSITHO TIPOSIBSITCSI B paH-
HeM Bo3pacte. KiacTepHblit MeTon OBIT peKOMEHIOBaH
KaK MHCTPYMEHT ISl TIpeicKa3aHusl CTeTIEeHU TaTOTeH-
HOCTU M (peHOTUMA 3a00JIeBaHUSI, OOYCTOBJIEHHOTO HO-
BeIMU MyTauusimu B reHe POLGT [21]. OgHako V. Neeve
M COaBT., M3yyas (PEeHOTUNMYECKYIO BaprabeIbHOCTh
romo3urotHoit myrtauuun p.Ala467Thr B rene POLGI,
MPUIIUIA K 3aKJTIIOYEHUIO, YTO Ha (DEHOTHIT 3a00/IeBaHUS
OoJiblliee BIMSIHUE OKa3bIBaCT HE JIOKATU3ALMSI MyTalluu
B TeHe, a raruiotunt MutoxoHapuanbHoi JIHK, a Takxke
anureHeTnYeckne (akTopbl M (aKTOpbl OKpyXKaroliei
cpenpl [6]. Ckopee Bcero, TIpaBbl U Te U IPYTHe UCCIeI0-
BaTesu, Tak Kak pepmenTt JIHK-monmmepasa ramma yva-
CTBYET BO B3aMMOJIEHCTBUU JBYX T€HOMOB — SIIEPHOTO
¥ MUTOXOHIPUATILHOTO.

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUM, 3, 2016

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 3, 2016

55




B zakitoueHre He0OX0IMMO OTMETHTD, UTO TIOKa He CY-
IIECTBYET CrielduieckKoro 3(pGEeKTUBHOTO JICYSHUS Tia-
TOJIOTMYECKMX COCTOSTHUI, OOYCJIOBIEHHBIX He(eKTaMKu
B reHe POLG 1, MyTallui B KOTOPOM SIBJISIFOTCSI YAaCTOM TIPU-
YMHOW MUTOXOHJIPUAIBbHBIX 3a00eBaHuii. OTHAKO B JINTE-
patype MMeIoTcsl cBeleHUsT 00 3G (PEeKTUBHOCTA KETOTCH-
HOW IMETHI TIPU CyIOporax y Takoro 6oabHoro [22]. B To Xe
BpeMsI U3BECTHO, UTO Teparnus TperapataMy BabITPOeBOI

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

KUCJIOTHI IPOBOLIMPYET Pa3BUTHE TEMaTOTOKCUYHOCTU U Be-
JIET K TIPOTPECCUPOBAHUIO CYIOPOKHOTO CUHAPOMA Y MAalll-
eHTOB ¢ MyTaumsMu reHa POLG 1. Takum oOpa3oM, BaxkHa
PaHHSIST AMarHOCTHKA U YTOYHEHHE TeHETUYECKOTO IeDeKTa
JUISL KOPPEKLIMU Tepariy, OCYILIECTBIEHUSI MeIUKO-TeHe-
TUYECKOTO KOHCYJIETUPOBAHUS CEMEN, UMEIOLINX OOJIEHOTO
pebeHKa, W MpeHaTaIbHOM IMAarHOCTUKMU TPU TTOCIEAYI0-
LIMX OEPEMEHHOCTSIX Y MaTEPU.

Tabauya. CpaBHATEIIbHBII AHAIN3 KIMHIYECKUX NMPOSABJIEHUIA H Pe3YJILTATOB JA00PATOPHOTO HCCIIEAOBAHNS Y IBYX HE POJACTBEH-

HBIX MANMEHTOB, NMEBIIHX OJUMHAKOBYIO MyTamuio B rene POLG1 (p.L304R B roM0O3UroTHOM COCTOSIHHN)

XapakTepucThKa KJIMHUYECKOro heHOThNa

6ousbHas C.

TManmenTsl

o6osbHoI L.

Cpoxku MaHubecTaluu 3ab01eBaHus

Mpl1ieyHast ¢1aboCcThb, HEMEPEHOCH -
MOCTb (DU3UYECKOI HArpy3KU, SITUJIET-

HavanbHble KTMHUYECKUE TIPOABJICHUA

5 net

TUYECKHUE IIPUCTYIIbL

Kinnnuueckue npu3HAKu B pa3BepHYTOI
cTaaum 3a001eBaHus

7 net

I1T03 Bek, oraabmMonapes, CHIXKEHUE
MEePEHOCUMOCTH (PU3NIECKOM HATPy3KU

+ (mperMyILeCTBEHHOE MTOpaXkKeHNe
0CEBOI MYCKYJIaTyphl, OyJIb0apHbIX

MuonaTuyeckuii CMHIPOM +
MBIIIII ¥ TTPOKCUMAJTBHBIX MBITIIT]
KOHEYHOCTEIt)

JIByCTOpPOHHMUIA TITO3 1 odTabMonape3 &

Atakcusi +

+ (MUOKJIOHUY, MUOKJIOHUYECKIE

OnuienTuYecKue TIPUCTYIIbI

a6C8.HCI)I, TOHUKO-KIIOHUYECKUE

Cyaoporu, S1m304bl SIMUJICTITUYCCKUX

CTaTyCOB)
MHCcynbTonono00HbIe 31TU30/1bI aF -
CHIXEeHUE CYXOXKUIbHBIX pe(IeKCOB I I
Temumapes 4F -
TTvpamMuaHbBIE CUMITTOMBI *
TTomHeliponaTus - S

Pe3ynbraThl napakJInHUYECKOro 1 J1ado-
PATOPHOTO MCCJIEJOBAHUS

M3MmeHeHud TIedeHu 1o JaHHbIM Y3 U
MBI TTEYEeHM )

TToBbIIeHNE TTOKA3aTENIei TPaHCAMU-~
Ha3 B KPOBU

TloBbiieHue YPOBHA MOJIOYHOM KMCJIO-
Thl B KPOBU

IToBbllIeHUE YPOBHS ITMPOBUHOI'PA-
HOW KUCJIOTBI B KpOoBU

DrtentrdopmMHas aKTUBHOCTh
Ha DO

+ (HOBI)IH.[CHI/IG 9XOIr€HHOCTU MapE€HXU-

+

+

+ (HeOOoJIbIIIOE YBEIMUCHUE Pa3MEPOB
MEYEHU, TIOBBIIIEHNE 3XOTEHHOCTH
[MOPTaJIbHBIX TPAKTOB)

+ (acmmapraTaMuHOTpaHcdepasa) -

+ (TOJBKO HATOIIAK)

+ (MyIbTH(hOKATBHAS) -

+ (NMpU3HAKU MEPEHECEHHBIX MYJIbTH -

N3menenus Ha MPT ronoBHoro mo3sra (oKa/IbHBIX HILEMUECKIX HHCYIIETOB -
B JIOOHBIX 1 3aTBIJIOYHBIX TOJISIX OOJIb-

LIUX TTOTYIIapyii)

Bospacr netanpHOro ncxona 11 net 14 net

prwewaﬂue. + Hanuuue IMMpU3HaKa, — OTCYTCTBHE IIpHU3HAKa.

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 3, 2016
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 3, 2016




Sononckas M.H. u coagm. [omnuMopu3M KITMHITIECKWX TIPOSIBICHUI TIPOTPECCUPYIONIel MUTOXOHIPUABHOI SHIE(hATOMUOTIATHN. ..

JINTEPATYPA (REFERENCES)

1.

10.

12.

Haas R.H., Parikh S., Falk M.J. et al. Mitochondrial disease:
a practical approach for primary care physicians. Pediatrics
2007; 120: 6: 1326—1333.

Poole O.V., Hanna M.G., Pitceathly R.D. Mitochondrial disor-
ders: disease mechanisms and therapeutic approaches. Discov
Med 2015; 20: 111: 325-331.

Martikainen M.H., Chinnery P.F. Mitochondrial disease:
mimics and Chameleons. Pract Neurol 2015; 15: 6: 424—435.
doi:10.1136/practneurol-2015-001191.

Tang S., Wanq J., Lee N.C. et al. Mitochondrial DNA poly-
merase gamma mutations: an ever expanding molecular
and clinical spectrum. J Med Genet 2011; 48: 10: 669—681.
doi: 10.1136/jmedgenet-2011-100222.

Ashley N., O’Rourke A., Smith C. et al. Depletion of mito-
chondrial DNA in fibroblast cultures from patients with
POLG1 mutations is a consequence of catalytic mutations.
Hum Mol Genet 2008; 17: 16: 2496—2506. doi: 10.1093/
hmg/ddn150.

Neeve V.C.M., Samuels J., Bindoff L.A. et al. What is influenc-
ing the phenotype of the common homozygous polymerase-y
mutation p.Ala467Thr? Brain 2012. 135: 12: 3614—3626.
doi:10.1093/brain/aws298.

Macao B., Uhler J.P., Siibak T. et al. The exonuclease activ-
ity of DNA polymerase v is required for ligation during mi-
tochondrial DNA replication. Nat Commun 2015. 6: 7303.
Published online 2015 Jun 22. doi: 10.1038 /ncomms8303
Stump J.D., Saneto R.P., Copeland W.C. Clinical and Molecu-
lar Features of POLG-Related Mitochondrial Disease. Cold
Spring Harb Perspect Biol 2013; 5: 4: a011395. doi: 10.1101/
cshperspect.a011395.

Human DNA Polymerase gamma Mutation Databasee
https://tools.niehs.nih.gov/polg/

Muxaiinosa C.B., 3axaposa E.IO., Ilvieanxosa II.T. u op.
KinHuueckuii moaumMopdu3mM MUTOXOHIPUATIbHBIX 9HIE(a-
JIOMUOTIaTUi, OOYCIOBJICHHBIX MYTALIMSIMU T'€Ha MOJUMepa-
3bl TamMMa. Poc BecTH repuHaron u nieauatp 2012; 57: 4: 2:
51—61. Mikhailova S.V., Zakharova E.Yu., Tsygankova P.G.
et al. Clinical polymorphism of mitochondrial encephalomy-
opathies caused by polymerase gamma gene mutations. Ros
Vestn Perinatol i Pediatr 2012; 57: 4: 2: 51—61.

. Lamantea E., Tiranti V., Bordoni A. et al. Mutations of mi-

tochondrial DNA polymerase gammaA are a frequent cause
of autosomal dominant or recessive progressive external oph-
thalmoplegia. Ann Neurol 2002; 52: 2: 211-219. doi: 10.1002/
ana.10278.

Horvath R., Hudson G., Ferrari G. et al. Phenotypic spectrum

13.

15.

16.

20.

21

22.

POCCUVICKVI BECTHUK MEPUHATOJIONMMN U MEANATPUM, 3, 2016
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 3, 2016

associated with mutations of the mitochondrial polymerase
gamma gene. Brain 2006; 129: 7: 1674—1684. doi: 10.1093/
brain/awl088.

Luoma P., Melberg A., Rinne J.O. et al. Parkinsonism, prema-
ture menopause, and mitochondrial DNA polymerase gamma
mutations: clinical and molecular genetic study. Lancet 2004;
364: 9437: 875—882. doi: 10.1016/S0140-6736(04)16983-3.

. Nguyen K.V., Ostergaard E., Ravn S.H. et al. POLG mutations

in Alpers syndrome. Neurology 2005; 65: 9: 1493—1495. doi:
10.1212/01.wnl.0000182814.55361.70

Tzoulis C., Engelsen B.A., Telstad W. et al. The spectrum
of clinical disease caused by the A467T and W748S POLG
mutations: a study of 26 cases. Brain 2006; 129: 7: 1685—1692.
doi: 10.1093/brain/awl097.

Hansen N., Zwarg T., Wanke I. et al. MELAS/SANDO over-
lap syndrome associated with POLG1 mutations. Neurol Sci
2012; 33: 1: 209—212. doi: 10.1007/s10072-011-0631-3.

. Pitceathly R.D., Tomlinson S.E., Hargreaves I. et al. Distal my-

opathy with cachexia: an unrecognised phenotype caused by
dominantly-inherited mitochondrial polymerase gamma mu-
tations. J Neurol Neurosurg Psychiatry 2013; 84: 1: 107—110.
doi: 10.1136/jnnp-2012-303232.

. Rajakulendran S., Pitceathly R.D.S., Taanman J-W. et al.

A Clinical, Neuropathological and Genetic Study of Homozy-
gous A467T POLG-Related Mitochondrial Disease. PLoS One
2016; 11: 1: e0145500. doi: 10.1371/journal.pone.0145500.

. Honzik T., Tesarova M., Magner M. et al. Neonatal onset

of mitochondrial disorders in 129 patients: clinical and labora-
tory characteristics and a new approach to diagnosis. J Inherit
Metab Dis 2012; 35: 749—759.

Huxonaesa E.A., Hosuxos II.B. TlpobGiema nMarHOCTUKU
n nuddepeHIIMaNIbHON TUarHOCTUKM MUTOXOHIPHUABHBIX
3a0oseBanuii y gereit. [lemquatpust 2014; 6: 75—83. (Niko-
laeva E.A., Novikov P.V. Problem of diagnostics and differen-
tial diagnosis of mitochondrial diseases at children. Pediatriya
2014; 6: 75-83.)

Farnum G.A., Nurminen A., Kaguni L.S. Mapping 136 patho-
genic mutations into functional modules in human DNA
polymerase y establishes predictive genotype—phenotype cor-
relations for the complete spectrum of POLG syndromes. Bio-
chim Biophys Acta 2014; 1837: 7: 1113—1121. doi:10.1016/j.
bbabio.2014.01.021.

Martikainen M.H., Paivarinta M., Jadskelainen S. et al. Suc-
cessful treatment of POLG-related mitochondrial epilepsy
with antiepileptic drugs and low glycaemic index diet. Epilep-
tic Disord 2012; 14: 4: 438—441. Doi: 10.1684/epd.2012.0543.

IMoctymnmna 09.03.16

57




OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

IToka3aren nepedpabHOrO KPOBOTOKA Y JieTeil M MOAPOCTKOB C apTepUAIbHOM
runepTeH3ueii U OXXupeHueM

C.10. Hosukos, U.I. Mopeno, I1.B. Illymunos

Poccuickuii HaumMoHanbHbIN NCCnenoBaTenbCkUin MeANUMHCKNA yHBepcuTeT um. H.W. Muporosa, Mocksa

Cerebral blood flow indices in children and adolescents with hypertension and metabolic
syndrome

S.Yu. Novikov, 1.G. Moreno, P.V. Shumilov

N.I. Pirogov Russian National Research Medical University, Ministry of Health of the Russian Federation, Moscow

Oocnenoan 141 nmauuent B Bo3pacte ot 10 mo 17 jer. ¥V Bcex aeTeil NPOBOAMIM YJIBTPA3BYKOBYIO JA0MIeporpaduio 1jisi OLEeHKH
KPOBOTOKA HA MHTPAKPAHHAJIBHBIX (OCHOBHO¥ M CPEJHEMO3TOBBIX APTEPHSX), IKCTPAKPAHUAIBHBIX (00X M BHYTPEHHUX COHHBIX
apTepusx, MO3BOHOYHBIX apTepusX) HepeOpaIbHbIX apTepUsX U HepeOpaabHOil BeHe (MPSMOM BEHO3HOM CHHYCe); aHAJIM3UPOBAIH
CKOPOCTHbIE XaPAKTEPUCTUKH MIOTOKA U YPOBeHDb nepudepuyeckoro conporusienusi. Ilpu ctadbunbHoii aprepuaibHOil runepTeH3un
y ieTeii ¢ HOPMAJILHOI MACCOii TeJla ONpeIesINCh BLICOKHE NMOKA3aTe i nepudepuyeckoro conpoTHBJIEHUsI COCYI0B B facceiiHax
HHTPAKPAHUAIBHBIX (OCHOBHOIi U MPABOJi CPeIHEMO3r0BOJi apTepHii) U SKCTPAKPAHUAIBHBIX apPTePHii ¢ ABIEHUsAMH runepnepdy3uu
B Dacceiine 001eil COHHOI apTepun. Y JieTeii ¢ 0KMPEeHNeM NPH PA3INYHbIX CTAANAX APTePUAIbHOI TMIePTEH3UH, HATIPOTHB, 0TMe-
4aJloCh CHIZKeHHe nepudepruyecKoro coONpoTHB/IEHNS B MHTPAKPAHUAIBHBIX apTepHsX U yBeJlMYeHne NMMKOBOW CHCTOJIMYECKOi CKO-
POCTH KPOBOTOKA B MPSIMOM BEHO3HOM cHHYce. BbisiBieHHbIe pa3inuusi uepedpaibHOil reMOAMHAMHMKHU MO3BOJISIIOT NPeINOJI0XKHUTD,
YTO y ieTeil ¢ 0XKMPeHreM apTepuasibHas TMNnepTeH3usi HOCUT BTOPUYHBII XapakTep.

Karoueevie caosa: demu, apmepuanvhas eunepmen3us, ojcuperue, uepeopanbHas 2eMoOUHAMUKA, MPAHCKPAHUANbHAs donaepoepagpus.

A total of 141 patients aged 10 to 17 years were examined. Doppler ultrasonography was carried out to assess blood flow in the in-
tracranial (basilar and middle cerebral arteries) and extracranial (common and internal carotid arteries, vertebral arteries) cerebral
arteries and cerebral vein (tentorial venous sinus) and the velocity characteristics of the flow and the level of peripheral vascular
resistance were analyzed in all the children. Normal weight children with stable hypertension were found to have high peripheral vas-
cular resistance in the beds of intracranial (basilar and right middle cerebral arteries) and extracranial arteries with the phenomena
of hyperperfusion in the bed of the common carotid artery. Obese children having different stages of hypertension were, on the con-
trary, observed to have lowered peripheral resistance in the intracranial arteries and increased peak systolic blood flow velocity in the
tentorial venous sinus. The found cerebral hemodynamic differences may suggest that obese children have secondary hypertension.

Key words: children, hypertension, obesity, cerebral hemodynamics, transcranial Doppler sonography.

HeyKJIOHHLm POCT 4YacTOThl CEPIAEYHO-COCYIAMCTHIX
3a00j1€BaHUIl cpenu JIMIL TPYAOCIOCOOHOTO BO3-
pacra WU JAeTeil, PerucTpUpyembiii B TIOCIEIHUE TOIbI
BO BCEM MUpE, XapaKTepu3yeTcsl BBICOKUM PUCKOM WH-
BJIMIM3AIMUA UM JIETAJIBHOTO MCXOJa W OIpeaessieT He-
00XOIMMOCTh pa3pabOTKN METOHOB paHHEW JMarHOCTU-
K1 1 mpodunakTuku [1]. AprepuasibHasi TUTIEPTEH3USI
MPUBOAUT K M3MEHEHUSIM COCYIAMCTOW CTEHKU (JIUTMO-
TMajJnHO3y) MPEeUMYIIeCTBEHHO B COCYylIaX MUKPOLIMP-
KYJSITOPHOTO pycia. BenenctBue 3Toro pas3BuBaeTcsl
apTepUOCKIIepO3, TPUBOASIINNA K MU3MEHEHUIO (hU3NO-
JIOTUYECKON PEaKTMBHOCTH COCYAOB. B 1epeOpanbHBIX
apTepusiX Ha BCEM UX MPOTSKEHUM BO3HUKAIOT AECTPYK-
TUBHbBIE TIPOLIECCHI TIO TUTY TUIa3MO-, TeMOpparum 1 He-
KPO30B C MCTOHYEHMEM CTEHKU WHTpalepeOpaIbHbIX
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Anpec nnsi koppecnonnenmun: Hosuko Cepreit FOpbeBuu — acnmpaHTt Ka-
dbenprl rocnuranbHO nexMaTpun UM. akagemuka B.A. Tabosmna PHUMY
uM. H.W. TMuporosa

Mopeno Unbs [eHHaabeBUY — K.M.H., TOLIEHT TOi1 Xe Kadeapsl

[ymunos [Merp BanentnHoBUY — A.M.H., nipod., 3aB. Toi ke Kadeapoit
117997 Mockaa, yi1.0cTpoBUTSIHOBA, 1. 1

COCYIOB. DTH TIaTOJIOTMYECKUE TPOLECCHl TTPUBOIST
K Pa3BUTUIO MMKPOAHEBPU3M U TeMOpparmyecKux WH-
cynbToB [2]. Mopdonornyeckue u3MeHeHUs liepedpaib-
HBIX COCYZIOB Ha TTO3MHUX CTAIUSIX apTepUaTbHON TUTIep-
TEH3WUM JIeTATbHO U3yYeHbI Ha ayTOTICUMHOM MaTepuale.
bonee panHue M3MeHeHUs liepeOpasibHBIX COCYIOB HO-
CAT (PYHKIIMOHATBHBIN XapakTep, UX TMHAMUKA OCTAETCST
IpeaMeTOM McclienoBaHmii |3].

BiusHue oxXupeHus Ha COCTOSTHME MO3TOBOTO KpO-
BOTOKa y TALIMEHTOB C apTepuajbHON THUIEPTEeH3UEH
MpaKTUYeCKU He M3yuyeHo. B omyOiamMKoBaHBIX paboTax,
OCHOBaHHBIX Ha JaHHBIX peodHIedamorpaduu, IMoKa-
3aHO, YTO y MAIMEHTOB C apTepUalTbHON TUIEPTEH3MEH
1 OXHMPEHUEM TIOBBIIIEH TOHYC LIepeOpaTbHBIX COCYIOB.
HccnenoBaHue permoHApHOTO pacmpeaesieHUsI MO3TOBO-
IO KPOBOTOKA PAANOHYKJIMIHBIM METOIOM C MHTATSIIIACH
pamvMoHyKmuaa ,.Xe BBIABUIO 3HAYMMYIO TEHIEHLIUIO
K €T0 CHIDKEHMIO B OacceifHax cpeaHell 1 3aaHeil MO3To-
BBIX apTepuii TP HapacTaHWUU TSKECTH apTepUabHOM
TUTIEPTEH3UN B COYETAHMU C METabOIMYECKUMU Hapy-
MEHUSIMA  (IUCITUTIONIPOTEUAEMUSI, TUIEPYPUKEMMUSI,
rurepriavukemust) [4].

AHamm3 (GYHKIMOHAJILHOTO pe3epBa liepedpalib-
HBIX COCYIOB y JeTeil M MOAPOCTKOB C apTepuaIbHOM
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Hosukog C.10. u coaem. Tloka3aremu 1iepeOparbHOTO KPOBOTOKA y IETEH 1 TOAPOCTKOB € ApTePUATBHOM TUTIEPTEH3HEl U OKUPEHUEM

TUTEPTEH3UEN U META0OIMIECKUM CUHAPOMOM BBISIBUII
CHUKEHME Ba30JMJIaTallMOHHOTO pe3epBa B OCHOBHOM
apTepuu y MalMEeHTOB C JIAOWJIBbHON TUTIepTeH3Uel He-
3aBUCUMO OT MaccChl TeJia, YTO, BEPOSTHO, OOYCIOBICHO
elle He cpopMMpOBaBIIEHCST aganTallueil ayToperyJs-
ouu 1epedpaabHOro Kposoroka. Ilpu cradbuiabpHO TH-
MEePTEeH3UN Yy JeTeil ¢ HOpMaJbHOW Maccoil Tejia ObLIO
BBISIBJICHO YBeJIMYeHUE Tepudepuyeckoro COmpoTUB-
JIEHUSI COCY/IOB B OacceiiHaXx OCHOBHOW M CPEeIHEMO3-
TOBOW apTepuii, B TO BpeMs KaK y JETe C OXUpPEHUEM
MpU pa3IUYHbIX (PopMax apTepualbHON TUMEPTEH3UU
MoMOOHBIE M3MEHEHUsI He OOHApyKWBaJUCh. DTU W3-
MEHEHMSI MAl0T OCHOBAHWS TIpearojaraTh pas3inyue
MeXaHU3MOB (DOPMUPOBAHUSI TUIEPTEH3UU Yy JAeTeid
C HOpPMaJIbHOI Maccoil Tena u oxupeHueM. BeposiTHO,
y IeTeil ¢ OXXMpPEeHUEM apTepuaibHasi TUTIEPTEH3UsT HO-
CUT BTOPUYHBII XapakTep [5].

Llens uccnenoBaHMs: yCTAaHOBUTH OCOOEHHOCTH 1ie-
peOpajibHOl TeMOIMHAMUKW y JeTell ¢ apTepualbHOM
TUTIEpTeH3Uel B 3aBUCUMOCTU OT CTETIEHU OXUPEHMUSI
W CTAIUU TUTIEPTEH3UU.

XapakTepucTuka petein 1 MeTogbl UCcrefoBaHUs

IMon HaGmoneHnem Haxomuics 141 malueHT B BO3-
pacte 10—17 net. ¥ 42 pereil ¢ aprepuajJbHOU TUIIEP-
TeH3Uel MMENOCh OXUpEeHUe: yMepeHHoe — y 9 maiu-
enroB (SDS UMT + 2,02—2,35), mopobugHoe — y 33
(SDS UMT + 2,36—2,52); y 42 nmeteii ¢ apTepualb-
HOI TUIIEpPTeH3UWEN Macca HaxoOwiach B TMpeaeax BO3-
pacTHoOi HOpMBEI. JleleHre Ha TOATPYMITLI TPOBOIVIN
B 3aBUCHUMOCTH OT (DOPMBI TUTIEPTEH3UU (JTaOMIbHAsT
niu crabunbHas). [pynmy cpaBHeHUsT cocTaBuiu 15 ne-
Tel ¢ OKUpeHWeM, HO HOPMaJIbHBIM apTepUaTbHbIM JaB-
JIEHUEM; KOHTPOJIbHYIO TpyMmy — 43 MpaKTUYeCKu 310-
POBBIX pebeHKa ¢ HOPMaJIbHOM Maccoil Tejla, Y KOTOPBIX
MPY MHOTOKPATHBIX HCCIEIOBAHUSAX PETUCTPUPOBAIU
HOpMaJIbHbIE ITOKA3aTeIn apTepPUabHOTO TaBJICHMSI.

Bepudukanuio nuarHoza aprepuanibHON TUTIEPTEH-
3UM TIPOBOIWJIM B COOTBETCTBMM C PEKOMEHIALUSIMU
Bcepoccuiickoro Hay4HOTO 00IIecTBa KapAauoJOTOB
n Accoumanuu nerckux kapauosioroB Poccum (2009)
[6]. B uccnenoBanue He BKJIIOYAIU JAETE C BTOPUYHBI-
MK (opMaMU apTepuaIbHON TUIEPTEH3UU (IMTOYEUHOTO
U 3HIOKPUHHOTO TeHe3a), 11epeOpOoBacCKYISIpHbIMU 3a-
00JIeBaHUSIMU, OPTaHMYECKUMM TTOPAXKEHUSIMU TOJIOB-
HOro Mmosra. /I OLIEeHKM MO3TOBOTO KPOBOTOKa OBLI
WCTIOJIb30BaH METOJ YIBTPa3ByKOBOM AOTUIeporpacum.
HccrnenoBaHue OCYIIECTBISIIA Ha WHTPaKpaHUAJTbHBIX
(OCHOBHOW M CpPETHEMO3TOBBIX apTepusix), dKCTpaKpa-
HUANTBHBIX (OOIIMX W BHYTPEHHUX COHHBIX apTepUsIX,
IMO3BOHOYHBIX apTepusiX) LiepeOpaTbHbIX apTEPUSIX U 1ie-
peOpanibHO# BeHe (MpSIMOM BEHO3HOM CHHYce). Y Bcex
HaOTIOMaBIIMXCST JAeTel TPOBOIUIN JOTIeporpaduio
COCY/IOB TOJIOBHOTO MO3Ta TTO OOIIENMPUHSITON METOINKE
B TIOKOE C OLIEHKOI CKOPOCTHBIX XapaKTepHUCTHUK IMOTOKA
U YPOBHSI TIepU(DEPUIECKOTO COMIPOTUBIICHUS C PACUYETOM
MyJIbCAIIMOHHOTO WHAEKCA (Pi) Gosling, nHaeKca repu-

(bepuueckoro conporusieHus (R) Pourselot u uHaekca
Jlmuperapna [7, 8].

Craructuyeckyro o0pabOTKy MOJYYEHHbIX NaHHBIX
MPOBOJMJIN MPU TTIOMOIIIY TTporpaMMBbl Statistica 7.0 ¢ uc-
MOJTb30BaHUEM HeTapaMeTpUUeCKUX METOAOB aHau3a.
JI1st IpOBEPKU TUTIOTE3bI O Pa3IMYMKU BHIOOPOK TIpUMe-
Hsi Kputepun Buiikokcona, ManHa—YutHu. Pesynb-
TaThl TIPENCTaBICHBI B BUIe MenuaHbl (Me) 1 MeXKBap-
TUJIBHOTO MHTepBana (25; 75%).

Pesynbratbl

CKOpPOCTHBIE XapaKTepUCTUKU TTOTOKA KPOBU U TO-
KaszaTeJiM pPacueTHBIX MHACKCOB Tepu(epruyeckoro co-
MPOTUBJICHUSI B WHTPaKpaHUAJIbHBIX IepeOpaTbHbIX
apTepusX y IeTe U MOAPOCTKOB B 3aBUCUMOCTH OT CTa-
MU apTepUaJIbHON TUMEPTEH3UM M HaJIU4us OXHupe-
HUS TIpeACTaBieHbl B Ta0a. 1 1 2. AHaiu3 mokasaresei
CKOPOCTHBIX XapaKTepUCTUK KPOBOTOKA B MHTPaKpaHU-
QIBHBIX apTEePUsIX Y NIETe C HOpMaJIbHOW Maccoul Tesa
BBISIBUI POCT TTMKOBOM CUCTOJIMYECKON CKOPOCTU KPO-
BOTOKa B 0OacceliHe CpelmHEeMO3rOBbIX apTepuil Mo Mepe
nporpeccupoBaHus rurepreH3nu. Hanbosee BbipakeH-
HBII pOCT OTMeuasics B 0acceitHe JIeBOi CpeTHEMO3TOBOM
aprepun. [Ipu oueHke nepudepuyeckoro ConpoTuBie-
HUS y TTAaIMEHTOB C HOPMAaJIbHOM Maccoil Tejla BbISIBJIEH
POCT MHIEKCOB P, 1 R, B OLIEHUBAEMBIX apTEPHSIX IO MEPE
MpPOrpecCUpoBaHUs apTepUaTbHONW TUMEPTEH3UN C MaK-
CUMaJIbHBIMY 3HaYEHUsIMHU B OacceiiHaX OCHOBHOI apTe-
pUM U TIpaBoil cpeaHeMo3roBoit aprepuu. CraTucTuye-
CKM 3HaYUMBIA POCT UHAEKCOB P, 1 R, BBIABIEH y JeTei
CO CTaOMJIbHOI apTepuaibHON TMIIepTEeH3Ueil B CpaBHE-
HUM C KOHTPOJIbHOW TpymnIoi, B OGacceiiHaX OCHOBHOM
apTepuy M TIpaBOil CPeHEMO3TOBOM apTepuu. Y malu-
€HTOB C HOpPMaJIbHOW Maccoil Tejia, BHE 3aBUCUMOCTHU
OT CTaJuy TUMEePTeH3UN, MHIeKC JInHaerapaa ObUT HIXKE
pedepeHCHBIX 3HAYCHUI.

AHaM3 TIoKaszaTeseil CKOPOCTHBIX XapaKTEePUCTUK
KPOBOTOKA B MHTPaKpaHUAIbHBIX apTEPHUSIX Y TTAIIUEHTOB
C OXXMPEHUEM TaKXke BBISIBUJI POCT MUKOBOW CUCTOINYE-
CKOI CKOPOCTM KPOBOTOKA B OacceitHe CpeHEMO3TOBBIX
apTepuii 0 Mepe MPOTrpecCUpOBaHUS apTePUATbHOMN TH-
MEPTeH3UU C SBJICHUSIMU TUTiepriepdy3un y MalueHTOB
C YMEpEeHHBIM OXupeHuem. bojiee BbIpakeHHBIN POCT
oTMeuascsl B bacceliHe JIEBO CpeTHEMO3rOBOI apTepuu.
OOHapyXeHO CYIIECTBEHHOE CHUXEHHE MTMKOBOW CUCTO-
JINYECKOM CKOPOCTU KPOBOTOKA B OacceiiHe OCHOBHOIA
apTepUU B IPyIIiax ¢ MOPOUIHBIM OXXKUPEHUEM.

BrIsiBJIEHO CyIlIECTBEHHOE CHMXXEHWE MHIEKCOB Tie-
pudepuueckoro conporusieHus (P, R) B OacceitHax
OCHOBHOI apTepuu, JIEBO U TpPaBOl CPEIHEMO3TOBBIX
apTepuii y MallMeHTOB CO CTAOMIBLHOM apTepuaibHON TU-
nepreH3ueid U oxupeHueM. CTaTUCTUYECKNW 3HAYMMOE
CHUXEHUE UHAEKCOB Piu Ri, IO CpaBHEHUIO C KOHTPOJIb-
HOW TPYyNIoi U TPYIION co cTaOMJIbHON apTepuaibHOM
TUTepTeH3ueil 6e3 OXUPEHUsT YCTAHOBJIEHO B TPYIINE CO
CTaOWJIbHOW apTepraJbHOW TUTEepTeH3uelr U MOpOu/I-
HBIM OXXUPEHUEM.
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OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

Tabauya 1. CKOpOCTHBIE XaPAKTEPHCTHKH MOTOKA U NMOKA3ATeH COCYIMCTOr0 COMPOTHBIIEHHS] B MHTPAKPAHNAIBHBIX IIepedpaib-
HBIX apTepsIX y MAMHEHTOB 0e3 OKUpPeHust

Be3 AT u 6e3 oxxupeHust C nabunbHoit AT Co crabunbHoit AT
[Tokasarennb
(KOHTpOJIbHAs rpy1a), n=42 0e3 oxxupeHust, n=20 6e3 oxXupeHus, n=22

OcHOBHas apTepusi:
V. 73,00 74,50 72,50
v, 32,00 31,75 30,00
V. 45,50 47,50 45,00

i 0,87 0,90 0,95 *
R 0,56 0,56 0,58 *
CpenHeMOo3roBasl apTepusi TIpaBasi:
4 105,00 110,50 110,50
v, 49,50 44,50 47,50
V. 69,00 67,00 67,50
P 0,78 0,84 0,95 *

1,18 1,18 1,23

Wunekc JIunaerapna
R 0,53 0,55 0,58 *
CpenHeMo3roBasi apTepus JieBasi:
V. 108,00 110,00 115,50
v, 47,50 51,00 50,50
V. 68,00 74,00 73,00

3 0,83 0,84 0,86

1,21 1,19 1,25

Wnunexc JIungerapaa
R 0,54 0,55 0,55

Ipumenanus. 3nech 1 B TabI. 3 1 6: * — CTATUCTUYECKH 3HAYMMBIA POCT MOKa3aTeseil 0 CPaBHEHMIO C Tpymoi 6e3 Al' u 6e3 oxupeHust (KOH-
TpoJIbHast Tpymma). 3aech U B Tabi. 2 — 4: AI' — apTepuasibHas rUIEpTeH3us. V 1 V, — IIMKoBast CUCTOJIMYECKas U IMaCTOIMYECKas CKOPOCTh
KPOBOTOKA COOTBETCTBEHHO; V — CPENHAS CKOPOCTh KDOBOTOKA.

Tab6auya 2. CKOpOCTHbIE XaPAKTEPUCTHKHU MOTOKA ¥ MOKA3ATENIN COCYUCTOTO CONPOTHUBJIEHNSI B MHTPAKPAHUAJILHBIX 1IepedpaJib-
HBIX apTepusX y NalMEeHTOB C OXKUPEHHEM

bes AT’ C mabunpHoit Al ¢ oxupenunem, n=12  Co crabwibHoit Al ¢ oxkxupenuem, n=30
C OXKUPEHHEM
[Mokasarens
(rpymma yMepeHHoe, n=4  MopOuIHOE, n=8 yMepeHHoe, =5  MopOuaHoe, =25
cpaBHeHUs), n=15

OcHoBHas apTepud:

4 73,00 73,50 63,50 77,00 62,50

v, 33,00 36,00 30,00 31,00 29,50

V. 47,00 49,50 43,00 45,00 43,00

P 0,81 0,75 ** 0,71 0,98 0,74 *, %

R 0,54 0,51 * ** 0,51 0,58 0,51 %%

CpenHeMo3roBasi apTepust

MpaBasi:

4 102,00 120,00 105,00 112,00 109,00

v, 50,00 60,50 48,00 48,00 52,00

V. 71,00 81,50 66,00 69,00 75,00

P 0,75 0,73 0,82 0,73 0,77 *
1,14 1,27 1,35 1,32 1,22

Wnunexc Jlunnerapaa

R 0,51 0,49 0,53 0,51 0,50 #

CpenHeMOo3roBasi apTepust

JieBast:

V. 114,00 121,00 110,00 127,00 119,00

v, 59,00 61,50 56,50 57,00 58,00

V. 80,00 * 83,50 71,00 82,00 81,00

P, 0,69 * 0,81 0,75 0,77 0,76 *
1,23 1,30 1,20 1,73 %, #, # 1,27

Wnunexc JIunperapaa

R 0,50 * 0,52 0,49 * ** 0,50 0,51¢

Ilpumeuanue. 3nech u B Tada. 4 : CraTucTuuecku 3Haunmast pasHuua (p<0,05): * ¢ KOHTPOIBHON TPyMIo; ** ¢ rpynmoii ¢ 1adunbHOil AT
0e3 oxXupeHust; “ ¢ rpynmoit co crabuiibHoit AT 6e3 oxkupeHust; ** ¢ rpynmnoii cpaBHEHUS.
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Hosukog C.10. u coaem. Tloka3aremu 1iepeOparbHOTO KPOBOTOKA y IETEH 1 TOAPOCTKOB € ApTePUATBHOM TUTIEPTEH3HEl U OKUPEHUEM

BhISIBIEHO CTATUCTUYECKU 3HAYMMOE CHIDKEHHME WH-
nekcoB P u R B GacceiiHe OCHOBHOM apTepuu B Ipyrine
C JaOWJIBHOM TUTIEPTEeH3UEN U YMEPEHHBIM OXUPEeHUEM
IO CPAaBHEHUIO ¢ TPYITION 6e3 TUIIePTEH3UN ¢ OXKUPEHU-
eMm. MHaekc JInHaerapaa y maimeHTOB CO CTaOMJIBHOM
TUTIEPTEH3Ue M YMEpPeHHBIM OXUPEHUEM HMeNl HOp-
MaJTbHbIE 3HAYEHMSI.

CKOpPOCTHBIE XapaKTepUCTUKU TTOTOKA KPOBM U TTOKa-
3aTeNld PacYeTHBIX MHAEKCOB Tepru(epruIeckoro Compo-
TUBJICHUS B KCTpaKpaHUAIbHBIX LIepeOpabHBIX apTEPUSIX
y JAeTeil ¥ TIOAPOCTKOB B 3aBUCMOCTH OT CTaJNM apTepy-
aJTbHOM TUTIEPTEH3WU U HAJTUIUST OKUPEHUS TIPEICTaBIIe-
HBI B TaO1. 3 n 4. Y mayeHToB ¢ HOPMaJbHOW Maccoi
TeJa o Mepe TPOTrpecCupoOBaHMUsI TUTIEPTEH3UN OBLT 00-
Hapy>XeH POCT MUKOBOU CUCTOJMYECKON CKOPOCTU KPO-
BOTOKa BO BCEX OLIEHMBAEMBIX apTepHsiX, KpOMe JIeBOM
BHYTpeHHEl COHHOI apTepun. BEISIBIIEH poCcT IMAaCcTONM-
YeCKOM M cpeaHeil CKOpocTell KpOBOTOKA IO OLIEHMBae-

MbIM apTePUsIM y TTAIIMEHTOB C JIAOWJIbHOM TUTIePTeH3UEH
C TOCJIEYIOIIMM X CHUKEHUEM Y JIeTel CO CTaOMIbHOM
TUTIEPTEH3UEN TT0 CPAaBHEHUIO ¢ KOHTPOJILHOW TPYMIION.
OTMeUeH CTaTUCTUYECKN 3HAYMMBbI POCT CpeaHel CKO-
POCTHM KpOBOTOKA B OacceiiHe JIeBOil BHYTPEHHEN COHHOM
apTepuy y MalMEeHTOB C JIAOWJIbHON apTepualibHON TH-
nepTreH3uen 6e3 0XXKUPEHMS TT0 CPABHEHUIO C KOHTPOJIb-
HOW TPYITITON.

VY nmaiyeHToB ¢ HOpMaJbHOW Maccoil Tejaa UHAEKCHI
nepupepuyeckoro ConpoTusieHus (P, R) mpesbllianm
pedepeHcHBIE 3HAUYEHUs, MO Mepe MPOTrPecCUpPOBAHUS
TUTIEPTeH3UM OTMEUYEH WX POCT BO BCEX OLICHMBAEMbIX
apTepusIX ¢ MAaKCUMaJbHbIMU 3HAYEHUSIMU B OOIIIEH COH-
Hoit aprepun. CTaTUCTUYECKU 3HAUMMBbIN POCT MHIEKCOB
P v R, BbISABIIEH B GacceiiHaX JIeBOW BHYTPEHHEN COHHOIA
apTepuu, MpaBoil 00llel COHHOI U MO3BOHOYHOI apTe-
pUSIX TIO CPaBHEHUIO ¢ KOHTPOJIBHOM TPYIIION 1 MallueH-
TaMU CO CTaOMJIbHOU rUnepTeH3uel 6e3 OXXUPEHMSI.

Tab6auya 3. CKOpOCTHbIE XaPAKTEPUCTHKH MOTOKA W MOKA3ATe N COCYIUCTOTO CONMPOTHUBJIEHUS B IKCTPAKPAHNAIIBHBIX 1€PedPaTbHBIX|

apTepusax y NAIMEHTOB 0e3 0XKHPEHUS

IMokazarenb

bes AT u 6e3 oxxupeHus
(KOHTpOJIbHAs TpyIna), n=42

Co ctabubHO# A"
0e3 oXXupeHus, =22

C nabunpHoi Al
6e3 oxxupenust, n=20

OO111ast coHHasl apTepusi TipaBast

V. 126,50
v, 26,00
V. 49,00
P 2,08
R 0,79
OO611as1 COHHAs apTepus JieBast

4 122,50
v, 25,50
V. 47,00
P 2,06
R 0,79
BHyTpeHHSISI COHHAsI apTepust

MpaBast

V. 90,00
v, 35,50
V. 51,00
P 1,06
R 0,61
BHyTpeHHsIs1 cOHHas apTepusl JieBast

V. 88,00
v, 33,00
V. 50,00
P 1,03
R 0,60
ITo3BoHOUYHasT apTepus mpaBast

V. 44,50
v, 17,50
V. 25,00
P 1,18
R 0,65
[To3BoHOYHAsST apTepusl JeBast

V. 52,50
v, 17,00
V. 28,00
P 1,27
R 0,66

139,00 144,00
27,00 28,00
50,50 52,00
2,23 2,26 *
0,80 0,79
135,00 138,00
27,00 26,50
50,00 48,00
2,21 2,17
0,80 0,79
91,00 92,00
36,50 32,50
51,00 49,50
1,10 1,13
0,61 0,63
97,50 94,00
36,50 32,50
53,50 * 48,50
1,15 1,20
0,63 0,65 *
53,00 56,00
16,50 15,00
26,00 24,00
1,39 1,39 *
0,69 0,70
53,50 56,00
17,00 14,50
27,00 25,50
1,51 1,55*
0,72 * 0,73 *
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Y nmaiumeHToB ¢ OXXMPEHUEM BBISIBJIEH POCT MHUKOBOM
CUCTOJIMYECKOW CKOPOCTU KPOBOTOKA B 9KCTPaKpaHUAb-
HBIX apTepusiX C sIBJIeHUSIMU Tuniepriepdy3nun B bacceitHax
00111ei1 COHHOM apTepuu y JIeTeit ¢ JTaOWIbHOM TMTIEPTEeH-
3ueil U1 YMEPEHHBIM OXMPEHUEM. YCTAaHOBJIEHO CTaTHU-
CTUYECKU 3HAYUMOE CHUXEHUE CPEIHEN CKOPOCTU KpPO-
BOTOKa B OacceiiHe JieBOli BHYTPEHHE COHHOI apTepuu
y OOJIBHBIX C OXUPEHUEM 0e3 TMIIEPTeH3UU TIPU CpaBHE-
HUU ¢ KOHTPOJIBHON Tpyrmoii. OnpeneseHo craTucTuie-
CKU 3HAYNUMOE CHUXKEHME CPEIHEN CKOPOCTU KPOBOTOKA

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

TEH3MEe U OXMPEHUEM MO CPAaBHEHUIO C aHAJIOTUYHBIMU
M0 CTaAMy TUTIEPTEH3UM TPYIINaMu IeTeit 6e3 OXXKUpeHUs.
BoisiBieHO mpeBbIllieHUE pedepeHCHBIX 3HAYeHUH
UHJIEKCOB P 1 R, BO BCeX OLIEHUBAEMBIX apTEPUSX C MaK-
CUMaJIbHBIMU 3HAYEHUSIMM JJIsI OOIEeil COHHOM apTe-
pun. OTMeUeH pOCT MHIEKCOB IeprdepuuecKoro co-
npoTusieHus (P, R) B OLIEHUBAEMbIX aPTEPUAX Y JIETEH
C OXMpEHUEM 110 Mepe TIPOrpecCUpPOBaHUS TUTIEPTEH3UN
C MaKCHUMaJIbHBIMM 3HAYEHUSIMU B TPYIINE C YMEPEHHbBIM
oxurpeHueM. CTaTUCTUYECKU 3HAYUMBIN POCT MHIEKCOB

neprudepruIeCcKOro COIPOTUBIICHNST BEISIBIIEH B OacceiiHe
JIEBOII BHYTPEHHEI COHHOI apTepuu y JAeTel ¢ Jabujib-

(V) B GacceiiHax BHYTPEHHUX COHHbIX apTepuil U OOLIEH
COHHOI apTepWy y TAIMEHTOB C apTepUaIbHOW THIep-

Ta6/1uua 4. CKOpOCT HbIC XAPAKTEPUCTUKH MMOTOKA U NMOKA3ATE/IU COCYAUCTOr0 CONMPOTUBJICHUSA B IKCTPAKPAHUAIBHBIX uepeﬁpa.ﬂb-
HBIX APTEPUAX Y NANUECHTOB C O2KUPEHUEM

be3 AT C nabunbHoii Al ¢ oxxupenuem, n=12  Co crabwibHoii Al ¢ oxxupeHuem, n=30
C OXKMPEHHEM
[Mokazarens
(rpynna Cp?gﬂel‘mﬂ)’ YMepeHHoe, n=4 ~ MOpOWIHOe, =8  yMepeHHoOe, =5  MOpOunHOe, =25
n=
OO0u1asi COHHas apTepusi
mpaBasi:
4 111,00 142,50 123,50 126,00 126,00
v, 26,00 29,00 26,00 22,00 25,00
V. 46,00 51,00 44,50 ** 44,00 *, * 45,00 *, *
P 1,91 2,06 2,25 2,42 2,19 #
R 0,76 * 0,81 0,80 0,83 # 0,80 **
OO0111ast CoHHas apTepust
JieBas:
Vs 100,00 161,00 123,00 119,00 117,00
v, 29,00 29,50 25,00 26,00 24,00
V. 46,00 56,50 44,00 ** 45,00 44,00 *
P 1,71 * 2,11 2,09 # 2,11 2,13 #
R 0,74 * 0,81 0,79 0,79 0,79 *
BHyTpeHHs1s1 cOHHas apTe-
pusi TipaBasi:
4 98,00 94,00 74,50 81,00 92,00
v, 38,00 34,00 32,00 33,00 31,00
V. 56,00 51,50 43,50 ##, ** 46,00 “* 46,00 “*
P 1,02 1,14 1,01 1,24 1,15
R 0,59 0,62 0,58 0,63 0,62
BHyTpeHHs1s1 cOHHas apTe-
pus JieBas:
V. 88,00 93,00 87,50 79,00 87,00
v, 38,00 33,00 34,50 33,00 32,00
V. 53,00 * 48,50 50,50 47,00 #* 47,00 #*
P 0,94 * 1,15 # 1,11 1,00 # 1,16 #*
R 0,56 * 0,64 “* 0,62 0,59 * 0,63 #*
TTo3BoHOUYHas apTepus
mnpaBasi:
V. 51,00 45,50 48,00 47,00 48,00
v, 21,00 17,50 16,00 18,00 16,00
V. 31,00 26,00 24,50 27,00 25,00
P 0,97 0,93 1,43 1,47 1,17 #
R 0,59 0,59 0,70 0,72 0,64 *
TTozBoHOUYHas apTepusi
JieBas:
V. 46,00 51,00 56,00 57,00 51,00
v, 19,00 18,00 14,50 19,00 18,00
v, 28,00 26,00 23,50 28,00 25,00
P 1,09 1,29 1,66 #* 1,54 1,28
R 0,63 0,64 0,74 # 0,72 0,67 *
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Hosukog C.10. u coaem. Tloka3aremu 1iepeOparbHOTO KPOBOTOKA y IETEH 1 TOAPOCTKOB € ApTePUATBHOM TUTIEPTEH3HEl U OKUPEHUEM

Tab6auya 5. CKOpoCTHbIE XaPAKTEPUCTHKH MOTOKA B MPSIMOM BEHO3HOM CHHYCE Y MAMEHTOB (€3 0KHPEHHUs

C nabunbHoit Al 6e3 oxxupenust, Co crabunbHOU AT

IMokazarenb Bbe3 AT u 6e3 oxxupeHus, n=42 =20 S
V. 27,00 34,00 28,00
v, 23,00 27,00 23,50
L“ 25,00 29,00 25,50

Tabauya 6. CKOpoCTHBIE XAPAKTEPUCTHKH MOTOKA B MPSIMOM BEHO3HOM CHHYCE Y AIMEHTOB C 0KUPEHHEM

C nabunpHoit Al ¢ oxkupeHuem, n=12

Ca crabunbHoit Al ¢ oxxupeHuem, n=30

bes AT’
Tokasarenn ¢ oxupennem, n=15 YMEpEHHOE, MOpOUIHOE, YMEpEeHHOE, MOopOUIHOE,
n=4 n=8 n=5 n=25
4 33,00 44,00 30,00 31,00 30,50
v, 26,00 31,50 25,00 31,00 23,00
V. 29,00 * 36,50 27,00 24,00 26,00
HOW TUIMEPTEH3UEN M YMEPEHHBIM OXUDEHUEM, a TaK-  IMPOrPECCUPOBAHUs  apTepuUalbHOM  TUIEPTEH3UMU.

Ke B OacceifHaX BHYTPEHHMX COHHBIX apTepuil U oOI1eit
COHHOW apTepuu y JeTeil co CTaOUIbHOI TUnepTeH3uein
U OXXMPEHUEM T10 CPAaBHEHUIO C TPYTIIION Oe3 rurepreH-
3UM U ¢ oxXupeHueM. [1pu cpaBHEHUN C aHAJIOTUYHBIMU
10 CTaauy apTepUaTbHON TUIIEPTeH3UN TPYINaMu aeTei
C HOpMaJIbHOI Maccoil Teja BbISIBJIeHa TEHACHIIUS K 00-
Jiee HU3KUM 3HAYEHUSIM WHAEKCOB Mepudepuyeckoro
COTIPOTUBJICHUS Yy JieTeil ¢ oxupeHreMm. CTaTUCTUYECKHU
3HAYMMOE CHUXXEHUE UHAEKCOB P, M R, BBISBIEHO B Gac-
ceifHax JIeBOWl BHYTpPEHHEW COHHOW apTepuud U OOIIei
COHHOW apTepuu y MAllMEHTOB C OXXKUPEeHUEM 0e3 TUrep-
TEH3UH 0 CPaBHEHUIO C KOHTPOJBHOU Tpynmoi. ¥ mna-
LIMEHTOB CO CTAaOWMJIbHOW TUIIEPTEH3UEH M OXUPEHUEM
YCTaHOBJIEHO 3HAYMMOE CHMXEHUE WMHACKCOB P u R
B OacceliHaX MO3BOHOYHBIX apTepuil U JIEBON BHYTpPEH-
HEW COHHOW apTepuu IO CPABHEHUIO C TPYMION CO CTa-
OUJILHOW TUTIEPTeH3MEN U 0e3 OXKUPEHUSI.

CKOpPOCTHBIE XapaKTepUCTUKHU TTOTOKA KPOBU B TIPsi-
MOM BEHO3HOM CHHYCE y JIeTeil U MOJPOCTKOB B 3aBUCH-
MOCTM OT CTajuy apTepuabHOW TMIIEPTEH3UU U HaJIMU-
YUsl OXMPEHUST TIpeJCTaBIeHbl B Tabl. 5 u 6. BeisaBieH
POCT CKOPOCTH KPOBOTOKA Y TIALIMEHTOB C apTepraJbHOM
TUTIepTeH3Mel 0e3 OXMPEeHUsS ¢ MaKCUMaJlbHBIMU 3Ha-
YEHUSIMU B Ipymrne ¢ JaOulbHOW IMnepTeH3ueit. Ycra-
HOBJICHO CHUXXKEHNE CKOPOCTU KPOBOTOKA Yy MAllMEHTOB
¢ MOPOMIHBIM OXUPEHUEM WM TUIEePTEeH3Mel MO OTHO-
LIeHUIO K Tpynie cpaBHeHus. [Ipu comocraBieHnun aHa-
JIOTUYHBIX MO CTETIEHU TUIIePTEH3UU TPYI OTMEYaeTcst
POCT TMMKOBOI CHUCTOIMYECKON CKOPOCTH Y TMallMeHTOB
C OXMpPEHUEM C MaKCUMaJIbHbIM 3HaU€HWEM B TpymIax
C yMepeHHBbIM oXupeHueMm. CTaTUCTUYECKU 3HAUMMBbIN
pPOCT cpefHell CKOPOCTH KPOBOTOKA BBHISIBJIEH B TPYIINe
MalMeHTOB C OXMPEHUEM 0e3 TMIMePTeH3UN MPU CpaBHE-
HUU C KOHTPOJIbHOM TPYIIIION.

OBCYXAEHUE

V nereit ¢ HOpMaJbHOI MaccCoOi Tejla OTMEYEH POCT
CKOPOCTH KPOBOTOKA U MepUPEpUIECKOTO COTTPOTUBIIE -
HUS B UHTPaA- M DKCTpaKpaHUATLHBIX apTePUSIX IO Mepe

BoisiBieHO ycujieHHMe BEHO3HOTO (TIPSMOI BEHO3HBIN
CUHYC) KPOBOTOKA OTHOCHUTEJIbHO KOHTPOJILHOM TpyI-
bl ¢ MAKCUMaJbHBIMM 3HAYEHUSIMU B TPYIITE C JTaOUIb-
HOW TUTIEPTEH3UET.

Kpome Toro, y 60JbHBIX C OXKUPEHNEM BBISIBIIEH POCT
MMKOBOM CHUCTOJIMYECKOH ckopocTH (V) KpoBOTOKa B Bac-
ceifHaX CpeTHeMO3TOBbIX apTepuii C SIBJCHUSIMU THUIIEP-
nepdy3un B ciilydyae YMEPEHHOTO OXMPEHUsI, HO OOHapy-
XKEHO CYLIECTBEHHOE CHIXEHKE V KpOBOTOKa B Gacceiite
ocHOBHOI aprepuu. CHUXEHUE WHIEKCOB Tepudepu-
YeCKOTO COTMPOTUBJIEHUS] OTMEUYEHO Y MallMeHTOB CO CTa-
OWIBHOM apTepuabHOW TUIEepPTEH3UEl, CTaTUCTUYECKU
3HAYMMOE CHWKEHUE MHIEKCOB P, 1 R, — B IpyIIIie co cTa-
OWJIBHON TUTIepTEH3MEN 1 MOPOUIHBIM OKUPEHUEM.

B GacceiiHe oO1iieit COHHOI apTepyuM W JIeBOl BHY-
TPEHHEW COHHOW apTepuu y IMalMeHTOB C OXMUPEHUE
YCTaHOBJIEH POCT V/ KpOBOTOKA M BBICOKME 3HAYEHUSI MH-
JIEKCOB MepUdepUIecKOro COMPOTUBICHUS C UX POCTOM
1O Mepe MPOTPecCUpPOBaHUS TUTIEPTEH3UU, OTHAKO CPe/l-
Hsst CKOPOCTh (V) KpOBOTOKA Oblila HUXE MO CPABHEHMIO
C KOHTPOJIBHO TPYTIOi U TAallMEHTaMU C aHAJIOTUYHOM
cTagueil TUIIepTeH3nn 0e3 OXKUpeHus. Y IeTeit ¢ oXupe-
HUEM BBbISIBJICHA TEHACHIIUSI K 0oJjiee HU3KUM 3HAYeHM-
SIM MHJIEKCOB TepudepruecKoro CornpoTrBIeHUs. Y na-
LIMEHTOB CO CTaOWJIbHOW apTepualibHOW TUMEePTeH3Uel
U1 OXKUPEHNEM OTMEUEeHO 3HAaUMMOe CHUKEHUE UHIIEKCOB
P u R B GacceiiHaXx MO3BOHOYHOM U JIEBOW BHYTPEHHEH
COHHOW apTepuu MO CPAaBHEHUIO C TPYMIION CO CTAOMIIb-
HOW TUTIEPTEH3UEN 0€3 OXKUPEHNSI.

BeHo3HBIT KPOBOTOK y OOJIbHBIX ¢ MOPOMIHBIM OXKHU-
peHueM U TunepTeH3ueit o0bul cHukeH. [1pu cpaBHeHUU
aHAJOTUYHBIX TI0 CTENEeHU TUIEPTEH3WU TPyIMm Oosee
BBICOKME 3HAUEHUsl ¥V 3aperucTpUpOBaHbl Y MalEHTOB
C yMepeHHBIM oXupeHueMm. CTaTUCTUUYECKU 3HAUMMBbIN
POCT CpefHeil CKOpOCTHM KPOBOTOKA BBISBJICH B TpyIIe
MalKMEeHTOB C OXMpPEeHUEM 0e3 TUIEPTeH3UU MPU CpaBHE-
HUM C KOHTPOJBHOW TPYITION.

BeposiTHO, BBISIBJICHHBIE W3MEHEHUSI OOYCJIOBJICHBI
pa3IMYHBIMU MEXaHM3MaMM BOBHUKHOBEHMUS apTepUualib-
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HOW TUIEPTEH3UU y AETe C HOPMAJIBHOW Maccou Teya
u oxupeHueM. Benyiee Mecto B maroreHe3e nepBUYHON
apTepuaTbHON TUTIEPTEH3WH Y IeTeil ¢ HOpMaJIbHOM Mac-
COIi TeJla OTBOMUTCS TUTICPAKTUBAIINYA PEHUH-aHTUOTEH-
3UH-AJIbJIOCTEPOHOBOI CHUCTEMBI, TOBBIIIEHUIO COIEP-
>KaHUs aHTuoTeH3uHa Il — MOIIHOTO Ba30KOHCTPUKTOpa
[9]. BcaenmctBue aTOro 3HAUYMTENBHO BO3pacTaeT Tepu-
(heprueckoe cONMpoTUBIEHUE COCYAOB, YTO OTPAXKAETCsI
Ha YBEJIMYEHUM IMYyJIbCALIMOHHOTO UHJEKCA y JIeTeil ¢ fa-
OMJIbHOM 1 CTaOUJIbHOM (hopMaMuy TUTIEPTEH3UU 0€3 0XKM-
perust. DopmupoBaHUE apTepUANTBHON THIEPTEH3UN
y IeTeii ¢ OSKUPEHUEM TTPOUCXOINT TP B3aMMOICUCTBUN
HEWPOTYMOPATBHBIX, META0OJIMICCKUX W SHIOTEIATb-
HBIX MEXaHU3MOB, BEIYIIUI U3 KOTOPHIX, TO-BUANMOMY,
METa0OTMUeCKIiA. [MTIepUHCYTMHEMYS, BO3HMKAIOIIIAst
KOMITEHCATOPHO Ha (hOHE CHIDKCHUS JyBCTBUTETHHO-
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OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

CTU TKaHeW K MHCYJIMHY, CITOCOOCTBYET POCTY aKTHUBHO-
CTU ILIEHTPaAJbHBIX OTIEJIOB PETYJSIIMU CUMIATHYECKOM
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IIpoBenen anaamn3 yIsTPa3BYKOBBIX M AaHTHOTPa(h)UUIECKUX MOKA3aTeJieil MPABbIX OTIEIOB CEePALA Y JAeTell ¢ JIEroYHoi apTepHaibHOM
runepTeH3ueii, aCCONMMPOBAHHON C BPOXKIEHHbIMH MOPOKaMu cepaua. VicciienoBanue npoBeieHo B 3aBUCHMOCTH OT (hyHKIIMOHAIb-
HOro Kjacca (BbIPaXKeHHOCTH) JIETOYHOI IrumepTeH3uu. YCTaHOBIEHO, YTO PEMO/IeMPOBaHHeE NMPABBIX OTAEJI0B B 00JIbLIEH CTeneHn
3aBHCUT OT MOCTHATPY3KH (CHCTOJMYECKOrO JAABJIEHUS B JIETOYHOI apTEPUM U JIETOYHOrO COCYAMCTOrO CONMPOTHBJIEHHS), MpUYEM
nuacroiuyeckas quchyHkuus popMupyeTcs yxke nNpu ymepenHoii Jierounoii runeprensun (11 pynkunonanbhblii Knacc). BoissieHo,
410 Ha ()OHE BPOKIEHHBIX MOPOKOB C APTEPHAIBLHOI T'MNMOKCEMHel 0TMeYaeTcs 0osiee ObICTPOE pa3BUTHE JIETOYHOW apTepPHATBHONM
rUnepTeH3u ¢ HApyIleHHeM CUCTOIOANACTONNYeCKOH GYyHKIMH MUOKapaa.

Karouesvte caosa: demu, recounas apmepuansHas eunepmen3us, CUCmono-0uacmoauueckas QyHKyus cepoya, pemooesuposanue Ka-
Mepbl npagoeo HeeayoouKa, apmepuanbHas cUNOKCeMusl, 8podcoertble NOpoKU cepouya.

The ultrasound and angiographic parameters of the right chambers of the heart were analyzed in children with pulmonary arterial
hypertension (PAH) associated with congenital heart defects. The investigation was conducted in relation to the functional class
(degree) of PAH. Right cardiac remodeling was found to depend to a greater extent on afterload (pulmonary artery systolic pressure
and pulmonary vascular resistance); moreover, diastolic dysfunction developed just in moderate (Functional Class 1) PAH. It was
ascertained that there was a prompter development of PAH with myocardial systolic and diastolic dysfunction in the presence of con-

genital malformations with arterial hypoxemia.

Key words: children, pulmonary arterial hypertension, cardiac systolic and diastolic function, right ventricular remodeling, arterial

hypoxemia, congenital heart defects.
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IlosgBnenne HOBOI KiaaccuduKauy 3a00JIeBaHUS
u npenyoxeHHbI B 2011 . TepMUH «TieauaTpudeckast
TUIEPTEH3UOHHAsI cocyaucTasi 00JIe3Hb JIETKUX» TO0-
3BOJIIIOT 00OCYX/IaTh HO30JIOTUUECKYIO 1IeJIOCTHOCTh
JIETOYHOU apTepuanbHOi runepteH3uu [2]. braromapst
KJIMHUYECKUM MCCAEIOBAHUSIM CJIOXWIICS aJTOPUTM
nuddepeHIIMPOBAaHHOTO HAOIIOACHUS TTALIMEHTOB C Jie-
TOYHOW apTepuabHOW TUMEPTEH3UEN, aCCOIMUPOBAH-
HOW ¢ BPOXJIEHHBIMM MMOPOKAMU CEPJlla, B 3aBUCUMO-
CTHU OT CTETEeHU reMOAMHAMUYECKUX HapylleHuit [2, 8§,
9]. Cxema oxka3zaHUSI MEOIMIIMHCKOM ITOMOIIM — OT aM-
OyJ1aTOPHO-MOJIMKIMHUYECKON 10 BHICOKOTEXHOJIOTUY-
HOWl — HETpepbIBHO COBEPIIEHCTBYETCSI, oOecIieunBast
KOHTPOJIb HaJl CAMIITOMaMU TIPOrpecCupoBaHus 00se3-
HU, 000CHOBAaHHOCTb KOPPEKUMU Teparud U BO3MOX-
HOCTb XUpypruueckoro jevyerus [1, 2, 9, 10].

JannHast mpoOyiemMa HaXOAMTCS B ILIEHTPEe HayYHO-
MPaKTUYECKOTro MHTEpeca AETCKUX KapIMOJOTroB U Kap-
IMOXUPYPTOB, TMOCKOJIBKY COTMpsDKeHa C YaydlleHheM
KayecTBa M TMPOJOKUTEIbHOCTU KWM3HU TAllMeHTOB
¢ BpOXJIEeHHBIMU TTopokamu cepaua [8, 11]. Tem He me-
Hee CYIIECTBYET psiji Hepa3pelleHHbIX BOMTPOCOB HA0JTI0-
NIEHUST U BeIeHUST OOJTbHBIX C JAHHOM MaToJIOTUei.

M3yueHne kaTtamHe3a OOJIbHBIX C BPOXIEHHBIMU
MOpoKaMM cepjlla IoKaszalo, YTO pe3yJbTaThl Jieue-
HUS CYHIECTBEHHO 3aBUCSAT HE TOJBKO OT aHATOMMU
MopoKa, HO M OT CPOKOB BBITIOJTHEHUSI OIepaTUBHOM
KOppeKIMU, HaJduuusl OSKCTpaKapauadbHbIX 0oJie3-
Hel, WCXOMHOW BBIPAKEHHOCTHU THUIMEPBOJIEMUU Ma-
qoro kpyra [10, 12—14]. Tlpu 3TOM momuyepKuBaeTcs,
YyTO 0coboe MecTo cpeau (haKTOpOB, OKa3bIBAIOIIUX
BJIMSIHUE Ha pe3yJIbTaThl JEUCHUS Yy NeTel ¢ BPOXKICH-
HbIMU TIOPOKAMHU CepAlld, 3aHUMAIOT OOJIbIlIME He-
pPECTPUKTUBHBIE KOMMYHMKAIIUM, a TakKXe TOPOKU
C IYKTYC-3aBUCUMBIM JIETOYHBIM WJIM CUCTEMHBIM KPO-
BooOOpalmieHneM, B OCOOEHHOCTH TPAaHCIO3WIIMM Ma-
TUCTPATBHBIX apTepuil B COUETAHUU C TIOAJIETOYHBIMU
nedeKkTaMu MeXKeTyT0YKOBOW Meperopoaku, ToTaab-
HBI aHOMAJILHBINM ApeHaX JIETOYHBIX BEeH, OOIINii ap-
TepuaJbHbI CTBOJI, €AMHCTBEHHBIN XeTyn04eK, ABOM-
HOE OTXOXJEHNE MarucTpajbHbBIX COCYIOB OT MPAaBOTO
xenynouka u T.1. [TepeuncieHHble aHOMaIMK Pa3BUTUS
cepana KiaaccupUUUPYIOTCS KaK MOPOKU C BbIpaXKeH-
HO# TUIepBOJieMUell MaJloro Kpyra U paHHUM pa3BU-
THUEM apTepuajbHO rumokcemMuu. JlaHHbIe (aKTOPBI
OKa3bIBalOT MaKCUMaJbHO BbIpak€HHOE HeTaTUBHOE
BJIMSIHUE Ha CTPYKTYPY COCYIMCTOW CTEHKHU apTepuii
MaJIoTo Kpyra KpoBooOpaleHusi, paHo hopMupys Jie-
TOYHYIO apTepualibHylo runepTeHsuo [6, 11, 12, 14].
Cpenn MmycKOBBIX MOMEHTOB PEeMOJEIUPOBAHUST CEePIl-
11a 4 JIETOYHBIX COCYIOB HauboJjiee MOAPOOHO H3yue-
HO BJIMSIHME TeMOJAMHAMUUYECKON Teperpy3Ku Majaoro
Kpyra Ipu MOpoKax ¢ JIeBO-TIpaBbIMM IIIYHTaMU Ha CO-
CTOSIHME TJIAIKOW MYCKYJIaTyphl, PELIENITOPHOIO arra-
pata KapauoMuouuToB, GhyHKUMU sHgoteaus [1, 15].
Torna Kak poJib apTepuajbHOI TMIIOKCEMUU B (popMU-
pOBaHUU JIETOYHOM apTepuaibHON TUIEPTEH3UU Yallle

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

u3ydajaach B 9KCIEPUMEHTE U TPeOYeT JOMOJHUTETBHO-
IO UCCJIeTOBaHMS B KITMHUYECKUX rpymmax [16].

Upe3BbIUailHO WHTEPECHBIM C HayIHO-TIpaKTHYe-
CKOW TOUKM 3peHHUsl SBJseTCsS HaOJoaeHue 3a 00Jib-
HBIMM C COXpaHSIOIIeHCcs WM TPOrpeccupyroiei
JIETOYHOM apTepuanbHO TUIEPTEH3UEN, aCCOLMUPO-
BaHHOW ¢ BPOXIEHHBIMU TTOPOKaMU cepilia, Ha (oHe
HEOONBIINX WJIM Pe3UyaIbHBIX IIYHTOB B TOCJIEOTIE-
pallmoHHOM mnepuoae. Kak mpaBuio, JaHHOW Tpyrimne
MalueHTOB HE MPOBOAMTCS crielmduueckast Teparnusi,
U, COTJIacHO pesyJsikTataMm ucciaenoBaHust J. Roos-Hes-
selink u coaBt. (2004), OHM KMMEIOT XYAILIUA MPOTHO3,
yeM TalMeHTHI, MoJyJyalolue KOMIUIEKCHOE JieueHUue
[11, 15]. Psn aBTOpOB paclieHUBAIOT 3Ty KIMHUUYECKYIO
CUTYallMI0 KakK WIMOIATUYECKYIO JIETOUHYI apTepu-
aJIbHYIO TUMEPTEH3UI0 B COYETAHUU C COIYTCTBYIOLIM-
MM HeOOJBIIUMU IIyHTaMH [5, 16, 17], omHaKo gaHHAas
KaTeropus MalMeHTOB Yallle HaXOAUTCST «B TeHU» OoJiee
TSDKEJIBIX OOJIbHBIX. [Ipu 5TOM, YUMTBIBAsT BEPOSATHOCTD
HeOMaronpusITHLIX ucXomoB, mamueHTsl co [I—IIla
(YyHKIIMOHATBHBIM KJIACCOM JIETOUHOI apTepuajbHOM
TUTIEPTEH3UN HYXIAIOTCSA B IETAIbHOW JUHAMMUYECKOM
OLIEHKE COCTOSTHUS TIPaBBIX OTIEIOB Ceplia U, BO3MOXK-
HO, OoJsiee paHHEM Hayvajie crielin(uIecKOro JeueHusl.

KnvHuyeckuit MOHUTOPUHT JETeil C JIErOYHOM ap-
TepUAJTbHOW TUTIEPTEH3UEH, aCCOIIMMPOBAHHON C BPO-
KIEHHBIMU TTIOPOKaMU Cep/lia, TpearoaraeT perysip-
HYI0O YHUGDUIMPOBAHHYIO OIIEHKY COCTOSIHUSI TPaBBIX
OT/EJIOB cep/lia, MTOCKOJIbKY U3BECTHO, YTO TIPOTPECCU-
poOBaHME MPABOXETYIO0YKOBOIW HETOCTATOUYHOCTU TECHO
KOppeupyeT ¢ HeOJIaronpusiTHbIMA UCXOJaMu 00JIe3HU
[1,8, 13,15, 18].

JAvHaMUYECKUI yIbTPpa3BYKOBOW KOHTPOJb COCTOSI -
HUS TIPABBIX OTAEJOB CepAlia y AeTel LIMPOKO pacipo-
CTpaHEH W paccMaTpuBaeTcCsl KakK OJWH M3 HauboJiee
JOCTYITHBIX U WH(MOPMATUBHBIX CpeId HEWHBAa3UBHBIX
IUaTHOCTUYECKNX METONOB HaoOmomeHus [7, 8, 14,
18, 19]. Mexnay TeM CyIIecTByeT KPUTUUECKUI B3TJISII
Ha BO3MOXHOCTH YJIBTPa3BYKOBOU OLIEHKM TIPaBBIX OT-
JIeJIOB cep/lla U MaJloro Kpyra, CBSI3aHHBI OTYaCTH
C TE€M, YTO aHATOMMUSI CJIOXHBIX MMOPOKOB CYIIIECTBEHHO
3aTpynHsIeT onpeneseHue (GpyHKIMI cepalla, a npasble
OTAENbl UMEIOT pPsii OCOOEHHOCTEH YJIBTPa3ByKOBOIO
aHanu3a. Kpome Toro, B KIMHNYECKOM MTPAKTUKE OTCYT-
CTBYET €IMHbIA MOAXO K HAOIIOIEHUIO AeTEH ¢ CYyOKIU-
HUYECKUMU TIPOSIBJIEHUSIMU JIETOYHOU apTepuaabHOM
TUNEepTeH3UN Ha (OHE Pe3uAyaJbHbIX WJIM HEOOJBIINX
cenTaabHbIX Ae(eKTOB, a COHOrpaduIecKre KpUTepuu
LIEHTPaJIbHOM TeMOAWHAMUKM B JTaHHOM TpyrIie 00Jb-
HBIX 3a4acTylo HejooleHuBatoTcs [1].

C ueabio U3ydyeHUsl BKJIaJla apTepUabHOM TUITOKCe-
MUK B pa3BUTHUE JIETOYHOW apTepualibHOW THUIEpPTEH-
31U, aCCOLMUPOBAHHOM C BPOXACHHBIMU TTOPOKaAMU
ceplilia, a TaKXKe BBISIBJICHUSI OCOOEHHOCTE COCTOSTHUSI
NPaBbIX OTAEJIOB CepALa y AETeH C Pa3JINYHON CTEIEHBIO
TSKECTH 3a00JIeBaHMs, TTPOBeIeHa KOMIJIEKCHAsI OLIeH -
Ka yJIBTPa3BYKOBBIX XapaKTePUCTUK TIPaBbIX OTIEIOB
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Emenvanyux E.FO. u coaem. CocTosiHUE TIPABBIX OTIETIOB CEPIIIa Y eTell C THIIEPBOIEMHUEI MaTIOTo Kpyra KpOBOOOPAIIIEHUSI

cepllla M TIoOKaszaresjeil aHruorpauu B 3aBUCUMOCTHU
OT (DYHKIIMOHAJIbHOTO KJlacca JIeTOYHOM apTepuaaibHOM
TUTIEPTEH3UN.

XapakTepucTuka petein 1 MeTogbl UCcriefoBaHUs

ITox HaGMOAEHMEM HaXOAWIUCh 53 MalMeHTa B BO3-
pacte oT 3 10 18 J1eT ¢ BTOPUYHOM JIETOYHOU apTepuaib-
Hoit runepreHsueit [1—-1V ¢yHKIMOHaNBLHOTO Kilacca.
KputepusiMmu BKIITOUeHUsI B MCCIIeIOBaHUE ObLIW: Ha-
auune [1-1V dyHkMoHanbHOrO Kjacca JeroyHou ap-
TepUaJIbHOM TUTEPTeH3UN Ha (hOHE KOPPUTUPOBAHHBIX
W HEKOPPUTUPOBAHHBIX BPOKIEHHBIX TTOPOKOB CEeP-
11a ¢ TIeperpy3Koi apTepruaibHOTO pycjia Majoro Kpyra;
corjacuMe TalMeHTOB, MOCTUTIIUX 15-JeTHEro Bo3pa-
CcTa, WIKM 3aKOHHBIX TIpeAacTaBuTesieit neteir 1o 14 yer
BKJIIOYMTEJIBHO Ha yJyacTue B uccienoBanuu. Kpurepuu
WUCKJIIOYEHUSI: TTOPOKHU C BEHO3HOU runepBojieMuein Ma-
JIOTO Kpyra KpoBooOpaiiieHusl (CTEHO3 aOpThl, MUTPab-
HBI CTEHO03), OTKAa3 OT y4yacTUs B UCCIEAOBAHUU.

JInarHo3s IerouyHoi apTepraibHO TMTIEPTEH3UN U €€
(yHKIIMOHANBHBIN KJIacC YCTaHABJIMBAJINCh B COOTBET-
CTBUM C OOUIETIPUHATBIMU Kputepusmu [2]. OcHoOBoOI
IIJIST OOBbeIUHEHUST AeTel C pa3sTUIHBIMU CTPYKTYPHBIMU
AHOMAJIMSIMU B TPYMIIBI B COOTBETCTBMU C (DYHKIIMO-
HaJIbHBIMU KJIAaCCAMU CTaJli HapylIeHUs TeMOIMHAMM-
K#, GopMUpyIOlIMe TpeKanuIsIpHylo (Gopmy Jierod-
HOI apTepUaibHOU TUTIepTeH3uu (Tad. 1).

Takum o6pa3zom, ObUIM CHOPMUPOBAHBI CIAEAYIONINE
rpynnsl: 1-s1 rpynna — 22 nauveHTta (12 MaqbuuMKoOB
u 10 neBouek) co Il pyHKIIMOHAIBHBIM KJIACCOM JIETOY-
HOI apTepuajbHOIl TUTEpTeH3uMu (MeauaHa Bo3pacTa
[25-i1; 75-1 mepuenTuns|: Me 12 [9,75; 13,25 nert)); 2-s
rpymma — 13 60bHBIX (6 MaTbYUKOB 1 7 neBouek) ¢ [1la
(yHKIIMOHATBHBIM KJIAaCCOM JIETOYHON apTepuaabHOM
runeptensun (Me 11,5 [9,5; 12,75 ronal); 3-s rpymn-
na — 18 nmauueHToB (13 MaJIbYUKOB U 5 I€BOYEK) C TH-
JKeJIOH JIEeTOYHOM apTepualibHOl rurepTeH3ueit — [116—
IV dyakumnonamsHblid kiace (Me 10,0 [6,25; 13] ner).
KonTponbHyto rpyrnmny cocraBuiu 20 310pOBBIX neTeit
aHajoruyHoro Bo3pacta (Me — 10,5 [7,75; 12,5] rona),
¢ OJIM3KUM TeHAEPHBIM COCTABOM.

OmnpeneneHne TOJEPAHTHOCTU K (U3UUYECKON Ha-
rpy3ke y oOcyienyeMblX HauMHasi C 5-JIETHEro BO3pa-
cTa MPOBOJAMIIOCH TI0 pe3yjabTaTaM CTaHIAPTHOTO TecTa
6-MUHYTHO XombObl. [IpoiimeHHass AUCTAHLUS Olle-
HUBAJIACh C TIOMOIIBIO AMArpaMM JJIs I€BOUEK U MaJlb-
YUKOB B COOTBETCTBUM C BO3PACTHBIMU HOPMATUBaMMU,
CO3aHHBIMU B ieTcKoit monynsiiuu Ll Beiinapun [20].
YV Bcex MalueHTOB OlIEHMBAJACh CTEIEHb TMITOKCEMUN
M0 YpOBHIO PacTBOPEHHOI0 KUCJIOpOAa B KaIUJUISIP-
HOI KpPOBU C MOMOIIbIO TPAHCKYTAHHOMW TMYJIbCOKCH-
metpun (SpO,).

TpancropakajibHasi 3xokapauorpadusi ¢ 1IBETOBBIM
JIOTUIEPOBCKUM KapTHPOBAaHUEM BBITIOJHSJIACH Ha arl-
napate Logic 400 nmo paciimpeHHOMY MPOTOKOJTY, BKJTIO-
YyaBlIeMYy OLIEHKY IMpPaBbIX OT/AEJIOB Cep/lla ¢ MTOMOIIbIO
TKaHeBOW WMITYJIbCHOU gorruieporpacduu, HCIOIb30-

BaJINCh CTaHAAPTHBIE AOCTYIbBI W MO3UIIUA B COOTBET-
crBuu ¢ pekomeHaamsimu ESC/ASE [2, 21]. laBneHue
B JIETOYHOI apTepuM OTPEAeIISIOCh IO CTEMeHU peryp-
TUTALlM Ha TpexcTBopyaToM KiamaHe. OleHUBaINCh:
o0beM TIpaBOro Tpeacepaus, auamMeTp ¢GUOPO3HOTO
KOJTbIIa TPUKYCTIMIATBLHOTO KJIallaHa, TOJIIMHA 3agHei
CTEHKM TIPaBOTO XKeJlyaodka, (PpakiMOHHOE H3MEeHe-
HUe TUTOIIAaaN TTPaBOTO XeJyI0uKa, TOJIIMHA ITepeaHeit
CTEHKM TIPaBOTO XeJyA04YKa, BEIMIMHA CUCTOJINIECKOM
BKCKypcHHu (UOPO3HOTO KOJbIA TPUKYCTUAATHLHOTO
KJlamaHa, CKOpPOCTb JKCKypcHHU (PUOPO3HOro KOJblia
TPUKYCTIMAQIbLHOTO KiaraHa [19—22], mo3Bossionive
OLIEHUTh COKPATUTEIbHYIO (DYHKIINIO MUOKapIa MpaBo-
ro xemymouka. Kpome Toro, ompenensijics WHTeTpaib-
HBI TOKa3aTedb CHUCTOJIOAMACTONINYECKON (DYHKIUU
npaBoro xenynouka (Teit-unnmexkc). C nenapto yHUDU-
Kalluy OIEHKM ToKa3aTejeil B TPYINe Bce 3HAYECHUS
OTIPEACNISITUCH C YYETOM TIIOIIAAN Tella, YTO MO3BOJIM-
JIO aHAJIM3UPOBATh MTapaMeTphl AeTeil pa3HOTO Bo3pacTa
B 00beIMHEHHBIX TPYITIAaX.

Karerepuzaumst cepima M COCYIOB TPOBOIMIIACH
B PEHTIEHOIEPAIIMOHHON, 000pYyIOBAHHOW KOMITJIEK-
coM Axiom Artis (Siemens). CTerneHb JIErOYHOM rUmnep-
TEH3WU TTOATBEPXKIATach U3MEPEHUEM JIETOYHOTO COCY-
JIUCTOTO COMTPOTUBJIEHUS TTPHU 30HIUPOBAHUM TTOJIOCTEM
cepana — nHaekca Byna. OueHka JIeroYHOro COCyau-
CTOTO COTIPOTUBJICHUST TIPOBOAMIACH TIO CJEAYIOIIUM
rpajausM: TPU HU3KOM JIETOYHOM TUIEPTEH3UM Jie-
TOYHOE COCYAUCTOE COMPOTUBIIEHNE COCTABIISIET 2—5 efl.
Byna, nmpu ymepenHoir — 5—10 ex. Byna, npu Tsixe-
ot — 6omee 10 ex. Byma [9, 10]. AHanmm3upoBaiImnch
MOKAa3aTe M CUCTOJIMYECKOTO apTepUabHOTO TaBJIeHUS
B JIECTOYHOW apTepuu, JaBleHUe B MPABOM XKelyoouKe,
CepAeYHbIi BBEIOPOC TMPABOTO KETyIO4yKa, caTyparus
KHCIIOpOJa B TIPaBOM XKeJyJOUYKe U CUCTEMHOM KpO-
BOTOKe (aopTe), OTHOIIIEHUE NABJICHUSI B MajloM Kpyre
K CUCTEMHOMY.

Cratuctnyeckast o6paboTka MpoOBOAMIACH C TTIOMO-
IbI0 TIporpaMMbl Statistica 6, JaHHBIE TIPeICTaBICHBI
B Bujge meauanbsl (Me), 3HaueHuii 25-ro u 75-ro nep-
LIEHTUJIEH. YYUTHIBass OTCYTCTBME HOPMAaTbHOCTU pac-
MpeaeeHns], TOCTOBEPHOCTh pa3uduii TToKa3aTeJeit
MEXIy TPyIITaMu onpeessiach MeTomoM MaHHa— YuUT-
HU, 3HAYMMOCTb pa3iuduii mpuHUManach pu p<0,05.
OueHuBanach paHrosas Koppeasunst ClmupMeHa MeXIy
CTPYKTYPHO-(YHKIIMOHATBbHBIMU TTOKA3aTEISIMA B WC-
CJIeIyeMbIX TPYyTITIax.

PesynbraThbl M 06CyXaeHne

Kinuauueckas XapaKTepuCTHKA OOJIbHBIX JIETOYHOM ap-
TePUAJIbHON rMnepTeH3ueil, aCCOMMPOBAHHOM C BPOXKICH-
HBIMH MIOPOKAMH CepALa

B 1-ii rpynme GoJbHBIX (C YMEPEHHOM JIETOUHOM ap-
TepuaIbHON TUIepTeH3Mel ) TpeuMyIecTBeHHO (81,8%)
HabJI01aIMCh KOPPUTUPOBAHHbIE CeNTalibHble Aedek-
TeI (cM. Tabx. 1). ¥ 6onpmmHCcTBa neteit (72,2%) B pas-
HOM BO3pacTe ObLJIO MPOBEAECHO OINEPaTUBHOE JIEUYEHUE
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BPOXIEHHOTO MOpOKa cepaua, y 3 u3 22 nauueHTOB
B CBSI3U C HaJIUYUEM JIETOYHOW TUIEPTeH3UN Oblia
ocTaBJieHa pa3rpy3ouHas (pUCTyJia Ha YPOBHE MEXITpe-
cepaHol Tieperopoaku. KiMHMYecKue CUMIMTOMBI Jie-
TOYHOU apTepuaibHONU TUTIEPTEH3UU BKIIIOYAIU OJIBIIIIKY
U cnabocTh Npu (UBMIECKUX Harpyskax (ObIcTpast XO/Ib-
0a, Oer), MPexosIIyt0 TaCTO3HOCTh CTOTI.

VY HaOmomaeMbIX 2-f TPymImbl TakKe Ipeobiiama-
JIM TIOPOKW Cepilla ¢ TUIEPBOJIEMUEN Majloro Kpyra,
HO XUpypruyeckasi Koppekiius Oblia TpoBeieHa TOJIbKO
B 38,5% caydasx (IpUUMHON OTCYTCTBUS WU TTO3THETO
MPOBEIEHUsI OINEepaTUBHOW KOPPEKIIMU BPOXIEHHOTO
MopoKa cepla ObUTN OTKa3bl poauTeseit). B cpaBHeHUn
CO 30POBBIMU CBEPCTHUKAMU M Jaxe IO OTHOIIEHUIO
K mpenbiaymieii rpymnmne nauueHTsl ¢ [1la pyHkimoHanb-
HBIM KJIACCOM JIETOUHON apTepualbHOW TUIEPTeH3UN
OTJIMYAJINCh BBIPAXXEHHBIM perpeccoM (U3MYEeCKOol ak-
TUBHOCTH, TTOBBIIIIEHHOW YTOMJISIEMOCTbIO, MOSIBIICHUEM
OJIBIILIKU U/Wiu 00Jieii B TPYIHON KJIETKE MPU OOBIYHOM
TMOBCEIHEBHOM nesaTesIbHOCTU. [1oaToMy mist GONBIIMH-
cTBa OOJILHBIX OBLIO OrpaHWYEHO TpeObIBaHUE B JET-
CKMX KOJUIEKTMBax (OpraHM30BaHO YaCTUYHO JIOMalllHee

Tabnuya 1. BpoxneHHble TOPOKHU cepaua y Ha0moaaeMbIX 00 IbHBIX

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

o0yueHWe C TIOCelIeHNeM IOIIKOJBHBIX YYpeXKIeHUI
He 6onee 40% BpeMeHN).

WccnenoBanust JeroyHoil apTepwajbHOM TUIep-
TEH3UM TIPU Pa3UYHBIX MOPOKaX Cepllia YCTaHOBWIIH,
YTO CKOPOCTh Pa3BUTHUSI U BHIPAKEHHOCTb W3MEHEHMIA
B JIETOYHOM pYyClie Y JeTeil ¢ IUaHOTUIHBIMU TTOPOKa-
MM CepJlia 3HAYMTETbHO MPEBBIIIAIOT TAKOBBIE Y B3pOC-
JIBIX OOJIBHBIX C CHHAPOMOM ODiizeHmeHrepa [16, 23].
3akoHOMepHO, 4To B 3-i1 Tpyniie 6onee 60% coctaBuan
MalMeHThl ¢ HeomnepabebHBIMU WM YacTUIHO KOp-
PUTUPOBAHHBIMU BPOXACHHBIMU TTOPOKAMM, TPHU KO-
TOPBIX HapylleHWe TeMOAMHAMUKM paHO (OpMUpPYET
apTepUabHy0 TUIOKCEMHUIO: OOLIMKA apTepuaabHbII
ctBoa (y 16,7%), nBOITHOE OTXOXAEHUE MArUCTPaTbHBIX
cocyioB OT TipaBoro xeiymouka (y 11,1%), emnHCTBEeH-
HbI kemymouek (y 11,1%), monmHast popMa aTprOBEH-
TpukynasipHoro kaHana (y 11,1%), TpaHcrmo3uuus Ma-
rucTpainbHbiX aptepuii (y 11,1%). B manHoi rpyrire
MPOSIBJIEHUST IEKOMITEHCAIIM KPOBOOOPAILEHUST Y MeTa-
GOJTMYECKUX OTKJIOHEHMIT OBIJTM MAaKCUMAaJIBHO BbIpaXKeH-
HBIMU: y OOJBIIMHCTBA AeTelt oTMedyeHbl Auddy3HbIi
/W aKpOIIMaHO3 ¢ U3MEHEHUSMU KOHIIEBBIX (hajaHT

1-s1 rpynmna (n=22)

2-g rpynna (n=13)

3-g rpynmna (n=18)

JIMIIIT (xkoppurupoBaHHbIE
B Bo3pacte 5—8 JjieT, n=5) n=2)
JAMXKII (koppurupoBaHHbBIE Sl = =)

B Bo3pacTe 4—7 jieT, n=4) (n=2)

ABK, moHasg popma
(n=1)

JAMZKII (koppUTUPOBaHHBIIA,
C pa3rpy304Hoii pucTymnoii, n=2)

JAMZKII (He KoppUurupoBaH-
HBII — OTKa3 poauTeneit, n=1)

AMKII + IMIII (s KOppH- ey (mnacroia B 1 ror, HTK, (n=1)
TMpOBaHHBIN, n=1)

JIOMC + AIMXII (koppexkiuss  AMZKIT + OO0

B 51 6 et, n=1) (n=2)

HTK 2-i1 crenenu (He KOppUTHU-
pOBaHHBIN, n=1)

EIT + ABK, HenosniHas ¢opma
(koppekius B 9 set, n=1)

OATI + AMIIIT
(n=1)

AOpTOITYJIbBMOHAJILHOE OKHO
(3akpeITHE ¢ hopMUPOBAHM-
€M Pa3rpy304HOil (PUCTYIbI
Ha ypoBHe MIIII, n=1)

HbIii B 1 Tom, n=1)

OTKpBITOE OBAJIbHOE OKHO (1=4)

ABK, nonHas ¢opma + OAII (koppu-
TUPOBAHHbBIN 1 HEKOPPUTUPOBAHHBIIA,

n ABK + JIMIIII BropuyHbIit

ABK, nonHast popma (Koppekiius,
pesuayanbhbiii JIMXKIT, DKC, n=1)

JAMKII (rmmactuka ¢ KramaHHOM PeKOH-
CTPYKIIMEeI1 OBaTbHOTO OKHa, n=1)

JMIIII, Bropu9HBIi (KOPPUTUPOBAH-

OAC + IMXII (n=1)
TMC + AMXII + AMIIII, xommpeccus
YCTbsI JIEBOTO OpoHXa aHeBpu3Moii JIA (n=1)

OAC, 2-i1 Tun. Arenesus JIBJIA. BAJIK.
JAMXII (n=1)
JAMKIT Komruieke DiizeHmeHrepa (n=2)

JAOMC ITXK + AMXKII, MHOXXeCTBEHHBIE +
OAIl HMK 2-ii crenienu (n=1)
OAC (n=4)

EX + TMC + OAII + OO0 + HTK 3 (n=1)
JAMZKIT + OAII, cyxxuBanue JIA, nurupona-
Hue OAII (n=1)

EX + TMC + IMXII + IMIIIT + HMK
(TOIKITIOYMYHO-JIETOYHBI aHACTOMO3 B
2 roga) (n=1)

OAIl, xomruiekc DitzeHmeHrepa (n=1)

ABK, momHast dhopma (n=2)
TMC + OAII (n=1)

JAMZKIT + JAMIITII, BropuuHbiit (n=1)

JOMC ITXK + IMXII + CJIA nucraabHbIA
+ arenesus JIBJIA + BAJIK (n=1)
ABK, nmonnas + EIT + JIMXII (n=1)

JIMZKITT momaopTaibHblIii, KOMITJIEKC Di3eH-
MmeHrepa (n=1)

Tlpumeuanue. ABK — arpuoBeHTpUKY/IsipHas KommyHukauus; BAJIK — Gosblias aoptonerouHas kosnarepaib; JIMXKIT — nedekT mexokeny-
noukoBoit nmeperopoaku; AMIIIT — nedexr mexnpencepanoii neperopoaku; JOMC IT2XK — nBoitHOe OTXOXIEHUE MarucTpaibHbIX COCYIOB
oT mpaBoro xenynouka; E2K — emuncTBeHHbIH Xenynouek; EI1 — enunctBenHoe npencepave; HMK — HemocTaToYHOCTh MUTPATBHOTO KJlama-
Ha; JIA — nerouHas aptepusi; JIBJIA — neBast BeTBb JierouHoii aprepun; HTK — HenoctaTouHocTs TpukycnuaaibHoro kianaHa; OAIT — oTkpbI-
THII apTepuaibHbI TPOTOK; OO0 — OTKpbITOE 0BabHOE OKHO; DKC — 271eKTPOKApAMOCTUMYIISIIIHS.
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Emenvanyux E.FO. u coaem. CocTosiHUE TIPABBIX OTIETIOB CEPIIIa Y eTell C THIIEPBOIEMHUEI MaTIOTo Kpyra KpOBOOOPAIIIEHUSI

MajblEeB, OAbIIIKA B MOKOE U HEMEPEHOCUMOCTh JIIOOBIX
uznyecknx Harpy3ok, OOMW 3a TPYAUHOM, CTOWKWI
OTEeUHbIIl CUHAPOM, Yy 1/3 manuueHToB — neuuut mac-
CBHI TeJa, 3a7epXKKa MoJIOBOro pa3Butust; 14 us 15 nereit
IIKOJIbHOTO BO3PacTa HAXOAWJIUCh Ha JOMalllHEM 00yye-
HUW WJINA YIUITACh TUCTAHIIMOHHO. KpUTHYeCcKUM MposB-
JICHUEM TSKeJION JIETOYHOM apTepruaTbHOU TMTIePTeH3UN
¥ OCHOBHBIM OTJIMYMEM TPYMITBI ManueHToB ¢ [V QyHK-
LIMOHAJIbHBIM KJIACCOM CTaJIM YaCThle AMU30/IbI iecaTypa-
1IMM C HapacTaHWEM LIMaHO03a, YCYTyOJIeHUEM OJbIIIKH,
MoAKAaIITMBaHUEM, CBSI3aHHbIE, KaK MPABUJIO, C HArpy3-
KOW WM MPUCOEAMHEHUEM PEeCUPATOPHON MHGbEKIIUH.
VY nereit ¢ IV ¢GpyHKIMOHATBHBIM KJIACCOM OTMevasiach
HeraTUBHasl peakuusi (TOJIOBOKPYKEHHE) TPU TTOTBITKE
WHTaJSILMU KUCTOpo/ia uyepe3 Macky. B gaHHoIi rpymie
MPU3HAKU JIETOYHOU apTepualbHON TUMNEPTEH3UN ObLITN
JIOKYMEHTHPOBAHBI 3HAYUTETHLHO paHbIle, YeM B IBYX
MPEeABIAYIINX, — CPEIHUN BO3pPACT BBISIBICHUs COCTa-
Bt 8 Mec [4; 20] B cpaBHeHuu ¢ 5,3 rona [3,8; 6,5] B 1-ii
rpynre u 2,9 roga [2,2; 3,4] Bo 2-it rpynmne. Konuue-
CTBEHHBIE KPUTEPUH, XapaKTepU3YIOIINE TSIKECTh JIETOU-
HOIi apTepuaibHON TUIEPTEH3UN Yy 00CelyeMbIX JIeTel,
MpUBEIEHBI B TA0J. 2.

VY OonbHBIX 1-i1 TPYNIibl CpemHsIsl BeJIMUMHA CHUCTO-
JINYECKOTO JaBJIeHMsI B JIETOUHOW apTepUM COCTaBUJIA
34 MM PT.CT., CUMITOMBI apTepUaIbHOW TUITOKCEMHUU
ObLTM BbIpaXkeHbl MUMHUMAJIBHO — caTypaiusi KUCa0poaa
93—96%. TeM He MeHee TOJIEPAHTHOCTh K (DM3NIECKOI Ha-
rpy3Ke OKa3ajiach CylECTBEHHO CHUXKEHHON B CPAaBHEHUU
¢ mokazaresieM y 310poBbix jeteit (p<0,001). ¥V 6oabHBIX
2-it 1 3-i1 TpyIn CpeaHUi YPOBEHDb JaBJICHUS B JIETOYHOM
apTepuu, 10 JAHHBIM 3XOKapAWorpaduu, yBeTUIMBAIICS
COOTBETCTBEHHO CTEMEHU TSKECTU 32001 BaHNSI.

MHBa3uBHas1 OlleHKA JIETOYHOTO COCYAMCTOTO CO-
MpOTUBJIeHUs] ObUTa TpoBeaeHa y 7 u3 13 nmereit 2-i
rpynnbl 1y 11 u3 18 mammenToB 3-i rpynmnsl. [Ipume-
YaTeJIbHO, YTO B 00CUX TPYIax MoJIydeHHbIe 3HAUCHUS
JIETOYHOTO COCYJMCTOrO COMPOTUBJICHUSI MPEBBICUIU
10 en. Bynma, cOOTBETCTBYS TSIKEJIOM JIETOUHOM TUIIEpP-
TEH3WU, ¢ OXUIAEMO MaKCUMaTbHBIM 3HAYE€HUEM ITO-
kazarenss y mauveHTtoB ¢ [I16—1V dyHKIIMOHAaTBHBIM
KJaccoM 00Jie3HU. Y 4acTu MallMeHTOB IaHHOM TPYIIbI
WHBa3MBHAsl OlIEHKA COCTOSIHUSI COCYIMCTOrO pycja Ma-
JIOTO Kpyra He MPOBOIUJIACH BBUAY BHIPAXKEHHOM TKe-
CTU COCTOSIHUS [IeTell, MPU KOTOPOI PUCK OCIOXKHEHU

B XOJIe TIPOLICAYPHI TIPEBBINIACT TTOJIE3HOCTh TOJTyJae-
Molt mHpopMauu I naiueHTa. MyJIbTULIEHTPOBOE
uccieaoBaHue 6e30MacHOCTU MPOBENEHUS KaTeTepu3a-
IIVU cepliiia y G0JbHBIX JTETOUHOU apTeprabHOM THIIep-
TEH3UEH, aCCOIMUPOBAHHOM C BPOKIECHHBIMU TTOPOKa-
MM cepAla, YCTAaHOBWJIO Hanbosiee 3HaYuMble (haKTOpbI
TMMOTEHIIMAJIBHOTO PUCKa HEOJAroNMpUSTHOTO MCXOma —
MJIAJIIWI  BO3pACT, MPEAbIAyllNe WHBA3UBHbIE BMe-
IaTeNbCTBA, TPEAIIEeCTBYONIee BBEACHUE Ba30IU-
JIaTUPYIOIIMX CpencTB U remomuanus [24]. JdaHHoe
uccieoBaHue ellle pa3 MokKas3auao, 4YTo 00CyXIeHue He-
WHBA3UBHBIX CITOCOOOB NMHAMUYECKOTO HAOIIONCHUS
32 COCTOSIHUEM COCYIIOB MaJIOTO Kpyra ¢ OINpeaeeHueM
MUATHOCTMYECKOUW IIEHHOCTH ToKa3aTesiell COoXpaHseT
CBOIO aKTYaJIbHOCTbD.

ITo Mepe yBeTMYEHUSI COCYIMCTOTO COTPOTUBIICHUS
MaJioro Kpyra KpOBOOOpAIIEeHUs Yy OOCIeMyeMbIX OBLTO
OTMEUYCHO 3HAUUTEJIbHOe HapyIIeHUEe MepeHOCMOCTH
usmueckoit Harpy3Ku (pe3ysibTaThl TecTa 6-MUHYTHOM
XOnbOBl BO 2-1i Tpyrne okasanuch B 1,5 paza, a B 3-i
rpymie — B 2,5 pasza HIKe, 4eM Y 3MOPOBBIX CBEPCTHU-
KOB), a TaKXe MPOTPecCUpOBaHUE apTepUATBHONU THIIO-
kceMuu. Tak, y O0bHBIX 3-ii Trpynmbl MeauMaHa catypa-
MY KUCIIOPOJa B COCTOSTHUM TIOKOSI He TIpeBbIcua 75%
(»<0,001).

yanpassyKosble XapakTepucTuku npaebix otaesios
cepaua

Oxokapauorpaduyeckass oleHKa IMapamMeTpoB Ipa-
BBIX OTIIEJIOB Cep/Ila Y J€TEe C JErOYHOU apTepuaaibHON
TUTIePTEeH3UEl, aCCOLIMUPOBAHHOM C BPOXIEHHBIMU T10-
poKamMu cepiiia, CrocoOHa He TOJIbKO YCTaHABJIMBATb
paHHUE W3MEHEHWsI Ui OIpeaesieHUs] BO3MOXHOCTHU
OIepaTUBHON KOpPPEKLMU TOpOKa, HO U OTCJIEXKMBATh
CKOPOCTb TIPOTPEeCCUpPOBaHUSI TTPABOXKETYIOYKOBON He-
JIOCTaTOYHOCTHU, HE3aBUCHMO OT OW- MM MOHOBEHTPU-
KyJISIpHOTO KpoBooOpaiieHus [23, 25, 26].

O11eHKa pa3MepoB MPaBbIX KAMEP U OCHOBHBIX CTPYK-
Typ cepaua y netreit co Il pyHKIIMOHANIBHBIM KJ1accOM
JIETOUHOW apTepuaabHOI TUTIEPTEeH3UN HE BBISIBUIA CY-
1IECTBEHHBIX pa3IniYnii MEXIY CPETHUMU TTOKa3aTessMu
MMaMETPOB TMPaBOro mpeacepaus, ¢GprUOPO3HOro KoJiblia
TPUKYCITUAAIBHOTO KJIarlaHa U JIETOYHOTO CTBOJIA B CPaB-
HEHWU C TTapaMeTpaMu y 3JI0POBbIX IeTeli, OTCYTCTBOBAJIU
MpPU3HAKK TUTIepTPOUN MUOKap/a MPaBOro XeJyaouka

Tabauya 2. KnnHUKO-(DYHKIMOHAIbHbIE CHMITTOMbI JIETOYHON apTEPHATBHOI TMNEePTEH31H, ACCONUMPOBAHHOI C BPOKICHHBIMH

NnopoKamu cepaua y aereii (Me[25; 75])

Kputepun @K JIAT 1-s1 rpymia 2-s1 TpyIIa 3-4 rpymmna KoHTtposibHas rpyma
CIJIA, MM pT. cT. (3x0oKT)  34* [31; 39] 64** * [55; 69] 75%*,#% [70; 91,5] 18 [15; 22]
Sa0,, % 95 [93; 96] 89,5%* %[87,2; 94,7] 74,5%* 7 [72; 86,7] 98 [95; 99]
Wunekc Byna, en. — 111[9,5; 14] 18,5[10,9; 21,6] —
ToMX, m 395%* [343; 533] 361** [315,5; 386] 220%* % [147;293] 561 [499; 594]

Ilpumeuanue. CpaBHeHUE ToKa3zareseil rpynmn HabmoaeHus: U KoHTposs: * — p<0,05, ** — p<0,01; 1OCTOBEpHOCTh pa3Iu4Mil ToKa3aTeseit
»<0,001: * — mexxmy 1-i 1 2-i rpynnamu HaOaoneHus ; ** — mexay 2-it u 3-i rpynmamu HabmoaeHus. @K — dyHkunoHanbHbli Kiaace; JTAL —
JIerouHasi apTepuaibHasi runepreHsusi; TOMX — cTaHIapTHBIN TecT 6-MUHYTHOM XOIbOBI.
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(tabu. 3). Tem He MeHee pa3Mep TOJOCTH TTPABOTO XKeJy-
JIOYKa, onpeaessseMbiii B M-pexkume, ObUT CYIIIECTBEHHO
GoJIbllle, YeM Yy 3I0POBBIX CBEPCTHMKOB, HE TpEBBITIAS
MPU 3TOM BEPXHIOIO TPaHUILy BO3PACTHON HOPMBI [27].

ITo MHeHMIO OOJNBIIMHCTBA aBTOPOB, (PYHKIINO-
HaJbHOE COCTOSIHME COCYJOB MajJoro Kpyra KpoBOOO-
pallleHusT UMeeT TOMMHHUpYIolee BIWSHUE Ha Xapak-
TEPUCTHKU TIPABOTO KEJTYAOUKa: YCYTyOJIeHUEe TIKECTH
JIETOYHOU apTepuaIbHOM TMIEPTEH3UM BBI3bIBAET 3HA-
YUTEJIbHOE pacIIMpeHne ITpaBbIX MOJOCTel cepama [25,
28—31]. V nmeteir ¢ Illa ¢pyHKIMOHAIBHBIM KJIACCOM
JIETOYHOU apTepuaabHOM TUTIEPTEH3UUW CpeaHUe BeJ-
YUHBI TTPABOTO TIPEACEPANS W TIPABOTO XKeJIyaouyKa 3Ha-
yumo TipeBbicusM (B 1,5 pasza) pasMepsl MpaBbIX Kamep
cepala 3M0pPOBBIX AeTelt, pa3Mep (GUOPO3HOro KOJblla
TPUKYCMTUAAJIBHOTO KJanaHa ObuUl 2 pa3a 0oJiblile MoKa-
3aTesisi B KOHTpoabHOI rpyrre. COOTBETCTBEHHO pas-
MepaM IOJIOCTM OTMEUYEHO pacIIMpeHUe CTBOJIA JIerou-
HOW apTepuu U MOTPaHWYHOE YTOJIIIEHWE CBOOOTHON
CTEHKHU MPaBOTO XeJIyTo4uKa.

B rpynmne GonbHbIX ¢ I116—IV dyHKIIMOHATBEHBIM
KJIacCOM JIETOYHOM apTepMajbHOW TUIEPTEH3UU Me-
IWaHa BeJWYMHBI TPABOTO KEIyJAOo4yKa TIpeBbICHIIA
KOHTpPOJIbHOE 3HayeHue B 3 pasa, oToOpaxasi TsKe-
JIyI0 JeKOMITEHCAIIMIO JIETOYHOTO cepila. BeIaBiIeHO
yBeJIMUeHre pa3MepoB (PUOPO3HOTO KOJbIA TPUKY-
CMUIAbHOTO KJlarlaHa W CTBOJA JIETOYHON apTepuu
COOTBETCTBEHHO B 2,6 1 B 2,2 pa3a (IT0 OTHOIIEHUIO
K TIOKa3aTesisiM Y 3M0POBBIX CBEPCTHUKOB), CBSI3aHHOE
C pacIIMpeHueM TOJIOCTH Ha (poHe TOBBIIMICHUS BHY-
TPUXETYI0UYKOBOTO JIaBJIeHUsI. YCTAHOBIEHO CTaTUCTU -
YEeCKU 3HAYMMOE YTOJIIEHUE CTEHOK KaMepbl MPaBoro
xeaymnouka. KoMrIieke BBISIBICHHBIX M3MEHEHU pa3-

OPUINHAJIbHBIE CTATbU KAPAUNoOJIOrns

BUBAeTCS BCJEICTBUE CHIKEHUSI YYBCTBUTEIBHOCTU
aIpeHOPEEeNITOPOB, HapyIIeHWT MeTaboan3Ma MU-
TOXOHIPWIA, aKTUBALIMU TMPpOoudepalnu U TUIEPTPO-
¢uu, HapacTaHUusl GUOPO3HBIX U3MEHEHUI B MUOKap/Ie
Ha ()OHEe IJIUTETLHOTO MOBBIIIEHUS TaBJICHUSI B CTBOJIE
JIETOYHOW apTepuy M BHYTPU KaMepbl MPaBOTO KeJTy-
nouka. M3sMeHeHUs KBaTU(UIIUPYIOTCS KaK peMOoIe -
poBaHWe M IWJIaTallusl KaMepbl, KOTopasi TpuoopeTaeT
dopmy chepsl, yeyryosiss IMacTOTNIECKYIO M CUCTOIM -
yecKylo aucyHKIuo xenyaouka [20, 30, 31].

AHaIM3 QYHKIIMOHATBHBIX MTApaMETPOB MPaBOTO XKe-
JIyI0YKa YCTAHOBUJI CTATUCTUIECKH 3HAYMMBIE, HO HEOI-
HOpOJHbBIE OTKJIOHEHUST (DYHKIIMOHAIBHBIX TTOKa3aTeIei
y HabJroaeMbix 00JbHbIX (Ta0d. 4). AMIUIUTYIA CUCTO-
JINYECKON BKCKYPCUU TUIOCKOCTU TPUKYCITUAATBEHOTO
KiamaHa B M-pexXuMme — ToKaszaTeslb, MCIOJb3yeMblii
JUTSE OLIEHKU COKPATUTEIbHOM (PYHKIIMU TPABOTO Kely-
nmouka [25, 27, 31—-33]. B rpynme geteit co Il ¢pyHkimo-
HaJIbHBIM KJIACCOM JIETOYHOM apTepuaIbHON TUTIepTeH-
3UM 3HAYeHUsT (PaKIMOHHOTO W3MEHEHUs TUIOIIaIn
MPaBOTo 3KeJyao4YKa, a TakKKe aMIUTUTYIbl U CKOPOCTH
JBIDKEHMST (DUOPO3HOTO KOJIbIIA TPUKYCITUIATBHOTO KJTa-
TTaHa, XapaKTepU3YIOINe COKPATUTEbHYIO CITOCOOHOCTh
MMOKap/a, He UMeJTU CTaTUCTUIECKU 3HAYMMBIX OTJIMYUIA
OT MMapaMeTPOB Y 3I0POBLIX AeTeil. Hapyimenue nuacro-
JINYECKOTO HATIOJTHEHUST KaMep Cepiiia TPU COCYIUCTHIX
3200J1eBaHUSIX TIPEIIIECTBYET CHUKEHHMIO COKPATUTEh-
HOW CIMOCOOHOCTH, a Ha (pOoHEe JIETOYHOU apTepualbHOM
TUTIEPTEH3UH TaHHBINM MPOIECC MMEET KOMITEHCATOPHOE
3HaYeHWe U HaTlpaBJIeH Ha yBeJWYeHe HATlOJTHEHUS Jie-
BBIX OTIEJIOB cepiia [34—36].

®a3oBbIil aHAIU3 PabOTHI MPABOTO KeJyA0YKa ycTa-
HOBWJI CYIIECTBEHHOE CHUXKEHWE CKOPOCTU pPaHHEro

Tabauya 3. Mopdoorngeckasi XapakTepuCcTHKA MPABBIX OTIEJIOB CEPALA Y AeTeil ¢ JeroYHoil apTepuaibHOi rHnepTeH3neii, acco-

NUMPOBAHHOI ¢ BPOXKIEHHBIMH MOpoKamu cepana (Me [25; 75])

IMokazarenb 1-g rpynmna 2-51 Tpymma 3-g rpynna Kontpos (K) P, P,,
: 2 2 2 18,18
TIIT, mm/m [16,4; 20,7] [19; 26] [21; 37] [14; 20.3] 0,00 0,13
p 1-K=0,812 p 2—K= 0,006 p 3—K =0,00 ’ ’
, 15.,51 2.5 3tl 12,31
TS, i [13:20] 20: 32] [21; 36] G 0,00 0,02
p 1-K=10,22 p 2—-K=0,001 p 3—K =0,00 o
14,36 18
2 bl .
TIK MM/M Eeg ST 32,9 [21; 17] 1,11 0 o0
(M-pexum) Pyx—om [8; 11,5]
P k=000 P 5 k=0,001 ’
15 2 ,
Creomt JTA, M/ [10,7; 18] [15: 30] Sz 2 s y 0,00 0,0
P 3 k-00 [14,2; 16]
p 1-K=0,39 p 2—-K=0,00
S , 4,.85 .8 19 5.19
, MM/ [4,1; 8,4] [5; 13] [7,8; 11] N 001 03
p 1-K=10,39 p 2—-K =10,00 p 3—K=0,00 T
TMXKIT 2 e R %53 5,7
1, MM/M [5,1;7,2] [6510,2] [7,5:7] [5.3: 6.4] 0,00 0,3
p 1-K= 0,45 p 2—-K =0,07 p 3—-K=0,01 7

Ilpumeuanue. T1T1 — npaBoe npeacepaue; ATK — nuamerp TpukycnunaibHoro kiarnasa; [2K — npasslii xenynouek; JIA — jgerouHas aprepusi;
TIICITXK — TosmuHa nepeaHei CTeHKH rpaBoro xeaynouka; TMKITa — TonmHa MeXKeTyI04KOBOM MeperopoiKy B UACTOIY.
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Tabauya 4. XapakTepuCTHKN MeXaHNYeCKHX (DYHKIMii mpaBoro xeaynouka (Me [25; 75])

IMokazarenb 1-g rpymnma 2-4 rpynma 3-g rpymnna KonTposns (K) P, Py,
. 1,23 0,98
E/A A 38 Lo [1,15: 1,29] 0,76: 1,1] | 17{7199 0,00 0,00
p 1-K=0,04 p p [ 9/y 1y ]
2-K=0,00 3-K=0,00
61 54 55 64.28
DUII TTXK, % [58; 64] [50; 56] [50; 56] [63',65] 0,01 0,4
P i k=006 P 5 x—000 P 3 k-0 ’
0,31 0,43 0,52 0.22
Teii-unnexc 2K [0,22; 0,4] [0,41;0,47] [0,49; 0,59] [0 15’. 0,26] 0,00 0,00
Py k=004 Py k=000 P 3 k=000 T
11,5 10,7 10,1 11.5
PSV, cm/c [10,5; 12] [10,5; 11] [10; 10,6] [10 8'711 6] 0,02 0,04
P k=005 Py k=000 P 3 k-000 B
20 17 15 1
TAPSE, mm [16; 22] [14; 19] [12; 18] [20; 24] 0,02 0,06
p 1-K= 0,05 p 2—K=0,00 p 3—K=0,00 ’

IIpumeuanue. E/A — oTHOIIIEHUE CKOPOCTEW PAHHETO M TIO3IHETO TPaHCTPUKYycaaibHoro KpoBoToka; MUII K — dpakimonHoe nameHe-
HMe IO TIPaBOTO XKemyaouka; Teil-uHAeKC — MHTEeTpaIbHbIH TToKa3aTelb CUCTOIONNACTONIECKON (DYHKIINY TPaBoOro XKemynouka; PSV —
CKOPOCTb 3KCKYpcuHU (hUOPO3HOTO KOJIblia TPUKYyCIuaaibHOro kiarnaHa; TAPSE — BennunHa cucTomyeckoit aKCKypcuu (pubpo3HOro KoJiblia

TPUKYCIIUOAJIbHOI'O KJIaltaHa.

JIMACTOJIMYECKOTO HAIMOJHEHUS y MAllMEHTOB C YyMEPEeH-
HOIl BBIPaXEHHOCTbIO 3a00J€BaHUSI, YTO OOYCIOBUJIO
3HAYUTEJbHOE CHUXXEHWE WHTEeTpaJbHOro IoKa3aTeJs
9(hGEeKTUBHOCTU  IUACTOJIMYECKOTrO pacciablieHus —
OTHOILIEHUSI CKOPOCTE paHHETO M TMO3JHEro TPaHCTPU-
KycruaaibHoro KpoBoroka — E/A (p=0,04).

YV nauueHToB 2-i1 u 3-ii TpynI OTMEYeHO CYIIEeCTBEeH-
HOe yMeHbIlIeHHe (DpaKIIMOHHOTO M3MEHEHUS TUIOLIAaN
MPaBOTO XeJylo4yKa, aMIUTMTYAbl U CKOPOCTU JBUXE-
HUsl (HUOPO3HOrO KOJbIA TPUKYCIUIATBHOTO KJarnmaHa
(p<0,001), cBUAETENBLCTBYIONIEE O CHUKEHUU COKpaTh-
TEJbHON CIMOCOOHOCTU MPABOTO KEJYAOUYKa Yy MallueH-
TOB C TSDKEJIOI JIeTOYHOW apTepuabHON TUTIEPTEH3UEH.
HaunbGonee 3HaunMble HapyIIEHUST BBISIBJIEHBI Y TTAlIUEH-
ToB 3-i1 rpynmbl. [lapannenbHO paclIMpeHUI0 TOJOCTU
MPaBOTO KEeIyJA0oYKa M TMOBBIIIEHUIO JABJICHUS] BHYTPU
kamepsl B rpyrnmnax ¢ [HI—IV ¢pyHkimoHanbHbIM K1accoM
JIETOYHOI apTepuaibHON TMIIEPTEH3UU OTMEUEHO 3HAYM -
TeJbHOE YBEJUYEHUE KECTKOCTU CTEHOK MPAaBOTO XKely-
JIOYKa C HApylIEHUEM UACTOJIMYECKOTO paccaabaeHus :
MeIMaHbl OTHOIIEHUSI pAHHETO U TO3/IHETO TPAHCTPUKY-
CMUAAIBHOTO KPOBOTOKA B AAHHBIX Tpyrnax Obliv B 1,5
un 1,8 pasa Huke mnokaszaresisi B KOHTPOJBHOM TpyrmIie.
JlaHHbIEe TTOKAa3aTeJIM COOTBETCTBOBAJIM HayaJlbHOM CTa-
MU TUACTOJIMUECKONM AUC(HYHKIIUM — HAPYIICHUIO aua-
CTOJIMYECKOTO paccyiabiieHust MUOKap/a.

Teii-uHAeKC SIBJSIETCSI MHTETpajbHBIM TOKa3aTejaeM
MeXaHUYeCKON (YHKIIMU Kelynodyka, €ro yBeJMYeHHe
OTpaxaeT yxyJllleHue T100aIbHON CUCTOI0MACTOINYE-
ckoit pyHkimu muokapaa [19, 21]. B rpynmne 60JbHBIX CO
II pyHKIIMOHANIBHBIM KJIACCOM JIETOYHOM apTepralbHOR
TUTIEPTEH3UN YCTaHOBJIEHO CYIIECTBEHHOE YBEJIMYEHHE
rmokasareJisi B CpaBHEHUHU C YPOBHEM Y 3I0POBBIX CBEPCT-
HUKOB. Y TALIMEHTOB C TSIXKEJIOW JIETOYHOW apTepuaib-

HOW runepreH3uel B o0enx Tpyrnmnax meauaHa Teii-mH-
JleKca 3HAYMTEIbHO TPEBBICUIIA 3HAYEHUE KOHTPOJIbHOMN
rpynrbl, ipu [116—1V ¢yHKUMOHATEHOM KJlacce Jierod-
HOW apTepuaabHOI TUTIEPTeH3UHU B 2,4 pa3a Obljia BhILIE,
yeM y 310POBBIX ACTEH.

AHrunorpaduyeckas oueHka COCTOSSHUS NPaBoro
xenypouka

XapaKTepUCTUKHU TPaBBIX OTIEJIOB Cepala, IOoJy-
YeHHBIE TIPSIMBIM TIyTEM, T.€. B XOJA€ KaTeTepu3alluu
MpaBbIX OTAEJIOB Cep/lia, SIBISIOTCS Haubosee TOUHbIMU
JUTSL OTIpeNieIeHUsI CTeTIeHW HapyIIeHUI COCTOSTHUS Tpa-
BBIX OTIEJIOB CepJlla U MajJioro Kpyra KpoBOOOpaIeHMsI
(tabn. 5). CpaBHUTENbHBIN aHAIW3 BEJWYMHBI CHUCTO-
JIMYECKOTO JaBJeHUs B JIETOYHON apTepuu, TMOJIydeH-
HOW WHBAa3WBHBIM W HEWHBA3WBHBIM ITyTeM, IOKa3all,
YTO YJABTPa3BYKOBBIE MapaMeTphbl COMOCTABUMBI C aH-
ruorpauecKUMHM, XOTS TTOCTIeIHNEe HECKOJBKO BHIIIe
B 00eMX HcClieMyeMbIX rpymnmnax. Mbl He MHTepIpeTH-
POBAJIM Pa3IuIusT MeXKIy WHBAa3UBHBIMU Y HEWHBA3WB-
HBIMU TTapaMeTPaMU CaTypalliid KUCJIOPOMa, TTOCKOIBbKY
CpaBHEHUeE TToKa3aTeIsl B KaUJUISIPHO KPOBU U B a0pTe
cepaiia HermpaBoMouHO. [IporpeccrpoBaHMe JIETOYHOM
apTepualbHON TUIIEPTEH3UN COTIPOBOXIATIOCH YBEIU-
YeHWEeM OTHOIIEHUsI BEJWYMH JIETOYHOTO KPOBOTOKA
K cucteMHoMy. Kpome Toro, aHrmorpacdusi BBISIBUIA
3HAUNUTEIFHOE YBEJIMYCHUE MABJICHWS BHYTPU KaMepbl
MPaBOTO KeJTyIoYKa U COOTBETCTBEHHO CHIDKEHUE BBI-
Opoca mpaBoro xenymouka. [lojydeHHBIE pe3yabTaThl
CYIIIECTBEHHO JIOTIOJTHWIN TIPECTAaBIICHUE O HapYIIIEHUT
TeMOJMHAMUKU B TIPaBBbIX OTAENIaX Cepla, OIpeaess
BBIPAXXEHHOCTh (DYHKIIMOHATBHBIX M3MEHEHU COCYI0B
MaJIoro Kpyra, ¥ B IIeJIOM COOTBETCTBOBAIM TaHHBIM JIW-
Tepatypsl [7, 13, 14, 16].
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JIAT MoXeT ckpbIBaTbCSA NOJ MACKOW APYruX pPecnMpaTopHbIX UAN KAPANOJOrMYECKUX HAPYLLUEHUA U
MmeeT TAXenble nocnencTBus."> 0kono 50% 3TMX NaUMEHTOB YMUPAKOT B TE4EHHUE 2,8 NET ¢ MOMEHTA
YCTaHOBNIEHUSA iNarHo3a. °

dhhekTuBHoe neveHune JIAT cywecTByeT, OHO NO3BOJIAET HE TONbKO YAYULINTb KA4ECTBO XNU3HU
NauyMeHTOoB, HO U NOBbLICUTb X BbIXXKMBAEMOCTb. *

Korpa Bbl nuiete npuynHy ofablky y Bawero naynenTa, He 3abyabTe npo JIAM2 PaHHAS AMarHocTUKa
MMEeT KPUTUYECKOE 3HAYEHHe Ans 61aronpuATHOro NPorHo3a.’
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HccnenoBanue KOppeNsSIIUOHHBIX OTHOIIEHUN Me-
Ky OCHOBHBIMU TIapaMeTpaMM TeéMOIWHAMUKU MaJioTo
Kpyra M (pyHKIMOHAJIBHBIMU XapaKTEePUCTUKAMU TIpa-
BOTO XEeJylIo4YKa YCTAHOBWIO CHJIBHYIO, CTATUCTUYECKU
3HAYMMYIO OTPMIIATEJIEHYIO CBSI3b ITOKa3aTesieil COmpo-
TUBJICHUST JIETOYHBIX COCYIOB W JAaBJIEHUS B JIETOYHOM
apTepuM C XapaKTepUCTUKAMU CUCTOIMYECKON (hyHKIINU
MPaBOTo KeJyao4yKa, MOJOXKUTENbHYIO CBsI3b — C Teil-
WHIEKCOM (TabiI. 6).

OpHako cwia KOppessIIMOHHBIX OTHOIIEHWIA TaH-
HBIX TTapaMeTPOB B 3HAYUTEIBHON CTENEHU OOBSICHS-
eTcsl aHaTOMO-(PYHKIIMOHABHBIM €IWHCTBOM KaMephbl
MIPaBOTO KeJyIoYKa U COCYIOB MaJIoro Kpyra. 3Hauu-
TeJbHO OOJIbIINIA MHTEpEeC TPEACTaBIIsSIeT BbISIBIICHHAsI
KOPPEJSIITUOHHAS CBSI3b MEXIy (DaKTOpOM apTepualib-
HOW TUMOKCEMUM M COCTOSTHHMEM TIPaBOTO KeJIyaovKa.
Tak, yCTaHOBJIEHO, YTO IO Mepe CHUKEHMSI Taplu-
aJIbHOTO HanpsikeHust kuciaopoaa (p,0,) B aprepuaib-
HOI KPOBU YBEJIMYMBAETCS XKECTKOCTh CTEHOK KaMepbl
¢ (opMUpoBaHUEM IUACTOJUYECKON JTUCHYHKIINH.
Crnabas cBsI3b MEXIy JaHHBIMU TTapaMeTpaMu TOBOPUT
0 TOM, YTO apTepHabHast THTTOKCEMHUST OKa3bIBAET OTO-
cpenoBaHHOE BIUsSHUE Ha (DOPMUPOBAHUE THACTOTNYIC-
cKkoi muchyHKIMM Muokapaa. CpemHel CUIbI CTaTH-
CTUYECKM 3HAYMMasi 3aBUCUMOCTb YCTAaHOBIIEHA MEXIy
p,0, M XapakTepuCTMKaMM COKPATMTENbHON (QyHKIMN
cepala, 4YTo MOJYEPKUBAET HETaTUBHOE 3HAYEHUE Je-
¢umuTa KucIopoma B HapylIeHWM COKpaIleHUs Kap-
nuoMuouuToB [37].

3aknovyeHune

Ha ocHoBaHMM MOJIy4eHHBIX AAHHBIX YCTaHOBJIEHO,
YTO Yy NIeTe C JIETOYHOW apTepualbHON TUIEPTEH3UEN,
ACCOLIMMPOBAHHON C BPOXIEHHBIMUA MOPOKAMU Ceplia,

Mo Mepe yBeJWYeHHUS JaBJeHHUS B MajOM Kpyre Kpo-
BOOOpaIlleHUs] MPOUCXOAUT TpaHchopMaInsl TIpaBbIX
KaMep cepjlia ¢ YTOJIIEHUEeM CTeHOK, paclIupeHU-
eM TIOJIOCTeld M aTPUOBEHTPUKYJSIPHOTO OTBEPCTHSI,
MPOrpecCUupyloliuM HapylieHueM (QyHKIIUH MpaBoro
Kenyaouka. Pe3ynbraThl MOATBEPAWIN, YTO COCTOSI-
HHUE MMPaBOTO Xelyaouyka, o0anamiinero 6ojiee TOHKH-
MU CTeHKaMU, 4eM JIeBbIii, B OoJibllieli Mepe 3aBUCUT
OT MOCTHArpy3KM1 U peMOoJIeJIMpOBaHNE KaMephl B 00JIb-
el CTETeHU OMpeaesseTcsl CTOMKUM TOBBIIIEHUEM
YIIPYTOCTH COCYNIOB 1 JaBJIEHUSI B MaJIOM Kpyre KpoBO-
oOpamieHus. [lpuuyeM nauacronuueckast 1UChYHKIMS,
CyZisl IO CKOPOCTHBIM MMOKa3aTesisiM U TJ1I00aJIbHOMW CH-
croysionuactonunuyeckoin pynkuun (Teit-ungexc), dop-
MUPYETCs paHbIlIe CUCTOTNYECKOUN TUChHYHKINH.

VibTpa3ByKOBbIE XapaKTEePUCTUKU TTPABOTO XKeTy104-
Ka COIMOCTaBUMbI C aHTMOTpa(pIeCKUMU MOKa3aTeIsIMU,
YTO JejaeT BO3MOXHBIM YJIBTPa3BYKOBOW MOHMTOPUHT
COCTOSTHUSI TIpaBBIX OTIEJIOB cepalla y AeTelt ¢ JeroYHOoM
apTepuagbHON TMIIEPTEH3MEeH, aCCOLIMUPOBAHHOM C BPO-
KIEHHBIMU TOpPOKaMH cepiua, Mpu YCJIOBUM COOIIO-
NIeHusl TpoTokojia uccienoBaHusi. OmHAKO aHruorpa-
¢duyeckre nmapamMeTphl MO3BOJISIIOT 00Jiee TOUHO CYIUTh
0 IaBJICHUM B MOJIOCTSIX M KPYITHBIX COCYAax Ceplia, Ta-
30BOM COCTaBe KPOBM, COOTHOIIIEHUU CUCTEMHOTO M Jie-
TOYHOTO KPOBOTOKA U IMHAMUKE JIETOUHOTO COCYANCTOTO
COTPOTUBJICHUS.

dakTop apTepuaNbHON THIOKCEMUU 3HAYUTEITHHO
ycKopsieT (OpMUpOBaHUE JIETOYHOM apTepuaibHOW TH-
MepTeH3un, BHOCUT YMEPEHHbBII BKJIAall B pa3BUTHE HAPY-
IIEHWI COKPATUTEILHON CITOCOOHOCTM MMOKapaa Ipa-
BOTO KeJyloykKa M B MEHbBIIEH CTEreHU CIoCOOCTBYEeT
YBEJIMYEHUIO XKECTKOCTU CTEHOK €ro KaMephl.

Tabauya 5. OcHoBHBIE aHTHOrpadMIecKre XapaKTePUCTHKY NPaBbIX 0TIeN0B cepaua (Me [25; 75])

Tpymma CIJIA, MM pT.CT. P ITX, MM pT.cT. CB IX, 1/ MuH * M? Sp0, Ao, % Qp/Qs
2-5 (n=T7) 71,4 [65; 75] 68 [61,5; 74,5] 2,44 [2,31; 2,8] 93,0 [81,5; 99,2] 1,54 [1,4; 1,87]
3-a (n=11) 84,75 [78,5; 93] 90,6 [87; 96,4] 2,1512,11; 2,2] 89,7 [80; 98] 2,1[1,57;2,6]

[lpumeuanue. CIJIA — cucronmueckoe nasneHue B ierouHoii aprepun; P [12K — naBnenue B mpaBom xenynouke; CB 12K — cepreunslit BBIOpoc
npaBoro xenynouka; SpO, Ao — catypalus Kuciopoaa B aopte; Qp/Qs — OTHOLIEHHE JaBIEHKS B MaJIOM KPYre KPOBOOOPALIEHHUS K CUCTEM-
HOMY IaBJICHUIO.

Tabauya 6. Koppensiuuonnslii anamm3 GyHKIMOHATLHBIX MAPAMETPOB MPABOTO JKEMYI0YKA C TeMOAMHAMIYECKUMH KPUTEPUSIMHA
JICTOYHOW apTePHATIbHON TUNEPTEH3UN U APTEPHAIBHOM THIIOKCEeMHH

IMapameTp PSV TAPSE E/A Teii-uHaexc CIJIA
o 0.4 0.510 0,27 -0,648 0.69
p,0; (p=0,001) (p<0,001) (p=0,038) (p<0,001) (p<0,001)
ee 20,712 20,610 20,26 0,614
(r=0.011) (p=0.01) (p=0,013) (p<0,001)
-0,498 20,53 0,39 0,695
LA (p=0,007) (p=0,020) (p=0,034) (p<0,001)

IIpumeuariue. p,O,—napunaIbHOE HATIPSKEHUE KUCIOPOIA B CHCTEMHOM Xeaynouke; CIIJIA — cuctonnyeckoe IaBIeHKe B JIETOYHOM apTepuy;
JICC — neroyHoe cocyauctoe corpotupieHue. OcraabHble 0003HaYeHUs cM. [Ipumeuanue K Tab. 4.
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OPUINHAJIbHBIE CTATbU HE®POJIOrnNs

I'enepHbie 0COOEHHOCTH KIMHHYECKUX NMPOSBJICHUI M OPAKEHHSI CepAeYHO-COCYTUCTOM
cucTeMbl pu X-CHENJeHHOM BAPpUAHTe CHHIPOMA AJIbIIOpPTa

O.C. Iposnosa, B.B. lnun, JI.U. lllacam, /I.B. lllenuesa, H.E. Konvkosa

OCI «Hay4yHO-mccnenoBaTenbCKMn KITMHUYECKUI MHCTUTYT Neamatpum uMenn akagemuka tO.E. Benstuwesa» Fr6OY BMO
PHAMY um. H.W. Muporosa MuHagpasa PP, Mockea

Gender characteristics of the clinical manifestations of cardiovascular system involvement
in X-linked Alport syndrome

0.S. Groznova, V.V. Dlin, L.1. Shagam, D.V. Shentseva, N.E. Konkova

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

IIpuBoaMTCS KIMHUYECKOE HADIIO/IEHHE CeMbH, B KOTOPOIi Y MATH YJIEHOB ceMbH (4 2KeHIuHbI 1 1 My2>KunHa) ObLiIa BbISIBJIEHA HOBASI
mucceHc-mytanus c. 3098G>A, p.(1033D) B rene o5-uenu kosuiarena IV tuma (COL4AS), oTBeTcTBEHHOTO 32 pa3suTHe X-CIen-
JieHnoi (opmbl cunapoma Asbniopra. Ilpu 3TOM y BeeX 4eThIpeX HOCHTEIBLHHUIL OTMEYEHO MOpaXKeHHe NMoYeK ¢ PAHHEro BO3pacTa
(¢ 3 aer): ycyryoJasiomeecs ¢ BO3pacTOM CHHKEHHE CKOPOCTH KIy0OYKOBO# (huiibTpanuu 10 78 MJji/MUH, IPOTEUHYPUs 10 2 T/CyT,
aprepuajbHAsi TUIEPTEH3Us M JUIATANMS a0PThI (HA yPOBHE KOJIbIIa, CHHYCOB M BOCXOIsmei aopThl). ONMH MYKYMHA B JAHHOM
cembe ymep B 33 roga ot novyeuHoii Henocraroynoct (JIHK-auarsocTika He nposeaeHa). Y BTOpPOro My»K4YuHbI 26 JieT ¢ YCTAHOB-
JIEHHOW MyTanuei B KJIMHHYECKON KAPTHHE — MPOTEHHYpus 10 2,5 r/a, nepcuctupyionmas remarypus 1o 100 sapurpounToB B nose
3peHusl, CHIZKeHHe CKOPOCTH KiIy00uKoBoii huabrpanuu 10 50 Mi1/MUH, HEHPOCEHCOPHAS TYTOYXOCTh M CepAeYHO-COCYAUCTbIE AaHO-
MaJIiK (AMJIATANKS JIEBOT0 XKeJIyI04Ka, JNIATANKS KOJIbIa, CHHYCOB H BOCXO/IAIENH A0PThI, A0PTAIbHAS PEryPruTamus 2-i cTenenu,
CTa0MJIbHAS APTEPUAJILHAS THIIEPTEH3MS).

Karoueewte caosa: demu, cunopom Anenopma, npomeunypus, eemamypus, cKopocms Kay00uKo08oil guibmpayuu, cepoe4Ho-cocyou-
Cmble HapYuleHus, aopma, apmepuanbHasa eunepmeH3usl.

The paper describes a clinical case of a family, in which its 5 members (4 women and 1 man) were found to have the new missence
mutation c. 3098G>A, p.(1033D) in the gene encoding the 5-chain of type IV collagen (COL4AS5) responsible for the development
of X-linked Alport syndrome. At the same time, all the four female carriers were observed to have had kidney injury since infancy (at
the age of 3 years), an age progressive glomerular filtration rate reduction to 78 ml/min; proteinuria up to 2 g/day; hypertension, and
aortic dilatation (at the level of the ring, sinuses, and ascending aorta). In this family, one man aged 33 years had died from renal fail-
ure (DNA diagnosis was not made). The second 26-year-old man with the documented mutation in the clinical picture had proteinuria
up to 2.5 g/1, persistent hematuria up to 100 red blood cells in the field of vision; a glomerular filtration rate decrease to 50 ml/min;
sensorineural deafness, and cardiovascular abnormalities (dilatation of the left ventricle, ring, sinuses, and ascending aorta; aortic
regurgitation, 2 cm; and stable hypertension).

Key words: children, Alport syndrome, proteinuria, hematuria, glomerular filtration rate, cardiovascular disorders, aorta, hypertension.

CI/IHZ[DOM AJbriopta — HaCJIEICTBEHHBIM HePUT,
KOTOpBINA B 85% cilyyaeB SIBISIETCS DPE3yJBTaTOM
myTtauuu reHa COL4A5 B xpomocome Xq22.3 (X-cuer-
JieHHoe Hacnenosanue) [1]. TIpoayKT reHa — o -liernb
kosutareHa IV tuma — mpejacTaBlieH B TJIOMEpPYJISIpHOM
bazanbHON MemOpaHe. HempaBunbHoe ero dopmu-
poBaHWEe BCIEACTBME MYTAllMA BBI3BIBAET CTPYKTYp-

© Konnektus aBTopos, 2016
Ros Vestn Perinatol Pediat 2016; 3:76-80
DOI: 10.21508/1027-4065-2016-61-3-76-80

Anpec nns koppecnonaenuuu: [poznosa Onbra CepreeBHa — I.M.H., BEA.H.C.
oTaesa IeTCKoM Kapaunosoruu u apurmoiorun HUKU neauarpunu umeHu aka-
nemuka FO.E. Benbsrumiena

Jnun Branumup BukTopoBud — 1.M.H., ipod., pyK. TOTO Xe OTAesa, 3aM.Iu-
peKTOopa Mo Hay4yHoii paboTe TOro Xe yupexaeHust

[aram Jles Mocudosuy — HayuHslii corpynHuk HWJT o61ueit naronoruu roro
Ke YUPEeKIeHUs

[enuesa apbst BraaguMupoBHa — acriupaHT TOTO Xe oTesa

KonbkoBa Hatanbst EBreHbeBHa — K.M.H., 3aB. OT/IeJIeHUEM He(POJIOTUU TOTO
Ke YUPEeKIeHUs

125412 Mockaa, yi. Tannomckast, 1.2

HbIe aHOMAJIUM MeMOpaHbl, TIPUBOIS K TTOCTEITEHHOMY
Pa3BUTHIO XPOHWYECKON IMOYEYHOU HEIOCTATOYHOCTHU
Ha BTOPOM—TpeThell neKaae Xu3Hu OoiabHOTO. Pac-
MPOCTPAaHEHHOCTh CUHIpOMa AJbIIOpTa KoJebyeTcs
B 3aBUCUMOCTU OT M3y4aeMOW MOMYISIINN, COCTaBIISIS
ot 1 ciyyas Ha 5000 yenosek B mtate FOta (CLLIA) no 1
caydas Ha 53 000 HaceneHusa B @uHastHANY [2].

KnuHuyeckast KapTuHa CUHAPOMa AJTBITOPTA BKITIO-
YaeT: MEePCUCTUPYIONIYI0O MUKPOTeMaTypHUIO ¢ BO3MOX-
HBIMU 3TH30JaMU  MaKpOoreMaTypu#, MPOTEUHYPUIO.
YacTto BCTpeyalOIMMUCST CUMITOMAMU  SIBJISIIOTCSI
aHOMaJIMU 3pEeHUsl, cIyXa, a TaKXe apTepuajbHas TH-
MepTeH3MnsI. AHOMAaJIMM TJIa3 BO3HMKAIOT BCIIEACTBUE
OTCYTCTBMSI KoJyimareHa IV Tuma B poroBulie, Karcyle
xpycranuka u cetuarke [3]. [lryxota nmpu cuHapome AJib-
TTOPTa UMEET CEHCOHEBPAIBHBIN XapaKTep W 00yCIOBIe-
Ha CTPYKTYPHBIMM JedeKTaMu 6a3albHON MeMOpaHBI
KJIETOK YJIUTKHU [4].

K HacTosiieMy BpeMeHM ONMMCAaHbl COTHU MATOTeH-
HbIX MyTaluii B reHe COL4AS5, npuBOSIINX K pa3BUTUIO
KJIMHUYECKNX MPOSIBIICHUN 3aboneBaHus [5]. AHanu3
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FpoaHoea 0.C. u coasm. FeHI[CprIC 0COOEHHOCTH KITMHUIECKUX HpOHBJ'[CHHI)’I 1 TIOPaKEHUS CCpl[C‘{HO—COCyI[I/ICTOI;I CHUCTEMHEL...

KJIMHUKO-TEHETUUECKUX KOPPEISALUid Mpu X-CUerIeH-
HOM CHUHApOMe AJIbIIOPTa BBHISIBUJI 3aBUCUMOCTDH CIIEK-
Tpa GEeHOTUITMIECKUX BapHalliii CHHIPOMA OT XapaKTe-
pa MyTaluu, MPUCYTCTBYIOIIEH Y TTallMeHTA.

VYuyuTteiBas MUPOKUM TOIMMOPOU3M TIPOSIBICHUIA,
MOJICKYJISIPHO-TeHETUYeCKass NTMarHOCTUKa 3aboJieBa-
HUS C ONpenesieHueM MYTalluyd TeHa TPeICTaBIISICTCS
PYTMHHO HEOOXOAWMOIi, TTOCKOJBbKY OHa TIO3BOJISIET
MOATBEPANTh JMArHO3, CIPOTHO3MPOBATh XapaKTep
U TSKECTh TeYeHUST CUHApOMa AJTBITIOpTa Y KOHKPETHO-
ro TalyeHTa W MPOBECTU MEIUKO-TeHETUYeCKOoe KOH-
CYJBTUPOBaHMS. B CBS3M ¢ 9TMM aKTyaJbHBIM BOIIPOCOM
sIBJIsieTCsl co3nanue obemupoBoit 6a3bl JIHK-gaHHBIX
y OOJIBHBIX C CUHAPOMOM AJbIiopTta. Takasi paboTa ceii-
yac aKTUBHO BeaeTcs [6] M TO3BOJISIET PEeIINTh MHOTHE
BOIIPOCHI, CBSI3aHHBIE C MOBBIIIEHUEM 3()(HEKTUBHOCTH
TeHETUYECKOM KOHCYJIbTAllUM OOJBHBIX, BBISIBICHUEM
KJIMHUKO-TEHETUUECKUX KOPPEISLINi, W Jaxe OrpaHu-
YUTH MPOBeAeHNE OMOTICUYM TTOYEUYHOM TKaHU i MO -
TBEPKACHUS AMArHO3a Yy ONpeIeJeHHBIX TPYITI Taiu-
eHToB. TakuM o06pa3oM, ONMCaHWe HOBBIX MYTaIWii
1 HOBBIX (DeHOTUTTMUECKNX BAPUAHTOB CUHIpOMA AJTb-
MopTa MPeICTaBISIETCST KpaiiHe BaXKHBIM.

CepaeyHo-cocyauncTbie HapyLueHUs Npyu CMHApoMe
Anbnopta

Cyl1iecTByeT MHOXECTBO TeHETUIECKUX CUHIPOMOB,
MpoTeKallux ¢ o0pa3oBaHMEM aHEBPU3M apTepuid
U aopThl (caMbIil M3BECTHBIM — cUHApoM MapdaHa).
B mocnegHue ronbsl B MUPOBOM MEIMIIMHCKON JTUTEpa-
Type TOSIBUJIUCH TIEpBBIE ONMMCAHUS Pa3BUTHS apTepu-
aJIbHOM MaTOJIOTMU B BHIE aHEBPU3M aOpTHI U TUCCEK-
IIMX aOpThl Y MYXYMH ¢ CUHApoMOM AjbrnopTa [7—9].
Ho no Hacrosiiiero BpeMeH! 3TU peKue KIMHUYeCKue
HaXOJKN paccMaTpUBAJIKUCh KaK COIMYTCTBYIOLIME Hapy-
LIeHUSI, @ He KaK TPOSIBJICHNUSI OCHOBHOTO 3a00JIeBaHUS.
OpnHako Osarogapsi 0600IIeHHBIM mmyonukamusam [10],
MMOSIBUJICSI MHTEPEC K TSKEIBIM SKU3HEYTPOXKAIOIINM
MOpakeHUsIM aOPThl TIPU CUHIAPOME AJIBIIOPTA. DTOMY
BO MHOTOM CTIOCOOCTBOBaJIM pabOTHI IO U3YYEHUIO pac-
npenejsieHus KoyutareHa IV Tuma B TKaHSIX opraHu3ma.
BrickazaHo mpenmnosioXeHue, YTo aHOMaJuu CTPOEHUS
0~ U o -TIeMneil KojulareHa IV tuna moryt nmpuBOAUTH
K HecTaOMJIbHOCTM KOJUIareHOBOTO KapKaca aopThl.
BropuyHasi To OTHOIIEHUIO K XPOHUYECKOMY TTOpaxke-
HUIO TIOYEK CHUCTEeMHas apTepuajibHasi TUIIepTEH3MS,
XapakTepHasi Jisi OOJIbHBIX C CUHIPOMOM AJIbITOPTA,
TakxXe sBasieTcsl (akTOpoM, TPOBOLIMPYIOLIUM pas-
BUTHE aHEBPU3M aopThl y MOJIOABIX TamueHToB [11].
Takum o6pa3om, HECMOTpPSI Ha TIPOCIEKUBAIOIITYIOCS ac-
COILIMAIAI0 MEXAY CUHAPOMOM AJIBITOPTA U TTIOPAXKEHU-
€M aopTHI ¥ BO3MOXKHO APYTUX apTePUid, TTOJTHOTO TTOHU -
MaHUs 3TOW B3aMMOCBSI3U B HACTOSIIIIEE BPEMSI HET.

HesicHo Bpemsi neGloTa COCYIMCTBIX HapylIeHWIA.
[IpeamnonoxurenbHO yXe B JETCKOM BO3pacTe MOXHO
BBISIBUTH TEpPBbIe MPU3HAKW AWJIATAIIAA AOPThI Y 3THUX
oonpHBIX [12]. Illupokoe BHempeHme B 0OCIemOBaHUE

GOJIBHBIX C CHHAPOMOM AJIbITIOPTa MATHUTHO-PE30HAHC-
HoOii TOMOrpaduu (MM KOMITbIOTEpHO ToMorpaduu
a0PTBI ¢ KOHTPACTUPOBAHWEM), a TAKXKe DXOKaparorpa-
(GUYecKUil CKPUHUHT JUIST BCeX MALMEHTOB TTO3BOJUIN
Obl 3HAYUTETHLHO MPOSICHUTL CUTYallMio, HO B HACTOSI-
Imee BpeMsI HACTPOSHHOCTHM Bpadell Ha MOmoOHBIE 00-
clieIOBaHMST Y OOJbHBIX C TaHHOM HO30JI0THE HET.

Lenbio nccienoBaHus OBIIO BBISIBICHWE TEHIEPHBIX
0COOEHHOCTE! KIMHUYECKUX TPOSIBICHUN W TTOpaxke-
HUS CepACYHO-COCYIUCTOM CHCTEMBI MpU X-CLEeTIeH-
HOM BapuaHTe CUHApOMa AJIbIIOPTA B CEMbE C YCTAHOB-
JIeHHOW MucceHc-MyTalueit rena COL4AS.

Xapaktepuctuka geten u MeTopbl UccnenoBaHnUs

IIpuBeneHO KIMHWYECKOEe HAOMIOAEHWE CEMbU
C.-TI., B KOTOpOIl UMeETCsST eCTh OOJBHBIX C CUHIPO-
MoM AubIiopTa. AHaaU3 POIOCIOBHON (CM. PUCYHOK)
MO3BOJISIET TMPEATNOIOXNUTh X-CLUETUIEHHBI BapuaHT
HaciemoBaHus. Y TIATH YJEHOB CEMbU OBLT OCYIIe-
creieH JIHK-ananu3 Ha BbIsIBIeHUE MyTalldii B TeHE
COL4A5 B xpomocome Xq22.3. MccrenoBaHue mpoBe-
meHo Ha turatgopme lon Torrent ¢ mcrmonb3oBaHMEHn
TeHHOW TIaHeJIW, TTOKPBIBAIOIIE KOAUPYIOIINE SK30HBI
M CMEXHbIE Yy4aCTKU MHTPOHOB TeHOB COL4A3, COL4A4
u COL4A5, pazpaboTtaHHol 1o TexHoiaorun AmpliSeq™.

Jna  obciaemoBaHWsT OOJNBHBIX OBITM  MCITOTb30Ba-
Hbl KIMHMKO-aHAMHECTUYECKUIi, J1abopaTOpHbIe METO-
Ibl (001U M OMOXMMWYECKUIT aHaIu3 KpOBM, OOIIUiA
¥ OMOXMMUYECKUI aHaJIN3 MOYM), PACCYMTHIBAIACH CKO-
pocThb KIyOouKoBo# (uubTpaiiuu o ¢dopmysie [Bapiia;
MalMEeHThl TTPOKOHCYJIBTUPOBAHBI OKYJIMCTOM M OTOJIA-
pUHTOJIOTOM-CypaioJioroM. BceM OOJIBHBIM TIPOBEIEHBI:
ajeKTpoKapanorpadus, IOTIep-3XoKapanorpaduaeckoe
uccaenoBaHue Ha annapate Toshiba Artida, cyTouHbli MO-
HUTOPUHT apTepHabHOTO AaBJeHUs (armapaTbl (hUpMbI
General electric u anmaparbsl «Bocxon» ¢upmbr «IMC-
TepenoBbie TEXHOJIIOTUN» ), VIBTPa3BYKOBOE NCCIIEIOBAHNE
nouek Ha anmnapare Toshiba Aplio500. HopMatuBHbIe 110-
KazaTesld pa3MepoB aOpThl U JIEBOTO KETyI0YKa BbIYMC-

1 2
1L, L, 11T, TV, TV, E CuHpoM AJTbIIOpTa (BBISIBJICHA MYTAIIVS)
II, |:| Cunnpom Anbriopta (JAHK-ananu3 He mposeneH)

Pucynok. Ponocnosnas cembu C.-I1.
¢ X-CIleIIeHHbIM CHHIPOMOM AJTbIOPTA.
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Jstich corsacHo gaHHbBIM C. Kampmann u coast. [13],
A. Warren u coaBr. [14], M. Gautier u coaBr. [15], a Takkxe
COMTACHO HOPMATUBHBIM PEKOMEHIALSIM AMEPUKAHCKO-
ro o01ecTBa 1o 3xokapauorpaduu [16].

PesynbTaThbl M 06CyXaeHne

V narepbix 4WIeHOB ceMbM Oblia BBISIBJIEHA HOBas,
paHee He omnucaHHas MucceHc-myTauus c. 3098G>A
(p.1033D) B rene ag-tienu Kosutarena IV tuna (COL4AS),
OTBETCTBEHHOTO 3a pa3BUTHUE X-CLEIJIEHHONH (HOPMBbI
Oosie3Hu. B kiMHUUYecKOW KapTUHE y MAllMeHTOB OTME-
Yajauch CeIyIIIe U3MEHEeHUs (CepaeuHO-COCYIUCThIe
HapylIeHUsT OyIyT MpeACTaBICHBI HIXE).

VY 6osbHOrO MYKCKOTO Mosia (¢cM. pucyHok, II): pan-
Hee Havasio 3a0oJeBaHusl, JIeTaJbHBIA ucxod B 33 roma
OT JIEKOMIEHCUPOBAHHOI XPOHUYECKOU TMOYEUHON He-
JIOCTATOYHOCTU 10 BO3MOXHOCTHU MPOBEACHUS MOJEKY-
JIIPHO-TEHETUYECKON MMAarHOCTUKU M 0 TpaHCIUIaHTa-
1IMY TIOYKU. BhIsIBISIIAch HEMpOCEHCOPHAsl TYTOyXOCTb,
aHoMaJIuii 3peHust He Obu1o. O HATUYMK apTepUabHOMN
TUNEPTEH3UU U aHOMAIUI CEPAeYHO-COCYIUCTON CHUCTE-
MbI CBEJIEHU I HET.

bosbHO# Myxkckoro mona (cM. pucyHok, II1,), Bo3-
pact 26 neT: Havayo 3a0oyieBaHUSI B paHHEM BO3pacTe,
nepcuctupymoiias rematypus 10 100 a3puTpoiuTos B 1M
MOYH, MPOTEUHYPUS 10 2,5 T/J, CKOPOCTh KIIyOOUKOBOI
unsrparumn 50 MJI/MUH, HEMPOCEHCOPHAsT TYTOYXOCTb,
AHOMAJIUA 3pEHUS HET.

bosbHas xeHckoro nosa (cM. pucyHok, II,), Bos-
pact 63 Toma: BpeMs nebroTa 3a00ieBaHNUSI HEU3BECTHO,
nepcuctupymoiias remarypust 1o 100 a3p/mi, mpoTeuH-
ypusi 10 2 T/7, CKOPOCTb KJIyOOUYKOBOW (pUIbTpaiuu
78 mn MmuH. He BbIsSIBJIEHO HapyILIEHUI CTyxa U 3peHus.

bosbHas xeHckoro mona (cM. pucyHok, III), Bo3-
pact 29 yer: paHHee Havajo 3aboneBaHus (B 3 roma),
nepcuctupymoiias remarypust 1o 100 a3p/mi, TpoTeuH-
ypust 1o 2,0 1/71, CKOpOCTh KJIYOOUKOBOU (pUabTpaiuu
82 mui/mMuH. HelipoceHCOpHOI TYTrOyxXoCTH U HapylIeHU i
3pPEHUSI HE BBISBJICHO.

OPUINHAJIbHBIE CTATbU HE®POJIOrnNs

bosibHast xeHcKoro moma (cM. pUcyHOK, IV)), Bo3-
pacT 5 JyieT: 1e0roT 3a001eBaHMs Ha TIEPBOM TO/Y XXU3HH,
nepcuctupyoomas remarypusi 1o 280 3p/mi, TIpOTEeUH-
ypust 1o 0,1 r/1, CKOpocTh KIIyOOUKOBO# (hUIBTpaIiiu
88 MJ1/MUH.

bosbHas xeHcKoro moma (cM. pucyHok, IV,), Bo3-
pact 3 roga: ned1oT 3a00eBaHUS Ha MEPBOM Oy KU3-
HU, TiepcucTupyloias rematypus no 380 ap/mi, ripoTe-
unypust 10 0,3 1/71, CKOPOCTh KITyOOUKOBOU (DUIbTpaliuu
107 mu1/MuH.

Y Bcex 00IbHBIX WIEHOB CEMbU 3KEHCKOTO T10J1a C JIeT-
CKOTO BO3pacTa OTMEYeHbI: MUKPOTEMATYpHsI, TTPOTEUH-
ypusi W BMU30ABI MaKporeMatypuu. Makporematypust
B OCHOBHOM OBLTa acCOLIMMpPOBaHa IO BPeMEHU C WH-
TePKYPPEHTHBIMA WHGEKIUIMU (BEPXHUX IbIXaTeTbHbBIX
nyteii). [eMaTypusi xapakTepu3oBajiach paHHUM J€010-
TOM — Ha TIepBOM roay ku3Hu. [IpoTenHypus B JaHHOI
CeMbe TaKKe uMmesa AeOloT ropas3no 6osiee paHHUH, yeM
ornuckiBaeTcs B uteparype [17], — He B TOAPOCTKOBOM
repuoje, a B paHHEM JeTCKOM BO3pacTe.

IMokazaTenb TaIOMepYISIpHON (PUIBTPAIIUU OBIT HU3-
KUM Yy OOJTBHOTO MYXCKOTO TIoJla — CKOPOCTh KITy0Od-
KoBoit ¢unsrpauuu 50 mu/mMuH. Bce, kpome omHO¥
6GOJIBHOM JKEHCKOTO TT0J1a, TAKXKe JeMOHCTPUPOBATIU CHU-
JKEHNE CKOPOCTH KJTyOOUKOBOM (hUJIBTpALUM: Y KEHIIIM -
HBI 63 JIeT oHa cocTaBwia 78 MiI/MUH, y 29-TIeTHE XKeH-
IUHBI — 82 MJI/MUH, Y 5-JIeTHEe# 1eBOYKU — 88 MJI/MUH
(HopMaTuBHBII oKazaresb — 6osiee 90 ma/mMuH). Camast
MJIaIIasi IeBovykKa 3 JIeT MMella HOPMaJIbHBINM TToKa3a-
TeJib CKOPOCTM KJIyOOuKoBO#l ¢dwisrpauuu — 107 mi/
muH. [TpoTenHypust y 6071bHBIX XEHCKOTO TT0J1a MPOorpec-
cUpoBajia C BO3pacTOM: y 00euX B3pOCIHbIX KEHIIUMH (29
u 63 5ieT) oHa mocturiaa 2,0 /7.

Y 060ux OOJIbHBIX MY>KUMH ObLT paHHUI 1E0I0T TTopa-
JKEHMS TTOYeK ¢ (DOPMUPOBAHMEM XPOHUYECKON Moveu-
HOI1 HejocTaTouHOCTU. B 000MX ciydasix Obliia BhIsIBJIEHA
HelpoCceHCOpHast TYTOYXOCTb.

Hu y koro mu3 4jeHOB ceMbM C MyTallMeil TeHa
COL4AS5 He 6bUIO BBISIBJIEHO HApYIIEHUI opraHa 3peHMsl.

Tabauya. Dxokapanorpadudeckue napametpsl y npeactasuresneii cembn C.-I1. (cM. pucyHOK) ¢ X-CIIeIUIeHHBIM CHHAPOMOM AJTBIIOPTA

BosbHbIe (1M01), BO3pacT

G I’(x), 63roma  11I%(x), 29 et 11I3(m), 26 et IV'(k), Sner  IV2(x), 3 rona
IT1o1ans MOBEPXHOCTH TeJIA, M2 1,80 1,59 1,89 0,81 0,71
JuameTp aopThl (YpOBEHb KJlamaHa), cM/Z-score™ 2,8/3,29 2,4/2,46 3,1/3,6 1,8/3.23 1,8/3.51
JnameTp aopThl (YyPOBEHb CUHYCOB), CM/Z-score* 4,1/3,99 3,0/1,71 3,85/2,98 1,9/-0,15 2,0/0,932
JrameTp BOCXOsIIIEel aopThl, cM/Z-score* 3,85/5,27 2,46/1,19 3,17/2,72 15,2/-0.14 15,6/0,76
)Eg:;;:{;‘gﬁ‘\f/c;"?c‘gﬁﬁ“"“ JIMAMETD JICBOTO 5,48/0,88 5,1/1,20 6,3/1,75 3,8/0,111  3,5/-0,115
AopTanbHast HeIOCTaTOYHOCTD (CTETIEHb) 2(+) 1(+) 2(+) 0—1(+) 0—1(+)
CucteMHasi apTepuaibHasi TUTIePTeH3UST + - + + +

Ipumenanue. * — HopMaTuBHbBIE 3HaUCHUST Ts1 Z-score: oT -1,65 10 1,65 (KUpHBIM MIPUGTOM BbIIEICHBI 3HAYEHUST, BHIXOISIIUE 3a TTPEACIIbI

HOPMAaTHUBHBIX).

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 3, 2016

78

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 3, 2016



FpoaHoea 0.C. u coasm. FeHI[CprIC 0COOEHHOCTH KITMHUIECKUX HpOHBJ'[CHHI)’I 1 TIOPaKEHUS CCpl[C‘{HO—COCyI[HCTOﬁ CHUCTEMHEL...

MapdaHornonoOHbIi (peHOTUN y mpencTaBuTeNeit gaH-
HOI CEMBU HE TIPOCIIEXKUBAJICS.

MopaxeHue cepae4HO-COCYANUCTON CUCTEMDI

CneKTp BbISIBAEHHBIX CEPAEYHO-COCYIUCThIX aHOMA-
JIMA BKJIIOYAQJI aCUMIITOMATUYECKYyl0 AWIATALMIO KOJb-
11a KJlaraHa aopThl, CUHYCOB BasibcaibBbl U BOCXO.SI-
el aopThl; AOPTAIbHYIO HENOCTATOYHOCTb OT JIETKOM
JI0 CpellHeil CTereHU BbIPAXXEHHOCTU U CUCTEMHYIO ap-
TepUaibHYylO0 rurnepTeH3uto. CucrtemMHasi apTepuaibHas
TUINEepTeH3Usl OOHApYXKeHa Y BCeX MallMeHTOB, KPOME O/~
HOTO: 29-7IeTHSISI XKEHIIIMHA IEMOHCTPUPOBaAIa HOPMasb-
HbIE M0Ka3aTe] CyTOUHOTO MOHUTOPUHTA apTepUuaTbHO-
TO MaBJIeHWs. Y TallMeHTa MYXXCKOTO TIojia U 63-JieTHe i
>KEHILMHBI BbISIBIEHA CTaOWJIbHASI apTepuasibHasl TUIep-
TEH3UsI, KOTOpasi BIIEPBbIe OblJIa Y HUX TMarHOCTUPOBaHa
Ha BTOpO#1 iekazie Xu3HU. B HacTosiee Bpemst o6a mosty-
YaloT Tepanuio UHIMOUTOPOM aHTUOTEH3UHIIPEBpaIAlO-
mero epmeHTa U 3-610KaTOPOM C HEMOJHBIM TepareB-
THYeCKUM 3P HeKTOM.

Junaraiuio KoJjiblla aopTajbHOTO KJjarnaHa WMeu
BCe MAATh MPEACTaBUTENEil CeMbU C BBISIBIEHHOW MyTa-
ueit. Y B3pocibiX 60JbHBIX 26, 29 1 63 neT OblTa TakK-
ke oOHapykeHa AusaTalusl aOpThl HA YPOBHE CUHYCOB
BanbcanbBel. Y marmeHTKH 63 JeT My MYyXKIWMHBI 26
JIET BBISIBJISUIACh €llle M AuiaTalldsl BOCXOJsIeil aop-
Thl (cM. Tabauily). ¥ 3TOro nauueHTa BbISIBIEHO PEMO-
JleJIMpOBaHWE MMUOKapaa JIeBOrO KeJaylouyka Mo TUIMy
nuiaraiuyd 0e3 CHUXEHUSI CUCTOJMYecKOl (yHKUIUU
MHOKapJa (BO3MOXHO CBSI3aHHOE C aopTajbHON pe-
ryprurtaiueii). AoptajbHasi HEIOCTATOYHOCTb CpEeaHel
crenieHu 2(+) OblyIa AMaTHOCTHPOBAHA y TTAIIMEHTA MYX-
CKOTO TI0JTa U 'y OoJbHOM 63 JjieT. AopTajbHasi HeJoCTa-
TOYHOCTb JIETKOI cTereHu a0 1(+) — y ocTalibHbIX TpeX
00JIbHBIX XXEHCKOTO T0JIa.

3aknovyeHune

B nmocnegnue ronsl B MUPOBOI MEAUILIMHCKOM JINTE -
patype IUCKYTUPYETCSl KOHIEIIUSI IUPOKOTO (heHOo-
TUTINYECKOTO CIIeKTpa MPOSIBICHUM HacJeICTBEHHBIX
3a00yieBaHMii, B TOM 4McJie cuHApoMma Ajbiopra [18].
AKTHBHOE IMOBCEMECTHOE BHEIApeHHE METOIO0B MOJIE-
KYJISIDPHO-TEHETUYECKON JAMarHOCTUKM HACJEJICTBEH-
HBIX 3a00JIeBaHWII C BBIIBJICHMEM B paMKax OIHON
HO30JIOTUH JECSATKOB MJIM COTEH pa3JINYHBLIX MAaTOTEH-
HBIX, YCJOBHO-TIATOTEHHBIX M HEMaTOTeHHBIX MyTa-
1M1, B TOM YKCJIe Y POJACTBEHHUKOB 0€3 KIMHUYECKOM
CUMIITOMATUKM 3a00JieBaHUSsI, MOAIEPXKUBACT JAHHYIO
JNIUCKYCCHIO.

VY manmeHToB ¢ CMHAPOMOM AJbIIOpTa (PeHOTUTTYE-
CKME TIPOSIBJIEHUsI BapbUMPYIOT OT KJIACCMYECKUX (hopMm,
XapaKTEepU3YIOIINXCSI PaHHUM pa3BUTHEM XPOHMYECKOMN
MOYEYHOM HEJOCTaTOYHOCTH, aHOMAJIMSIMU 3pCHUS
U clyxa, 10 «HeKJIacCUYeCcKux» (hopM C HETOJIHON KIIM-
HUYECKON CUMITOMATUKOW M CYOKJIMHMYECKUX (hopM
3a00JieBaHMS. BOJbIIoe YMCIO0 TeHETUYEeCKU TTOATBEP-
KIEHHBIX ciydaeB X-CLETUIEeHHO#W (opMbl CHHApOMaA

AJTBITOpTa TIO3BOJIIET OCO3HATh BapWaOEIbHOCTh €ro
KJIMHUYECKOM KapTUHBI.

B HacTosII11e# cTaThe MBI XOTEJIU Pa3BUTh MILIO O TOM,
YTO aHOMAJUW COCAWHMUTEIbHON TKAHW, BBISBISIEMbIC
B CEpIAEYHO-COCYIMCTON CUCTeMe y OOJIbHBIX C CHH-
JIPOMOM AJTIBITIOPTa, MOTYT BXOOWUTb B YHUCJIO CHUMIITO-
MOB 3a0o0JieBaHUs, a He TIPEICTaBIATh COIYTCTBYIOIINE
M3MEHEeHUs, KaK 3TO MpeArnoyarajoch panee. Mx mpu-
YUHOM SABISIETCSI KOMOMHALIMSI apTepUabHBIX aHOMa-
JIWA, BBI3BAHHBIX TEHETUYECKHU IETePMMHUPOBAHHBIMU
CTPYKTYPHBIMUM U3MEHEHUSIMM KOJITareHa, U BTOPUIHBIX
ocioxxHeHnit. Hamu mokasaHo, 4ToO HapylIeHUsT BbISB-
JITIOTCS Y OOJIBHBIX KaK MY>KCKOTO, TaK U 3KEHCKOTO 1oJjia
yXe B paHHeM Bo3pacTe. B OCHOBHOM OHU TPOTEKalOT
cyOKIMHMYeCKU. OMHAKO y B3POCJbIX OOJBHBIX MYXK-
CKOTO TI0JIa B JIUTEepaType OMMCAHO MHOXKECTBO CTydacB
KJIMHWYECKN 3HAYMMBIX MIPOSBICHUI B BHUIE AUCCEKIIUNA
aoptsl |7, 8, 10, 11]. Bce 3TO TOBOPUT O TOM, UTO TTpOOIIE-
Ma CYIIIEeCTBYET M HYyXXIaeTcs B JajbHEUIIeM W3y4eHUM.
HeobGxonumo Gosbilie MHGOPMALIMA O PaHHUX CTaaUsIX
M3MEHEHUsI aopThl Y OOJbHBIX X-CLEMJIeHHOW (hopMoit
cuHapoma AnbriopTa. bosee mmpokoe BHeaApeHNE B KITU-
HUYECKYI0 TIPAaKTMKY PYTMHHOTO 3XOKapauorpacdude-
CKOTO CKPMHUWHTA COCTOSTHUST AOPThI Y OOJBbHBIX TTOMOT-
JIO OBl MPOJIUTH CBET Ha AaHHYIO Mpobaemy. [TanreHtam
C BBISIBJICHHBIMU M3MEHEHUSIMU U MIOA03peHNEM Ha aHe-
BPU3MBbI a0PThI WX apTepuit (0COOEHHO MYKCKOTO 10J1a)
HEOOXOIMMO TIPOBEIeHNEe KOMIThIOTEPHOI TOMOTrpadun
A0PTHI C KOHTPACTUPOBAHUEM.

B nanHoit cembe oOpaiiaet Ha ceOs BHUMaHUE HalM-
ype KIMHUYECKON CUMIITOMATUKHU 3a00JIeBaHUS Y KeH-
IIMH, HECMOTPSI Ha X-CUEIUIEHHBI XapaKTep Hacjeao-
BaHUs CUHAPOMA: Y BCEX YEThIpEX TPeICTaBUTETHHUILL
JKEHCKOTO TI0jJla OTMEUEHO paHHee TopakeHHe IouYeK
C HapylIeHWeM CKOPOCTU KJIyOOUKOBOW (UIBTpallUu,
MPOTEMHYPUEN, apTEPUATILHOU TUIIEpTEH3UENH W pas-
BUTHEM IWJIAaTalliy aopThl C Bo3pacToM. KIMHUYEeCKMX
XaJI06 OOJIbHBIE KEHCKOTO TT0JTa He TIPEIbSIBIISUTH (32 MC-
KJTIOYeHUEM Xajio0 Ha TIOBBIIIEHUE apTepuaITbHOTO daB-
JieHus y 63-yeTHelt XeHIHbBI). HUKTO He 3HaT 00 ap-
TEPUATBHON TUTIEPTEH3UN MJIM U3MEHEHMIX B aHAIU3ax
MOYM y IeBOYEK 3 M 5 JIET A0 TeX MOop, TOKa Y MYKUMHBI
W3 JTaHHOW CeMbUM He ObLT IMarHOCTUPOBAH CUHIPOM
AnbriopTa. 29-JeTHSISI KeHIIMHA He TIpUIaBajia 3HaYeHUsI
M3MEHEHUSM B PYTMHHBIX aHaJM3aX MOYM 10 TeHeThYe-
CKOTO MOATBEPKACHUS IMarHo3a B CEMbE.

[pencraBieHHOe KIMHUYECKOE HAONMIOMEHUE TaKXKe
3aCTaBIISIET 3aAyMAThCST O TPABUJIBHOCTY BKITIOUEHUS Ma-
Tepeii-HocuTeNelr X-CIeTUIEeHHOTO CUHIpoMa AJbIIopTa
B CITMCOK TePBOOYEPEIHBIX KaHAMAATOB Ha JTOHOPCTBO
MOYKHU JIJIs CBOMX JIETEH, MOCKOJIbKY Y HUX CAMUX MOXKET
pa3BUBATLCS KIMHWYECKAass CUMIITOMATHUKA CUHAPOMA
AnbriopTa, ycyryossitoiasicsi ¢ Bo3pacToM. DTO COBMa-
naet ¢ MHeHueM J. Savige u coaBt. [17], KoTopbie Takxke
COBETYIOT TIIATELHO O0CTIEenOBaTh XKEHIIUH-IOHOPOB
B CEMbSIX C CHHIPOMOM AJIBITOPTA Ha TIPEAMET HATUIMS
CKPBITBIX MPOSIBIICHU 3a00JIeBaHUSI.
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Yacrora aHOMAJIMii OPraHOB MOYEBO#i CHCTEMbI M (DYHKIIMOHAJIbHOE COCTOSIHIE NMOYEK
B 3aBMCHMMOCTH OT CTeNeHH BbIPA2KEHHOCTH JUCIIA3MH COeIMHUTEIbHON TKAHU Y AeTei

T.A. Kpvieanosa, B.B. Jlhun

OCI «Hay4yHO-mnccnenoBaTeNnbCKUn KNMHUYECKUI MHCTUTYT neamatpum uMeHn akagemuka tO.E. Benstuwesa» Fr6OY BMO
PHAMY um. H.W. Muporosa MuHagpasa PP, Mocksa

The rate of urinary tract abnormalities and the functional state of kidneys in relation
to the degree of connective tissue dysplasia in children

T.A. Kryganova, V.V. Dlin

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

M3yyeHa yacToTa aHOMAJIMIi OPraHOB MOYEBOI CHCTEMBI, COCTOSIHMS MOYeYHbIX (DYHKLMIA Y IeTeld C JIerkoii/yMepeHHOi 1 TsiKeIoi
CTeNeHbI0 TUCIIA3HU COEMHUTETbHON TKAHU. YCTAHOBJIEHO, UTO CPeIH AeTell ¢ AHOMAJHMSMH OPTraHOB MOYEBOI CHCTEMbI NPeBAJIH-
pyeT TsKesias cTeneHb QUCIUIA3NK COeAMHUTEIbHOI TKaHu. Pa3Hoo0pa3ue ypoMHAMMYECKH 3HAYMMbIX AHOMAJIMII MOYEBOIi CHUCTe-
MBI XapaKTePHO /IS TSDKEJIOM CTeNeH! AUCILIA3UM COeJMHUTEIbHON TKaHU. VIH(eKIus opranoB MoY€eBoii CMCTEMbI O/IMHAKOBO YACTO
BCTPEYAIach B 00€NX rpynnax Ha0JII0JAEHUs U ee YACTOTA He 3aBHCEJH OT CTeNeHH TSKEeCTH AUCIIA3HH. Y YACTH JeTeil ¢ TSKeIoi
CTeNeHbI0 TUCIUIA3MU COeJMHUTEIbHON TKAHU 0TMEYAJI0Ch CHIDKeHUe (DUIbTPaluoHHOI (hyHKIMY noveK. Bpicokas cTeneHb my3bip-
HO-MOYETOYHHKOBOTO peduiiokca, TyOyIsipHbIe HAPYIIEHNUS B BU/Ie HUKTYPHH W CHUIKEHUS] OCMOJISIPHOCTH MOYH Yallle BISIBJISLUIACH
y AeTeii ¢ TSKeJI0ii CTeNeHbI0 IUCIIA3MH. APTepPHAJIbHAS TUNIEPTEH3HsI 0TMEYAJIACh OJJMHAKOBO YACTO B 00€HX rpynnax HaooaeHus,
HEe3aBMCHMO OT CTeNeH! BbIPAXKEHHOCTHU JUCILIA3UU COeTUHUTEIbHO TKAHU.

Karouesote caosa: demu, oucniasus coeOUHUMENbHOU MKAHU, 8DONCOCHHbIE AHOMAAUU NOYEK U MO4e8020 MpaKma, 2udpoHeqdpos,
NY3bIPHO-MOYEMOUHUK0BbLIL PehaioKe, apmepuaibHas 2UNePMeH3Us, 2UNONAA3US NOUKU.

The paper is devoted to the study of the rate of urinary tract abnormalities and kidney functions in children with mild, moderate,
and severe connective tissue dysplasia. Severe connective tissue dysplasia was found to prevail in children with urinary tract abnor-
malities and to be characterized by a variety of urodynamic urinary tract abnormalities. Urinary system infection occurred equally
frequently in both patient groups and its rate did not depend on the degree of the dysplasia. Some children with severe connective dys-
plasia were noted to have diminished renal filtration function. High-grade vesicoureteral reflux, tubular disorders as nocturias, and
lowered urine osmolarity were more common in children with severe dysplasia. Hypertension was seen equally often in both patient
groups, no matter what the degree of connective tissue dysplasia.

Keywords: children, connective tissue dysplasia, congenital anomalies of the kidney and urinary tract, hydronephrosis, vesicoureteral
reflux, hypertension, renal hypoplasia.

POXIEHHBIE aHOMAJUU TTOYeK W MOYEBBIBOISIINX

myteit (CAKUT) cocrasnstior 9,3—24% Bcex mpeHa-
TaJIbHO TMarHOCTUPOBAHHBIX TTOPOKOB Pa3BUTHSI, SBIISSICH
MPUINHON XpOHUYECKoM 601e3Hr Toyek B 40—50% ciy-
yaeB BO BceM mupe [1—4]. ¥ mereil miamiiero Bo3pacTa
BpPOXJIEHHBbIE aHOMAJIMM MOUYEBON CHUCTEMBI — BemyLlast
MpUYMHA XPOHUYECKOM TIOYEUHOW HEeIOCTATOYHOCTH,
TpaHCIUIAHTAUIMM ITI0YeK WIM IUAJIW3HON Teparmmu [5].
ITo maHHBIM OTEYeCTBEHHBIX aBTOPOB, IOJIS BPOXKICH-
HBIX TIOPOKOB Pa3BUTHS MOYEBBIICIUTETLHON CHCTEMBI
B CTPYKTYpe XPOHHWUYECKOW TOYEYHON HEIOCTaTOUHO-
crtu y gereit nocruraer 65% [6, 7]. B CAKUT-cunapom
BXOJIUT INUPOKUI CIEKTP MOYEYHOH IMaTOJOTUU Ha BCEX
VPOBHSIX: areHe3usl/TUIIOIIIa3us TToYeK, KUCTO3HAsT U He-
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Anpec mas koppecnonnenumu: Kpoiranosa TatbhsiHa AJeKCaHIPOBHA — aCIU-
PaHT OT/IeJICHUsI HACJIEICTBEHHBIX M TPUOOpeTeHHbIX 6oe3Hei mouek HUKU
reauaTpun

Jmvun Bnagumup BukropoBud — m.M.H., mpod., 3aM IUpPEKTOpa MO Hayke,
PYK. YKa3aHHOTO OT/ICICHHUS

125412 Mockaa, yi. Tangomckas, 1. 2

KUCTO3HAsT TUCITIa3us TOoYeK, MOAKOBOOOpa3Has Mmovka,
MOJTHOE Y HETIOJIHOE YIBOEHUE COOMpaTeIbHOM CUCTEMBI
MOYeK, OOCTPYKTUBHBIC YpOMATHU, BPOXKIECHHBINA THI-
poHedpo3, Meraypetep, My3bIPHO-MOYETOUHWKOBBIN pe-
GaroKC, KI1araHbl ypeTphl.

CaMoil pacrpocTpaHeHHOI aHOMaJlueil MOYEeBBI-
BOJSIIE CUCTEMBI SIBJIIETCSl YABOEHUE TOYEK, KOTO-
poe BcTpeuaetcs: y 1 u3 150 HOBOpOXIEHHBIX, B 2 pa3a
yaimie y JaeBoueK. PenKo perucTpupyeTcss yTpoeHUe
1 ydeTBepeHUe mouek. [TosHOe ymaBOeHHME TOYKH MO-
JKET COMPOBOXKIATHCS aHOMalWEl pa3BUTHUSI HUXKHE-
ro OTmeja OJHOTO0 W3 MOYETOYHMKOB — KHIIEYHOM,
BJIAraJUIIHONW WM ypeTpaTbHOU SKTOMMUEN y MeBOYEK
(B 2TOM ciy4yae XapakKTepHO IIOCTOSIHHOE TOATeKa-
HUE MOYM MPU COXpaHEHHOM HOPMaJIbHOM MOYEHCITY-
CKaHWM, YTO MOXKET OBIThb MPHWHSITO 3a HedepKaHWe).
Takxe ynBoeHUE MOUYKM YaCTO COYETAETCS C YpPeTepo-
1eJie, My3bIpHO-MOUYETOYHUKOBBIM Pe(JIIOKCOM U aHO-
MaJIusIMU BHYTPEHHUX TOJOBBIX OpraHoB. CpeaHss
yacToTa OQHOCTOPOHHEH areHe3Wu, BKJIoYas ciydyau
amnasuu, cocrasisier 1 Ha 900—1500 poxneHwuit, nBy-
CTOPOHHSISI areHe3usl BcTpevaeTcst ¢ yactoroi 3,5 Ha 10
000 poxnmenwmii. Cpenu Bcex OONBHBIX ¢ aHOMAaIUSIMU
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MOYEK aruia3ust OMHON MOYKU BCTPeUaeTCs] OTHOCUTETb-
HO YacTo — y 4—8%. Kak mpaBujio, OTCYTCTBYET JieBast
noyka. Yarmne mopakaiorcst MaJTbuuky [8§—12].

IMpn BpOXIEHHBIX MOPOKAX Pa3BUTHUSI OPTaHOB MO-
YeBOM CHUCTEMbI OTMEYAIOTCSI MHOXECTBEHHBIE (heHO-
TUMUYECKUE TIPU3HAKK JUCIUIA3UU  COSTUHUTEITBHOMN
TKaHW. YctaHoBJieHo [13, 14], 9yTo Bce et ¢ ITOpoKaMu
pPa3BUTHUS OPraHOB MOYEBOU CUCTEMBI UMEIOT Hearudde-
PEHIIMPOBAHHBIN BapyaHT AUCIIA3UU COSTUHUTETBHOMN
TKaHM, KOTOpasi SBJISIETCSI OCHOBOW WX (hOpMUPOBAHUS.
CpenHsisi/Tskenasi CTerneHb TsKecTu HenubdhepeHIm-
POBaHHOW JWCIUIA3UM COCOWHUTENBHOW TKAaHU CITO-
COOCTBYET Pa3BUTHUIO CTPYKTYPHBIX M3MEHEHUM W TIO-
SIBJICHUI0O CUHIPOMAa apTepUalbHON  THIEPTEH3UM.
TunponedpoTudeckas TpaHchopMaius MoYeK U Apyrue
(opMBl TM33MOpHOTEHE3a OPraHOB MOYEBOIl CUCTEMBI
TakXe acCOLMUPYETCsl C 0oJiee TSKEOM CTENeHbIO quC-
MJ1a3uM COeMUHUTENbHOM TKaHU. B pesynbrate mpoBe-
NIEHHBIX MOPQOJOTUYECKUX MCCIIEIOBAaHUN YCTaHOBIIC-
HO, YTO TIPU BPOXICHHOM TUApOHedpO3e y AeTeil MMeeT
MEeCTO AWCIUTa3usl TTOYeYHOU TapeHXWMbl pa3IMYHON
CTETeHHU TSKeCTH — YMEpEeHHasl U BblpaxkeHHast [15].

YcTaHOBIIEHO, YTO paHHUI TOKCUKO3, YIpo3a Mpephl-
BaHUsI OEPEeMEHHOCTH, OCTpasl pecrpaTOPpHO-BUPYCHAST
nHpekuus B | TpuMecTpe yaliie acCOIMMPYIOTCs ¢ boJiee
TsKesnoi  HenuddepeHIMPOBAHHON IHCIIa3uell Cco-
eIMHUTETLHON TKaHU. DTO TTO3BOJISIET CYMTATh JTAHHBIE
(hakTOpBl HE TOJBKO PEANTM3YIOIIMMU HACIEICTBEHHOE
MpeapacriojioxXeHue K (GOpMUPOBAHUIO CUHIpOMa He-
I depeHIMPOBAaHHOM  AUCIIIA3UM  COESAMHUTETHLHOMN
TKaHW, HO W BIUSIONIMMM Ha CTETIeHb BBIPAXKEHHOCTH
ne(eKTOB COEAMHUTELHONW TKaHU M COOTBETCTBEHHO
ee peaKTUBHOCTh. JloKa3aHOo, UTO XpOHWYeCKash BHYTPU-
yTpoOHAasl TMIIOKCHS TIIofa SIBIsieTcsl (haKTOpOM pHUCKa
IMOYEYHOTO TU33MOPUOTeHe3a, MPOSIBIISIOIErocsl He3pe-
JIOCTBIO, OYarOBBIMU ITHUCTUIA3USMU U TTOPOKAMU Pa3BU-
tus [16]. HapyureHue poaoBoii nessTeabHOCTH (C1ab0CTh
pPOIOBOI JIeITETLHOCTH, TIPeXIeBPEMEHHOE U3JIUTHE
OKOJIOTUTOAHBIX BOJI, IJIUTEIBbHBIN O€3BOMXHBIN TEPUOI,
pomopaspelieHre METOJOM KecapeBa CeuyeHMs) valle
MMEJIO0 MECTO Y MaTepeit 1eTei co CpemHel/TsKeol cTe-
MEHBIO TSKECTH HenuddepeHIIMPOBaHHOM THUCTUIa3UN
COCTMHUTENIBHOM TKaHW. BBISIBICHO, YTO TIpU CcpemHeit/
TSKEJION CTETEeHU TSKECTH IUCTUIA3UU COeTMHUTETBHOM
TKaHM JOCTOBEPHO BHIIIIE YaCTOTAa PELIMIANBOB MUETOHE (-
puta. Y GONBIIMHCTBA AETel ¢ BPOXIECHHBIMU MTOPOKa-
MM OpPTaHOB MOYEBOI CHUCTEeMBI TIpeo0JIafaloT CpeaHsisl/
TsEKesask CTeTeHb TSDKeCTH TMCTUTa3uM COeTMHUTETBHOM
TKaHM, MAaKCUMaJIbHO 9acTo MpHU pediriokc-HedpormaTum
¢ apTtepuaibHoOi rTunepreHsuei (y 93,3%) u ruapoHed-
poTudeckoit TpaHchopmaumeit mouek (y 75,7%) [17].
BposkaeHHBIE TTOPOKM DPa3BUTHS, OCOOEHHO COIMPOBO-
SKIAroIIecsT OOCTPYKTUBHBIM CUHIPOMOM U Hapylle-
HUEM YPOAWHAMHWKU, 3aKOHOMEPHO BEIyT K pPa3BUTHUIO
BTOPUYHBIX OCJIOXKHEHUI B BUIE apTepyaIbHOM TUTIEp-
TeH3uu, Heppockieposa 1 mueaoHedpura [18].

Kpome Toro, yctaHOBIEHO, YTO HE3aBUCUMO OT Bpe-

OPUINHAJIbHBIE CTATbU HE®POJIOrnNs

MEHU KOppeKIWU TOopoKa y AeTeil ¢ TuapoHedpo3oM
U ypeTeporuipoHedpo3oM, MMEIOINMU CPEITHION /TSI~
JKEJTYIO CTeTNeHb TSKECTH AUCIIIA3UM COSTMHUTEIBHOMN
TKaHW, OTMEUYAaeTCs] aKTUBAIUs PEHUH-aHTUOTEH3WH —
aJTbIOCTEPOHOBOM CHCTEMBl B BHUAE TUIEPIPOAYKIINN
peHWHa M ajbIOoCTepoHa. Y OOJBIIMHCTBA MAllMEHTOB
(90,9%) ¢ BpoXIEHHBIMU TTOPOKAMU PA3BUTHSI MOUYEBOI
CHCTEMBI UMEET MECTO TUTepPPEeHNHEMUYECKU BapuaHT
apTepuabHOU TUTIepTeH3Un. B pesynbraThl uccienoBa-
HU, TIpoBeneHHOro A.M. Mamb6eTtoBoii 18], BeIsSIBIIEHO,
YTO y OOJBHBIX C BPOKIEHHBIMU MTOPOKAMH OPTaHOB MO-
YeBOM CUCTEMBI CO CPeIHEN/TSKEON CTENeHbIO TsKe-
CTU IWCIUIa3UU COEAVMHUTETHbHON TKaHM naxke Ha (oHe
Tepanuy WHTUOMTOpaMU aHTUOTEH3MHITPEBpaIaloIeTo
depMeHTa COXpaHSIOTCS (HaKTOPBI TPOTPEeCCHUPOBAHUS
Hedpockiepo3a. B paHee mmpoBeneHHBIX MCCIeT0OBAHUIX
[19] moka3aHoO, YTO NMpPU aKTUBAILIMMA PEHUH-aHTHOTEH-
3UH-aJIbIOCTEPOHOBON CUCTEMBI TTPOUCXOIUT CIIOCO0-
CTByIoIIasi He(hpOCKIepo3y aKTUBALIUSI CUHTE3a psaa
MPOCKJIEPOTUYECKUX ITUTOKUHOB: Tpac(HOpMHPYIOIIETO
(akropa pocra f,, pakTOpa HEKPO3a OMYXOJIM 0, OCTEO-
TMMOHTHHA, MOJIEKYJIBI MEXXKJIETOUHOW aare3nu, siepHOTro
¢akropa kanrma B, ¢akropa pocra (¢prbpobdsacToB, MHCY-
JMHONoa00HOoTO (hakTopa pocta. OCHOBHYIO poJib B (hop-
MHMPOBaHUYN HEDPOCKIIEPO3a B YCIOBUSIX OOCTPYKIIMU UT-
paet Tpachopmupyrouuid pakrop pocta . B kauectse
MperapaTa JUIsl PeHOTIPOTEKTUBHOM Teparmuu MpeIioKeH
uHruourop anruoreHsmHa Il — Jlozapran. Ero mpotu-
BOUOpOTHYECKOE AECTBUE OOYCIOBIEHO CHUKEHUEM
NPOAYKIMKU Tpachopmupytolero daxkropa pocra B, u,
clieioBaTeNIbHO, oclabieHreM oOpa3oBaHUs KoJjulareHa,
a TaKXe WHTUOMPYIOIIUM AEeNCTBUEM Ha CHUHTE3 JIpy-
IMX IHATOKWHOB, XeMOATTPAKTAHTOB, KOTOPbIE WTPAIOT
KJTIOUYEBYIO POJIb B aKTMBALIUM KJIETOK W pa3BUTUU Hed-
POCKJIepo3a MpH OOCTPYKTUBHBIX ypornaTusix. COBOKyTI-
HOCTb TepeYMCIeHHbIX CBOMCTB Jlo3apTaHa TPUBOAUT
K TOPMOXEHMIO CKJIEPOTUYECKHMX TPOIECCOB B IMOYKAX,
coXpaHseT ToYeYHble (PYHKUMU W YBEJIWIMBAET CPOK
IO pa3BUTHS TEPMUHAJIBHOM CTaMU XPOHMUYECKOMN T0-
YeyHOU HemocTaTouHoCTH [19].

JlanbHellee M3ydeHne BIUSTHUS OUCIUIa3UU COSIH-
HUTEJbHOM TKaHW Ha TeuyeHUe HedpOJOTMYecKoi Ta-
TOJIOTUU Y JeTell ¢ BPOXKIECHHBIMU TTOPOKAMM Pa3BUTHSI
MOYeK ¥ MOYEBBIX MyTei OIpenessieT akTyaIbHOCTh Ha-
CTOSIIIETO VCCIIEA0OBAHUSI.

Ienb nccaenoBaHus: ONpeaeSUTh YaCTOTY M XapaKTep
aHOMaJTMif OPraHOB MOYEBOM CUCTEMBI M (DYHKIIMOHAITb-
HO€ COCTOSTHME TTOYeK B 3aBUCUMOCTH OT CTETICHU BbIpa-
JKEHHOCTH AUCIUIa3UM COSTUHUTEIBHOM TKAaHU Y JeTe.

XapakTepucTuka peten un MeTogbl UCcriefoBaHns

OOcnenoBaHbl 23 pebeHKa ¢ aHOMAaJUSIMU OPraHOB
MOYEBOI CUCTEMBbI, HAOJIONABIIMXCS B OTIEIe HacJem-
CTBEHHBIX U TpHoOpeTeHHbIX OosiedHeit mouyek HUKU
nenuatpun uM. akagemuka FO.E. Benwruiiesa B me-
puon 2013—2015 rr. B 3aBUcMMOCTH OT CTEeTIEHU BbIpa-
JKEHHOCTU NTUCITIa3MM COeIMHUTEbHON TKaHU (OLEeHKa
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Kpviearosa T.A., Jlaun B.B. YacToTa aHOMauii OpraHOB MOUYEBO# CUCTEMBI 1 (DYHKIIMOHATIBLHOE COCTOSHYE TIOYEK

npousBeneHa mo Tabnauie «banibHas olleHKa 3HAYUMO-
CTU OTAEIBHBIX (DEHOTUITUYECKUX TTPU3HAKOB B OILIEHKE
CTENMEeHU TSXKECTU NMCIIA3UU COCAMHUTETbHON TKaHW»
no T.T. MunkoBckoii-JlumMutpoBoit B Momudukaiuu
JI.H. A6GakymoBoii u coanT. [20]) malueHTsl ObLIN pa3-
NeJIeHbl Ha JBE TPYMIbl: 1-s Tpyrma — NeTH C JIETKOH
U YMEPEHHOW CTEeINeHbl0 AUCIIa3uU COEAUHUTEIbHOMN
TKaHU (n=7); 2-s1 TpyIINa — NallMEHTHI C TSKEJIOM cTerne-
HbIO IVCIIa3UU COeTUHUTENbHOM TKaHU (n=16). Cpen-
Hee 3HaUYeHMe Oajia TUCIIIa3uy COeIMHUTETbHOM TKaH!
OBbLIO TOCTOBEPHO BhIIIE BO 2-i1 rpymmne aeteit (p=0,02).
Ipynmbl He pa3nuyanuch MO BO3PACTy U MOJy. XapaKTe-
pUCTHUKA I'PYTII MpeAcTaBieHa B TaoI. 1.

B o6eux rpymnmnax onMHaKOBO 4acTO OTMedayjach Ha-
CJIeICTBEHHAsI OTSITOIIIEHHOCTh MO 3a00JIeBaHUSIM Opra-
HOB MO4eBot cucteMbl (57% B 1-11 rpymme, 56% — Bo 2-ii
rpynre). Tsokenoe TeyeHWe aHTEHATaJIbHOTO (B BUIE
YIpO3bl TIpepbiBaHUsI 0EPEMEHHOCTH, JJIUTEIbHBIX TOK-
CMKO30B, aHEMHUM, TeCTO3a) U MEePUHATAIBHOTO (B BUIIE
MEepBUYHOM CJTa0OCTU POJOBOI NESITETbHOCTU, «BbIIAaB-
JIMBaHUSI» TIJI0/1a, HEOOXOAMMOCTH 3KCTPEHHOTO Ollepa-
TUBHOTO BMeIIaTebCTBA) TIEPUOAOB JTOCTOBEPHO YacTO
BO3HUMKAJO y JIeTeil C TSKEJOW CTEreHblo IUCIIa3uun
coeanHuTenbHOM TKaHU (p<0,05). [TomyyeHHbIE pe3yib-
TaThl COTJIACYIOTCS C MTAaHHBIMU APYTUX aBTOpOB [ 13, 14].

YV Bcex aeTeil mpoBeleHO CTaHAAPTHOE HedpoJIoru-
yeckoe oOcienoBaHMe: OOIIMI aHaJU3 MOYM, OMOXM-
MUWYECKUI1 aHaIu3 KPOBU U MOYM C PacyeTOM CKOPOCTHU
kiyboukoBoit dunsTpanun (CK®) o dopmyne IIsap-
1a, mpo6a 3MMHUIIKOTO, YJIbTPa3ByKOBOE WCCJIEIOBa-
nue (Y3W1) noyek M MOuYeBOro Mmy3bIpsi, PUTM MOYEUC-
MycKaHusl, BHYTPMBEHHasl 3KCKpeTOpHasi yporpadusi.
ypodaoyMeTpusi, CyTOUHOE MOHUTOPUPOBAHUE apTepu-
aJIbHOTO JIaBJieHUsI. BoJIBIIMHCTBY JieTeli MpoBeneHa cTa-
Trueckas HeppocuuHTUrpadus ¢ DMSA (n=16) u MuK-
LIMOHHasI ucTorpadus (n=16).

CraTtuctrueckas 00paboTka MaTepuraja OCyIlecTBIIe-
Ha TIyTeM BbIYUCIEHUSI cpenHelt apudmeTudeckoin (M),
OLIMOKM cpenHelt (m) ¢ TOMOIIbI0 OMOMETPUIECKUX ME-
TONOB aHanu3a, koadduimeHTa CtolofeHTa () ¢ roce-

Tabauya 1. O6mas XxapakTepuCTHKA H3y4aeMbIX IPYIIT

JYIOIM HaxXO0XJIEHUEM YPOBHSI TOCTOBEPHOCTU pas/iu-
yuii (p) mo TabauuaM. JlocTOBEpHbIM CUUTAIN PA3IUULE
npu p<0,05.

PesynbraThbl M 06CyXaeHne

ITo nanubeiM Y3 nouek, BHYTPMBEHHOM 3KCKPETOP-
HOW yporpacduu BbISIBEHO, YTO UISI ACTeH C TsKeJoun
CTeTEeHbIO AUCTIA3UU COSAMHUTETLHON TKAHU XapaKTep-
HO Oosiblliee KJIMHUYECKOE PazHOOOpasue ypoauHaMU-
YecKM 3HaYMMbIX aHOMaJIUii OPraHOB MOYEBOM CUCTEMBbI
(Tabn. 2). Y neteit obenx rpymi oAMHAKOBO YaCcTO Ha0JII0-
Janach UHQEKIMS MOYEBOI cUcTeMbl — Oosiee yeM B 2/3
cllyyaeB, OJHAKoO OoJiee paHHUIl ee NeOIOT OTMeyascs
Y OETEN C TSXKEJOW CTENEeHbIO UCTUIA3UU COEIUHUTENb-
Holt TKaHu. [1pn ucciaenoBaHuM QYHKIIMOHAIBHOTO CO-
CTOSTHUSI TIOUYEK YCTAaHOBJIEHO, YTO y BCeX JieTeit 1-ii rpym-
bl (pUIBTpallMOHHAs (DYHKIIMSI OcTaBajach COXpaHHOM,
B TO BpeMs Kak Bo 2-ii rpynmne y 1 pebeHka (eqMHCTBEH-
Has JieBasi Touka, pedaokc-HedporaTus JeBOi MOYKH,
MYJIBTUKMCTO3 B TIpaBOil yIaJeHHON MOYKe B aHaMHe3e)
¢unbTpaliioHHas GyHKIMS TTOUYeK Oblla CHUXKEHA U CO-
OTBETCTBOBAJIa XPOHUUYECKOI 00JIE3HU TIOUeK 2-1i cTerne-
" (CK®= 79,9 My1/MUH).

JIOoBOJIBHO 4YacTO aHOMAaJIMM MOYEBO CHUCTEMBI CO-
MPOBOXIATUCH TTy3bIPHO-MOUYETOYHUKOBBIM pedIIOKCOM
(40% — B 1-11 Tpyrme, 54% — Bo 2-if rpyre), MpUIeM
IUIS JETEW C TSKEJIOW CTENEHBbI0 NUCTUIA3UU COEAVUHU-
TeJbHOM TKaHM OblJ1a XapakTepHa Bbicokas (3—4-ii) cre-
MeHb IMy3bIPHO-MOYETOYHUKOBOTO peditokca (Tads. 3).
Ilpu npoBeneHuUM craTUyeckoil HedpocuMHTUTpabUU
¢ DMSA BbIsSIBJIEHO CHUXXEHME MHIEKCAa MHTETPaIbHOTO
3axBata (76,6+18,92) y Bcex meteit 1-it TPyIITBI € TTY3BIP-
HOMOYETOYHUKOBBIM PeIIIOKCOM, TIPU 3TOM OYaroBbie
M3MEHEHHUsI COOTBETCTBOBaIM peditoKc-HedponaTuu
2-it creniedun (p<0,001). Y nereit 2-i1 rpynbl ¢ My3bIp-
HO-MOYETOYHUKOBBIM Pe(IIIOKCOM CHIXEHUE WHIeKca
MHTeTpajbHOrO 3axBara (83,1%5,45) HabMI01a710Ch JINIITH
B 54% ciydaeB M BBISIBJICHHBIE OYarOBble U3MEHEHMUS Tia-
PEHXUMBI COOTBETCTBOBaIU pedutokc-Hedponatuun 1-i
crenenu (p<0,001).

1-s rpynmna 2-1 Tpynmna
ITapametp (n=T) =15) p

CpenHuit Bo3pact, roabl (M=£m) 10,57+2,77 11,5+4,09 > 0,05
Cpennuit 6amt JCT 7-23 2544
(M=£m) 14,28 £5,2 32,5451 0,02
CoOTHOIIIEHHE 10 TIOTy (M : 1T) 0,75:1,0 1,0: 0,77 > 0,05
CewmeitHast OTSTONIEHHOCTD
no 3a6oneBaHusiM OMC (gq): 0,57 0,56 > 0,05
TeueHue aHTeHaTaIBLHOTO TIEproOaa (g):

HE OTSTOIIEeH 0,14 0,37 > 0,05

otsromenHoe (Y3U ckpuHUHT) 0,85 (0) 0,63 (0,25) > 0,05
OrnepaTBHOE BMEIIATEIBCTBO TIPU POIOBOI nesitesibHoCTH () 0 0,25 < 0,05

Tpumeuanue. JCT — nucnnasusi coenuHutenbHoit TkaHu; OMC — opraHbl MoyeBoii cucteMbl; Y3W — ynbTpa3BykoBoe HMCCIEIOBaHUE;

M — MaJIbYUKU; O — JE€BOYKH.
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Tabauya 2. YacToTa BCTpeyaeMoCTH (¢) BADUAHTOB AHOMAJIMIA OPraHOB MOY€BOi CHCTEMBI B 3aBUCUMOCTH OT CTENEHU UCILIA3HH
COeIMHUTEIbHON TKAHU

BapuaHTbI aHOMAJIMi1 OPraHOB MOYEBOIT CHCTEMBbI l—j’:z};?na 2—:1’12){/;1)11:1
MynbTMKMCTO3HAS IUCTIIA31s 0,14 0,18
HemnonHoe ynBoeHMe TOYKK/TIOYEK 0,14 -
[MomHOE ynBoeHME MOYKH/TIOUEK e 0,13
Tunponedpos Bl 0,31
Tunomasust mouku 0,14 0,06
ATeHE3NS TTOYKN — 0,06
IMTonxoBooOpa3Has moyka - 0,13
TazoBast nucTONMS MTOYKU — 0,06
HedpornTo3s ¢ aByx cTopoH — 0,06

Ta6ﬂuua 3. Knunuueckas XAPAKTEPUCTUKA NAIUCHTOB U 4ACTOTA BCTPEYAECMOCTH (q) KJIIMHAYECKUX NPU3HAKOB B 3AaBUCUMOCTH

OT CTeNeHN TUCILIA3MH COEAMHUTETbHON TKAHU

1-s1 rpynmna 2-4 Tpynmna
ITapametp n=7) (n=16) p

MHbekuns MmoueBolii cucteMsl (q) 0,71 0,69 > 0,05
CpenHuit Bo3pacT ae6rTa HH(GEKIU MOYEBOI 2 roma — 7 1et 4 nHsa — 15 net > 0,05
CHCTEMBbI
M=m 4,8+1,72 2,67+4,49
Crenenb [IMP (gq)

I-II creneHn 0,2 0

I1I— 1V creneHb 0,2 0, 54 > 0,05
CK®*, Mj1/MuH 94,5 — 144,2 79,9 — 168,7
M £m 119,5+ 17,2 114,2 £ 22,37 > 0,05
CK® < 90 mu/mMuH 0 0,06 > 0,05
CHCT ¢ DMSA**

CuuxeH (q)/ UU3 obuwmit, Mtm 1,0 /76,6 = 18,92 0,54/ 83,1+ 5,45 <0,01

PH 1-i1 crenenu, g 0 0,73 <0,001

PH 2-i1 crenenu, g 1,0 0,27 <0,001
ApTepuanbHas TUNepTeH3us (q)/ Ae6I0T, Toabl 0,57/ 11,25+ 1,64 0,86/ 10,29 £+ 3,5 >0,05/0,05
TyOynsapHas nucyHKIMsS

HUKTYPUS 0 0,25 <0,05

CHITXEHUE OCMOJISIPHOCTH MOYU 0 0,25

TUITIOCTEHYPUST 0 0 <0,05
DKCKpeLus cojieii MmoBbileHa”

Ca/Cr 0 0

P/Cr 0,42 0,37

Ur/Cr 0.14 0.13 2 g’gg

Ox/Cr 0 0 ’

Tlpumeuanue. *MukunoHHas ucrorpacdus (1Mo nokasaHusiM) NpoBeieHa B 1-ii rpynre 5 aetsm, Bo 2-ii rpyme — 11.

** Crarnyeckas HeppocuuHturpadus (CHCI) ¢ DMSA (1o nokaszaHusiM) nipoBeieHa B 1-ii rpymire 5 netsim, Bo 2-ii rpynine — 11.
# Ca/Cr — axckpenust Kaiblimsi ¢ Movoii, P/Cr — akckpeuust dochopa ¢ mouoit , Ur/Cr — akcKpelust ypatoB ¢ Mouoit , Ox/Cr — 9KCKpelust

OKCasaToB C MOYOWA.

[TMP — ny3pipHO-MOuYeTOUHUKOBBII peduitokc; MN3 — unaexkc nnaterpajipHoro 3axsara; PH — pedutokc-Hedponarus.
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Tab6auya 4. YacToTa BcTpedyaeMoCTH TUCHYHKIMI MOYEHCITYCKAHUS B M3y4aeMbIx rpynmnax (p>0,05)

1-s1 rpymnma 2-s1 rpymnmna
TMoxkazarenb (n=7) (n=16)
HeiiporeHHast nMchyHKIIMSI MOYEBOTO My3bIPsI
TUTICPaKTUBHBIN 0,4 0,46
TUTTIOTOHUYHBIN 0,2 0,33
DHype3 0,28 0,25

B oGeux rpynmax BBISBISIACH apTepUanbHast TH-
MepTeH3us, yalle y MalMeHTOB ¢ TSIXeJI0l CTeNeHbIO
NHUCIIa3UU COeNUHUTETbHON TKaHu (86 u 57 cooTBeT-
crBeHHO; p>0,05). CpenHuii Bo3pacT nebioTa apTepu-
aJbHOM TUTIEPTEH3UM B 00EUX TPyMIlaxX JOCTOBEPHO
He pasiuyajcs. TyOynsipHble HapylleHUs B BUIE HH-
KTYpUU U CHUZKEHUSI OCMOJIIPHOCTH MOYU JTOCTOBEPHO
yaitie HaOIonaiuch Bo 2-1i TpyIe, Toraa Kak MeTabo-
JIMYecKUe HapylleHus B Buae docharypun, ypaTypuu
BBISIBJISITUCH ONMHAKOBO YacTO B 0OEUWX Ipyrmax v He
3aBUCEIM OT CTENEHU BBIPAXXEHHOCTU AUCILIA3UU CO-
eIMHUTENIbHO TKaHu (cM. Tabj. 3). B obeux rpymnmax
HE3aBUCHUMO OT CTETIeHU MUCTIAa3UU COeNUHUTEITbHOM
TKaHW HaONIOJaIUCh HapyUIeHUsS MOYEUCITYCKAHUs
(Jale TUMEepakKTUBHBIM MOYEBOW Iy3bIpb) W 2HYpe3
(cm. Tab. 4).

Takum oOpa3om, ycTaHOBJIEHa B3aMMOCBSI3b CTere-
HU BBIPAXKEHHOCTU AMCIUIA3UM COSTUHUTEIBHON TKaHU
C YacTOTOM M XapaKTepoM aHOMaJIuii OpraHOB MOYEBOM
CHUCTEMBI M (PYHKIIMOHATBHBIM COCTOSTHUEM TTOYEK.

BbiBOAbI

AHOMaJIN OPTaHOB MOYEBOW CHCTEMBI Yallle BBISIB-
JISTIOTCS Y IETEW C TSIKEJIOW CTETIeHbIO TUCTUIA3UU COENn-
HUTEJbHON TKAHMU.

IlaTonornyeckoe TeyeHWE aHTEHATaJbHOTO IIe-
proaa pa3BUTHUS MJI0JA BCTPEYAETCS OJMHAKOBO YacTO
y AeTEeil ¢ yMEpPEHHOM U TSXKEJIOU CTENEeHbIO AUCIIa3un
COCIMHUTEJIbHOW TKaHM, MPU 3TOM MNaTOJOTMYECKOE
TE€UEHUE POJOBOM NEATEIBHOCTH, B YACTHOCTU 3KC-
TpEeHHbIC OINepaTMBHbIE BMEIIATEIbCTBA, JOCTOBEPHO
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OPUTNHAJIbHBIE CTATbU SKOrIATOJI0rns

IIuroreneTnyeckue 3¢)¢eKThl M BO3MOKHOCTH UX TPAHCTEHEPALMOHHOM Nepeaayn
B MOKOJICHUSX JIMII, MPOKUBAIOIIKX B PETHOHAX PATHOHYKJIMIHOIO 3arpsA3HeHus MocJe
aBapuu Ha YepHoObLIbCKOI ADC

JI.C. banesa, T. Homypa, A.E. Cunseuna, H M. Kapaxan, E.H. flxywesa, H .U Ecoposa

OCI «Hay4HO-1ccnenoBaTeNbCKNM KNMHUYECKUIA MHCTUTYT NeamaTpum umeHn akagemuka t0.E. Benstuwesa» '6OY BIMNO
PHVMY um. H.W. Muporosa Munagpasa P®, Mockea; HaunoHanbHbIA UHCTUTYT BUOMEONLIMHCKMX MHHOBaL M OcakCcKkoro
yHuBepcuTeTa, Ocaka, AnoHus

Cytogenetic effects and possibilities of their transgenerational transfer in the generations of
persons living in radionuclide polluted areas after the Chernobyl accident

L.S. Baleva, T. Nomura, A.E. Sipyagina, N.M. Karakhan, E.N. Yakusheva, N.I. Egorova

National Research Medical University, Ministry of Health of the Russian Federation, Moscow; National Institute of Biomedical
Innovation, Health and Nutrition, Osaka University, Osaka, Japan

IIpoBeneHo ucciieoBaHue 0COOEHHOCTEN NPOSIBJICHNSI TEHOMHO# HECTA0MIbHOCTH (110 KAPHOJIOTHYECKHM NOKA3aTeIsIM MUKpOsiiep-
HOTO0 TECTA B KJIETKAX OYKKAJIbHOro anuTesus). /s OlleHKH MIMMYHHOTO 0TBETAa HA MyTareHHOe JeiiCTBHEe MOHU3UPYIOLIEH paauanun
MPOBOIMIIM KOJIHYECTBEHHOE onpeeienue JuMponuTos nepudepuueckoii Kposu ¢ GeHOTUNHYECKUMHU NMPU3HAKAMHU CYONOMYIsSIUM
CD95+ ¢ moMouIbio NPOTOYHOI IUTOMIIOOPMMETPHHH C OIIEHKO# BO3MOKHBIX MOCJIeICTBHIA JJIsi TOTOMCTBA NepeJayd MyTATeHHOTO
neiicTBUS MOHM3UPYIoIeii paxnanuu. Beero B cemeiinom acnekre oociienosano 112 nanueHToB 1-ro U 2-ro noKoJieHHii, NOCTOSIHHO
NPOKMBAIOLIMX B PETHOHAX PAMOHYKJIMIHOTO 3arps3HeHus nocie apapun Ha YADC ¢ ypoBHeM 3arpsi3HeHHs1 TOYBBI 10 ne3uio-137
0oaee 556 kbk/m?2. IosrydeHHbIe B MCCJIEI0BAHAN JaHHbIE HA MOJEIAX OTIAEIbHBIX CeMell MPEIBAPHTEILHO MO3BOIAIOT PACCMATPH-
BaTh OT/e/IbHbIE MUTOreHeTHYECKHE NMOKA3ATe U Y IeTeil 2-T0 MOKOJIeHHsI B KAYeCTBe NPeIMKTOPOB KaHIeporeHe3a U BO3MOKHOCTH
HX TPAHCTEHEePAIMOHHOI Mepe1ayd B MOKOJICHUSIX JIUIL, OABEPrUINXCS BO3IECTBUIO PATHALIMH. .

Karoueswte caosa: uonusupyrouwjee uznyuenue, demu, 1—2-20 nokonenue 06ay4eHHbIX AUY, YUMOoA02U4eCcKUe (Kapuoaoeudeckue) noKa-
3amenu KAemok 0YKKAAbH020 INUMENUs, MUKDOAOEPHbL mecm, NOKA3amenu MapKepa 20MmoeHOCmU K anonmosy.

The specific features of a manifestation of genomic instability, as shown by the karyological indicators of the micronucleus test us-
ing buccal epithelial cells, were investigated. To assess an immune response to the mutagenic action of ionizing radiation, peripheral
blood lymphocytes with the phenotypic characteristics of CD95+ subpopulations were quantified using flow-through cytofluorom-
etry, by estimating the possible consequences of transferring the mutagenic effect of ionizing radiation to posterity. A total of 112
first- and second-generation patients residing in the areas polluted with radionuclide cesium-137 (more than 556 kBq/m2) were
examined in the aspect of family. The data obtained in the investigation employing the models for individual families may anticipato-
rily consider certain cytogenetic indicators in second-generation children as predictors of carcinogenesis and the possibility of their
transgenerational transfer in the generations of persons exposed to radiation.

Key words: ionizing radiation, children, first- and second-generations of the irradiated, cytological (karyological) indicators of buccal
epithelial cells, micronucleus test, apoptotic readiness marker values.

PaI[I/IaHI/IOHHaSI aBapuss Ha YepHoObulbcKOT ADC
(YADC) nosneksa 3a cobOli cepbe3HbIe IKOJIOTUYE-
CKUe U3MEHEHMSI, TIPUBEIIINE K TTIepeCeIeHUIO U 9BaKya-
LIMW HaceJIeHUsI U3 30H OTYYXKICHUS U OTCEJICHUS, K BbI-
HYXIEHHOMY TIPOKMBAHUIO TpaKIaH Ha pagrMOaKTUBHO
3arpsI3HEHHBIX TeppuTOopusX. OTHUM U3 BaXKHEWIINX
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Howmypa Taiicen — mpod., pyK. oTaena paqualioOHHON 6MOI0TY 1 MEIULINH-
CKO#l reHeTMKM HanMoHalbHOrO MHCTUTYTa OMOMEIMLIMHCKUX WHHOBALMiA
OcakcKoro yHuBepcuTeTa

BOTIPOCOB, BO3HUKIIKX Toce aBapun Ha YADC, sBis-
eTcsl TO, HACKOJIbKO 3Ta aBapusl OTPa3UTCs Ha TeHeTUYe-
CKOM armapare yeJoBeKa, HaCKOJbKO BO3MOXEH U Ora-
CEeH PUCK OHKOJIOTMYECKOM 3a0016Ba€MOCTH, TTOSIBJICHUSI
HOBBIX 3a00JIeBaHUII W M3MEHEHUs XapakTepa TEeYeHWUsI
M3BECTHBIX 3a00JIeBaHUIA.

WoHusupylolliee u3jlydeHUe HU3KONM WHTEHCUBHO-
CTH, He TIPUBOJS K TMOeNu opraHu3Ma, MOAuMUIIMpYyeT
KJIETOUHO-TKaHEBbIE MPOIIECCHI: MPUBOAUT K aKTUBALIUU
CBOOOHOPAAMKATbHBIX MEXaHU3MOB, YBEJIMUYEHUIO pa3-
peiBoB JIHK, yckopeHMIO KJIETOUHOTO CTapeHMs, aro-
NnTO3a U KOMITEHCATOPHOM KJIETOUHOMN mposudepalinu.
Bo3zneiicTBue pannanimoHHOTO (pakTopa BbI3bIBAET aKTH-
BallMIO 3allIUTHBIX U KOMITIEHCATOPHO-BOCCTAHOBUTEb-
HBIX peakliiuii, BbIPAXKEHHOCTh KOTOPBIX OIPEaeIsieTCsI
TEHETUUYECKUMU OCOOEHHOCTSIMU, a TakKxXe TJIyOMHOM
M MHTEHCUBHOCTBIO OKUCIUTEIbHOTO cTpecca. [1pu xpo-
HUYECKOM BO3/IEHICTBUM MaJIbIX 03 pajualiiy, He3aBU-
CUMOM M COYETaHHOM C JPYTUMU 3K30- U 3HIOTEHHBIMU
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(bakTOpamMu, PUCK pPa3BUTUSI CBOOOTHOPATUKAIBHBIX
1 TEeHOMHBIX TTOBPEXICHUI TTOBBITIIACTCS.

JleTcKuii OpraHu3M B CBSI3U € (DYHKUIMOHAJBbHOM
HE3pEeJOCThIO TKaHei, CUCTeM ajarnTallui U 3allluThl
0COOEHHO YYBCTBUTEJIEH K BJIMSHUIO CJIOXHOTO KOM-
ruiekca (akTopoB oKpyXarlieit cpenpl. Hebmaronpu-
SITHOE DKOJIOTMYECKOE BO3ECTBHE CITOCOOCTBYET Iie-
pecTpoiike TIPOIIeCCOB KMU3HEAEATETbHOCTH, 0COOEHHO
B KPUTUYECKUE MePUOALI AeTcTBa. K rpymnmam BHICOKO-
ro pucka 1mo pa3BUTHUIO PaIMOWHIYIIMPOBAHHON MaTo-
JIOTUM CJIEAYeT OTHOCUTH KOTOPTHI 1-TO M 2-TO MOKO-
JICHW#, TPOXMBAIOIINX B paAUalMOHHO 3arpsI3HEHHBIX
pernoHax [1].

B HayuHoOli nuTepaType TpeacTaBieHbl J0Ka3aTeb-
CTBa TMpOsIBJIeHUsI (eHOMEHa TeHeTUYeCKOl HecTa-
OWIBHOCTM B COMATMYECKUX KieTKax (iumdbouurax)
00JIyueHHBIX Jiofeil. MoXHO Tipearnosiaratb, 4to @e-
HOMEH pPaauallMOHHO-WHAYIIUPOBAHHONW TeHETUYECKOM
HECTaOMJILHOCTU CITOCOOEH OKa3bIBaTh CYIIECTBEHHOE
BJIUSIHUE HAa COCTOSIHUE 3[I0POBbSI HE TOJIBKO CaMUX 00-
JIY4EHHBIX JIUI, HO M WX TTOTOMKOB, TPUBOJS, TpEXIe
BCEro, K TMOBBIIIEHUIO KAaHIIEPOTeHHOTO pUcKa y 4acTu
JIUL. DTOT BOMPOC TpeOyeT THIATEJIbHOTO MCCIeI0BaHUS
C TOMOIIBIO COBPEMEHHBIX MOJEKYISIPHO-KJIETOYHBIX
TEeXHOJIOTUIA, CO3MaHUsI 0a3bl JAHHBIX O COCTOSIHUY TeHe-
TUYECKOTO armapara OOJIydeHHBIX JIUIl U X TTOTOMKOB,
MOCJIEAYIONIEeTO JJINTEJIbHOTO KJIMHWYECKOTro Hadtoae-
HUS 1 aHanu3a [2].

JlaHHble JUTEpaTYphl TIOCIEIHUX JIET CBUACTENb-
CTBYIOT, UTO MOHM3UPYIOLIAs pagualus, Jaxke B MaTbIX
nosax, BbizeiBaet nospexaeHus JHK pasamunoro xa-
pakTepa: yBeJIWYeHUE YpOBHS abeppaHTHBIX MmeTada3s,
abeppalMii XpoMaTUIHOTO M XPOMOCOMHOIO THIIOB
(onuHOYHBIE (parMeHThl, TapHble (parMeHThbl, Au-
LIEHTPMYECKHE, KOJIbIIEBbIE XPOMOCOMBI, TpaHCJIOKa-
uuu, aeiaetnn) [3—6]. OCOGeHHOCTb CUTYaIluM COCTOUT
B TOM, 4TO B 00OcCJieyeMbIX HAMU paHee KOropTax JeTeid,
MPOXUBAIOIINX B YCIOBUSX IJIMTEIBHOTO AEHCTBUS
MaJIbIX /103 paaudallii U TIOABEPTLINXCS OOJIyYeHUIO
Ha Pa3WYHBIX CTAIUSIX OHTOT€HETUYECKOTO Pa3BUTHS,
BBISIBJISTIOTCST B TOW WJIM WHOUW KOMOWHALMU pa3ind-
HbIe THUIBI XPOMOCOMHBIX HapyIIeHUH (XpOMOCOMHbBIE

OPUITNHAJIbHBIE CTATbU 9KOrIATOJ10rns

abeppalliu), XapakKTepHble KakK ISl TIPSIMOTO MyTareH-
HOTO ACWCTBUSI paguallMu, TaK W IS TIOCTpaaualiioH-
HOM WHAYKIIMM TeHOMHON HecTabuibHOCTU. Hapsmy
¢ (eHOMEHOM TE€HOMHOW HeCcTaOUIBHOCTH, aHaJln3
COCTOSIHMSI UMMYHHOI CUCTEMBI — OJTHOW M3 Ba>KHEM-
WX CHEelUaJM3UPOBaHHBIX CHUCTEM, obecreurnBalo-
IUX OMOJIOTUYECKYI0 YCTOMUYMBOCTh U afanTallMOHHbIN
MOTEeHIMaJ OpraHu3Ma, TokKasajl, 4YTo y OOJbIIMHCTBA
O0JIy4eHHBIX JEeTel C BBIPAXEHHBIMU JTMUCTEHOMHBIMU
apdexkTaMu HabIOAATUCh KOMOMHUPOBAHHbBIE OTKIIO-
HEHUsI, 3aTparMBalolne pa3InyHble 3BeHbsI UMMYHUTE-
Ta. OcobeHHOCTH (POPMUPOBAHUSI UMMYHHOTO cTaTyca
Yy Takux TMalMeHTOB MOTYT HE TOJbKO peaan30BaThCs
B UMMYHOAC(MUIIMTHBIE COCTOSIHUSI C TOCJEAYIOIIUM
pa3BUTHMEM WM aKTuBalMeld MHGEKIIMOHHOTO Ipo-
1ecca (B TOM 4HCJIe OMIMOPTYHUCTUYECKUX MH(DEKIIMIA)
U XpOHUYECKUX 3a00JieBaHWI, HO W TIPOBOLIMPOBATH
KaHueporeHes [7, 8].

prnnbl o0cneaoBaHHbIX NALMEHTOB U METOAbI
uccnenosaHua

Bcero B cemeitHoMm acniekTe obOciemoBaHbl 112 ma-
LIMEHTOB, TTOCTOSTHHO TMPOXKMWBAIOIIMX B PErMOHax pa-
JNMOHYKJIMIHOTO 3arpsi3HeHust mocyie aBapuu Ha YADC
C YPOBHEM 3arpsi3HEHUWsI MOYBBLI MO 1e3uto-137 OGoiee
556 xbk/M2. B 1-10 TpymiIy BXOOWIN TAIMEHTHI 1-TO TI0-
KOJIEHUSI — MaTep MalyeHTOB. JKeHIIWHBI ObITN pa3-
JleJIeHbl Ha JBe TMOATPYIIIBI B 3aBUCUMOCTH OT CIIEKTpa
BO3JIEWCTBYIOIINX PAIUOHYKINIOB (TIOJHBINA CITEKTP pa-
NMALIMOHHOTO BO3IEHCTBUSI, BKIIOYas paauoiton-131)
M BO3pacTta Hayaja paadallMOHHOTO BO3IEHCTBUS
B 1986 1.: 1-a moarpyma — Matepu B Bo3pacte 30—35 net
(Havasio paguMallMOHHOTO BO3AEMCTBUS ¢ Bo3pacta 0—6
JIeT), 2-s TOATPYIIa — MaTepy, KOTOpble B MOMEHT aBa-
pun Ha YADC 6buM B TTOIPOCTKOBOM Bo3pacte 10—15
JIeT (CM. CXeMmy).

JeTu (2-e moKoJieHUEe) yKa3aHHbIX MOATPYII MaTepeit
OBbLTH pasfesieHbl TaKXKe Ha MOATPYIIBI B 3aBUCHMOCTH
OT BO3pacTa JieTeil Ha MOMEHT obcJieoBaHus (CM. cXe-
Mmy). letn ot martepeii 1-ii moarpymnmsl (MoJjioxe 35 yer)
COCTaBWJIW TOATPYIIIBI 3 (IeTH B Bo3pacte a0 6 jer) u 4
(metu B Bo3pacte crapuie 7 ser). [etn ot matepeit 2-it

Cxema. XapakTepucTHKA TPYII ¥ MOATPYIN MAIMEHTOB, 00CJe10BAHHBIX B JIeTCKOM HAYYHO-NPAKTHYECKOM

LHEHTpe npomnopauuaunonﬂoﬂ 3alUThI

1-e okoneHue (MaTepu)
n=47

[Toarpynma 1: maTepu B BO3pacte
30—35 netr Ha MOMEHT 00OCIeOBaHUS

[Toarpynma 2: maTepu B BO3pacte
40—45 net Ha MOMEHT O0CeIOBaHUS
n=25

n=22
\

P

N

2 -e mokKoJieHue (UX AeTH)

il

n=065
IMoarpymnna 3: IMoarpymnmna 4: IMoarpynna 5: Tonrpyrma 6:
JIETU B BO3pacTe 10 6 JieT JeTH 7 JIeT U cTapiiie JIETU B BO3pacTe 10 6 JieT neTu 7 JIeT U cTapiiie
n=14 n=15 n=17 n=19
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banesa JI.C. u coasm. Lurorenetndyeckue 3hheKTs 1 BOSMOXHOCTH UX TPAHCTEHEPAI[MOHHO TIepeIayn. .

noarpynmbl (ctapiie 40 jeT) aHaJOrMYHBIM 00pa3oM
COCTaBWJIM TTOATPYMIIBI 5 (IeTH B Bo3pacte 10 6 JeT) u 6
(1etu B Bo3pacTe crapiiie 7 JieT).

Panee Hamu Oblla moKazaHa reHOMHasl HeCTaOWJIb-
HOCTb TI0 YPOBHIO LIUTOT€HETUYECKUX HAPYIIEHUI B Je-
JISIIIUXCST KIJIETKaxX (XpOMOCOMHBIX abeppalivii, CeCTpUH-
CKMX XpOMaTUAHBIX 0OMeHOB u ap.) [9]. B Hacrosei
paboTe IJIsT MccaeIoBaHMS XapaKTepa HacaeIOBaHMS Te-
HOMHOW HECTaOWJILHOCTU MCTIOJIb30BAJIM KapUOJIOTUYe-
CKHe TIoKa3aTeJld MUKPOSIIEPHOTO TecTa B KJIeTKaX OyK-
KaJIbHOTO 3MUTEINsI. MUKPOSIEPHBIA TeCT MO3BOJISIET
Y4YECTh YUCIEHHBIE XPOMOCOMHBIE abeppalu. Mbl OT-
Jau TIpeArIoYTeHe JaHHOMY TeCTy BBUIY HEMHBa3WB-
HOCTHU €ro TIPOBEIEHUSI, BBICOKOW YyBCTBUTEIBHOCTH,
MEHBIIINX SKOHOMUYECKUX 3aTpartax. [Ipemaparbl smu-
TEJIUANTBHBIX KIETOK OYKKAJIbHOTO SIMHTEUS TOTOBWIN
U aHaJIM3UPOBAIU B COOTBETCTBMM C METOIWYECKUMU
pekoMeHmauusIMu «OlleHKa UTOJOTUYECKOTO U IIUTO-
TeHETUYECKOTO CTaTyca CIM3UCTBIX 000J0YeK IOJOCTU
Hoca u pTa y yenoBeka» [10] u olleHUBaIu B MPOMUIISIX
(%0) — Ha 1000 TpOCMOTPEHHBIX KJIETOK.

JIsT BBISIBJIEHUSI UMMYHHOTO OTBETa Ha MyTareHHOe
NeWiCTBY€ NOHU3UPYIOIIEH paIualiiyi OCYIIECTBIISUIN KO-
JINYECTBEHHYIO OIIEHKY JIMM(MOLMTOB TepudeprudecKoit
KPOBU C (PEHOTUNMUYECKUMU TIPU3HAKAMU CYOTIOMYJIsI-
o CD95+ ¢ moMompio IMpOTOYHOUM HUTOMITI00PUME -
Tpuu. Mcronb3oBai HOPMATUBbLI CYOTIOTYIISIIAIA JTUM-
(o1nTOB KPOBU y AETE, TOJyYeHHbIE ¢ TIPUMEHEHEM
MOHOKJIOHaIbHBIX aHTuTeN («KimoHnocnekrp», [Tporokon
Ne 8 ot 18.09.2000 1.).

Cratuctuyeckasi 00paboTKa pe3yIbTaToOB MpoBeIeHa
¢ TIpUMEHEHWEM OOILENMPUHSTHIX METOIOB BapUallMOH-
HOI CTaTUCTUKU, KOPPEISIIUOHHOTO U TUCKPUMUHAHT-
HOTO aHaJN30B. JJoBepUTEIbHBIN MHTEPBA UTS CPETHUX
BEJIMYMH BBIUMCIISIICS C 3aJaHHBIM YPOBHEM JOCTOBEP-
Hoctu 0,95. Hcnonb3oBaiuch MakeTbl CTaHIAPTHBIX
cratuctudeckux nmporpamMm «STATGRAF» u «Excel 7.0»
Ha IBM-PC. [Insi oueHKM JOCTOBEPHOCTH pa3INduii
MMpUMEHEHBI MapaMeTpuIecKuii Kputepuii CThioneHTa (7)
1 HeTlTapaMeTpUIecKuif — y 2.

PE3VJIbTATbl U OBCY)XAEHUE

ITpu rccnenoBaHuM XapakTepa FTeHOMHOI HeCcTaOWIb-
HOCTU TIO KapuOJIOTMYECKMM TTOKa3aTesIsiM MUKpPOsiiep-
HOTO TeCTa B KJIeTKaX OYKKaJIbHOTO SMUTEJIUSI UCTIOIb30-
Baiu Kiaccudukamuio, npemioxeHHyo JI.H. CerueBoii
[11], n oueHuBanu cieayrolre nmokasaTteau: 1) myrore-
HeTnuyeckre (MUKpOsiIpa W MPOTPY3UM); 2) moKaszaTeau
nponudepanu (IBysaepHbIe KJIETKU ¢ M30JMPOBAHHBI-
MM WM CABOEHHBIMU siipaMu); 3) mokaszaTesd paHHeun
NeCTPYKIMHU sifipa (BaKyoJir, KOHIEHCAIUsI XpOMaTHHa);
4) mokazarenu Mo3AHEeN JeCTPYKIIMU SIIEP KIETOK, Mepe-
LIEIIIMX B IPOLIECC aronTo3a Wik HeKpo3a (Kapuoau3uc,
KapuopeKCHUc, KapuOIMUKHO3, aIloNTOTHYECKHe Tesblia)
[11—13]. Ha puc. 1 mpencraBieHbl COOCTBEHHbIE TaHHbBIC
MPUMEPOB LIUTOTEHETUYECKUX HAPYIIEHUI B OYKKaTbHOM
SIUTEINU 00CIIeIOBAaHHBIX MTALIMEHTOB.

PesybraThl MpoBeIeHHOTO HAMM paHee [IUTOTeHETH -
YeCKOTo 00C/IefOBaHUs CBUAETEIbCTBYIOT O TOBBIIIEH-
HBIX CPETHUX YPOBHSIX T€X WJIM MHBIX paauallMOHHO-WH-
JQYLIMPOBAHHBIX abeppallii XpOMOCOM BO BCeX TPYIIIax,
MPOXUBAIOIINX Ha TEPPUTOPUSIX, 3arPSI3HEHHBIX Paano-
Hykiaugamu (1, 2-e nokosneHue). CpenHue 4acToThl abep-
pPaHTHBIX TEHOMOB Yy 3TUX neteii B 1,5—2,8 pa3za rnpeBbi-
IIAI0T TAKOBOM TMOKa3aTesb y AeTeil TPYIITBI CpaBHEHUSI.
BrIsiBIeHa qocTOBepHast KOPPEISILIMOHHAST CBA3b MEXKITY
YacToTaMM abeppaHTHBIX T€HOMOB y AeTeil 2-TO TTOKO-
neHus u ux matepeit (=0,41; p=0,028) [9]. I1pu npose-
NIEHUW HACTOSIIEro MCCeloBaHNs OTMeYeHO (puc. 2),
yTo y Marepei (1-e mokoyieHre), MPOXUBAIOIINX B pe-
TMOHAX PAaIUOHYKJIUIHOTO 3arpsi3HEHMST TTOYBBI IO 1ie-
3uto-137 6onee 556 kbk/M?, B Bo3pacte crapiie 40 jeT
(mostyyaBIIMX pavallMOHHOE BO3AEWCTBUE C TMOAPOCT-
KOBOTO BO3pacTa) 1o CpaBHEHUIO ¢ TEMH, KTO MOJIOXe 35
JieT (TIoJTyYMIn paguallMOHHOe BO3AECTBIE ¢ BO3pacTa
0—6 7eT) UMeeT MeCTO JOCTOBEPHOE TPEBBIIIEHNE KOTHU-
YecTBa LMTOJOTMYECKUX ToKa3aTesiel (IIMTOreHeTrIe-
CKUX — MUKPOSIZIEP W MPOTPY3UiA pa3HBIX (OpM).

Hapactanue LMTOreHEeTMYECKUX M3MEHEHUM B TIOM-
TpYIIIIe MaTepeil CcTapliero BO3pacTa CBUIETETBCTBYET

Puc. 1. Tlpumepsl IUTOTeHETHYECKNX HAPYHIEHW B OYKKAJb-
HOM anuTeud. 1 — KJIeTKa ¢ MUKpOSiApaMu; 2 — NpOTPY3us
anpa; 3 — KJIeTKa ¢ ABOMHBIM AApoM; 4 — KJIeTKa ¢ KAPHOPEKCH-
€OM; 5 — KJIeTKA € KapHOJM3UCOM; 6 — KJIeTKHU C BaKyosn3anueit
sapa. Okpacka no PomanoBckomy—Iumse.
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Puc. 2. Kapuoiornueckue MoKa3aresiv y NaiueHToB 1—2-ro NoKoJIeHus JInIl, MPOXKUBAIO-
IIMX B PETMOHAX PATMOHYKIMIHOTO 3arpsi3HEHHs, B 3aBHCUMOCTH OT BO3pPacTa poauTeIei

Ha MoMeHT aBapud Ha YADC.

-y
=

9 N .
8
7
6
5 B [letn 10 6 JeT poanTeaei
4 MoJToke 35 J1eT
3 B /letn crapme 7 Jiet
2 —] poauTeneli Mooe 35 j1er
1 . ‘ O Teru ao 6.J1er poguredeii
0 crapme 40 et

6_@"" & -}Q% @q’ U Teru crapme 7 jier
j.‘f’ &"“Q (5'3’&@ 43.4' poauteaeil crapme 40 det
. R o
& S g &F
d& ¢Q° e&“. éa.
< <
& s \a
& & &
¢ & S
& .q;'e“ ¥

&

Puc. 3. Kapuosiornueckue noKasaresm y Jereii (2-e nmoKoJeHne), NpoKHBAIIINX B PerHo-
HAX PaJHOHYKIHIHOIO 3arps3HEHNs, B 3aBUCHMOCTH OT MX BO3pacTa.

00 M3MEHEHUN XPOMOCOMHOTO MaTepHaja, KOTopoe BO3-
HUKJIO BCJieAcTBUE roBpexaeHust moJiekynsl JIHK ¢ o6pa-
30BaHMEM XPOMOCOMHBIX abepparuii y JUI, 00JTyIeHHBIX
B KPUTWYECKUI TIEPHOJ OHTOTeHe3a — B IyOepTaTHOM
nepuone [13—17]. T1lo naHHBIM JIUTEpaTYpbl, MUKPOSIAPA
U TIPOTPY3UU MOTYT PAacCMaTpUBAThCSI KaK OMOMapKephbl
KaHIIepOoreHHOTro 3(deKTa U SIBISIThCS CaMbIM PaHHUM
MPU3HAKOM pUCKa paKa POTOBOI TOJOCTH, JIUMpaTHue-
CKUX y3JIOB, TpyIHOM KieTku [16, 18, 19].

VYposeHb mponudepanun  (KOJUYECTBO JTBOMHBIX
U COBOCHHBIX SIIep) Y MaTepeil, MOoJyJaBIINX pagdaiy-
OHHOE BO3JIECTBUE C TOAPOCTKOBOTO BO3pacTa, ObLI
aHaJIOTMYEH TAaKOBOMY y MaTepei, ToJyJaBIInuX paava-

LIMOHHOE Bo3eiicTBHe ¢ Bo3pacTta 0—6 JieT. DTU JaHHBIE
CBUETEJILCTBYIOT O MPAKTUUYECKU OIMHAKOBOI aKTUBHO-
CTH MPOILIECCOB Tpoiudepalnu He3aBUCUMO OT BO3pacTa
MaluKreHTOB 1-TO MOKOJIEHUS.

VYBenuueHne KOJIMYECTBA ABYSIEPHBIX KJIETOK B OT-
BeT Ha JEWCTBME pa3IMYHBIX MYTareHHBIX (HaKTOpOB
(B TOM 4mclie pagualu) CBUAETEIbCTBYET 00 YCUICHUMN
KJIETOYHOI mpoymdepanuu, HampaBJieHHOH Ha oOpa-
30BaHNE HOBBIX KJIETOK, 3aMEIalOIIUX TMOBPEXICHHbBIC
WM TIOTMOIIMe KJIeTKU. [BysimepHble KIETKHU SIBJISTIOT-
Csl TIOJIMTUIOUIHBIMU. Y TaKUX KJIETOK BbIllle (DYHKIIMO-
HaJlbHasl U TeHeThuyeckasi akTuBHoOCTh [20]. Psin aBTOpOB
CUMTAIOT, YTO YBEJIMYEHUE YMCJIa KJIIETOK CO CIBOCHHBIMU
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banesa JI.C. u coasm. Lurorenetndyeckue 3hheKTs 1 BOSMOXHOCTH UX TPAHCTEHEPAI[MOHHO TIepeIayn. .

sIIpaMU SIBJISIETCSI MTHAMKATOPOM TOKCHUECKOTO JIeCTBUS
paavaloOHHBIX (PaKTOPOB, a KPOME TOTO, TOTIOJTHUTEIb-
HBIM TIPOTHOCTUYECKUM MPU3HAKOM MX MTOTeHIIMATbHOM
KaHIIEpOTeHHON aKTUBHOCTH.

IMokazarenu paHHel (BaKyoiu3alus siiep, KOHIACH-
calust XpoMaTrHA) U TIO3IHEN AeCTPYKIIUHU sIiipa, XapakK-
TEPU3YIOIINE aTlONTO3, OBITN CTATUCTUYECKY TOCTOBEPHO
Oosiee BBICOKMMMU y MaTepeit ctapiie 40 JieT 1o cpaBHe-
HUIO C TAKOBBIMHU y MaTepeil MoJIoXe 35 JieT.

IMpoBeneH aHamM3 KapyOJOTMYECKUX TAHHBIX Y Jie-
Teil (2-e ToKoJIeHWe) B 3aBUCUMOCTM OT MX BO3pacra
Ha MOMEHT oOcnenoBaHust (puc. 3). Y nereit crapiie 7 et
oT Mmarepeii 40 et u crapie (TTOArpyma 6) BBISIBJIEH 10-
CTOBEPHO CaMbIil BBICOKUI YPOBEHb MPOTPY3UI, paHHEN
JeCTPYKIMU siapa (KOJIMYECTBa KJIETOK C KOHAEHcalMei
XpoMaTWHa M BaKyOJISIMU) W TIO3IHEN OeCTPYKIMei siapa
0 CPaBHEHMUIO C IETHMU aHAJIOTMYHOTO BO3pacTa OT Ma-
Tepeit Mmosioxke 35 siet (moarpyrnma 4). B To ke Bpemst y ne-
Teit 1o 6 et oT MaTepeit 40 yieT U crapiie (MOArpyra 5)
BBISIBJISIIOCH JTOCTOBEPHOE CHIDKEHUE KapHOJOTMUECKUX
TToKasateJiei mposmdepalmy 1 BO3pacTaHKe moKa3aTesieit
TTO3THEN TECTPYKIIUH sIapa MO0 CPABHEHUIO C IeThbMU aHa-
JIOTMYHOTO BO3pacTa OT Martepeit 1o 35 et (monrpymnmna 3).

AHam3 pesyJIbTaToB OOC/IENOBAHUSI TPOIEMOHCTPY -
pOBal CXOXWME W3MEHEHWS] KapUOJTOTMIECKUX TaHHBIX
y MaTepell U uX AETed, YTO CBUIETEILCTBYET O Mepenaye
MYTareHHOTO NIEMCTBUS MOHMU3UPYIOLIEH pamvaluy B TO-
CJIEYIOIIMX TIOKOJIEHUSIX. YCTAHOBJIEHO, 4TO Cpelu Ka-
PHUOJIOTMYECKUX TToKa3aTesel KJIEeTOK OYKKaIbHOIO SIUTe-
Jist y o0JydeHHOTro HacelieHus1 (Matepu 1-To TIOKOJIeHUsT)
CYMMapHBIi ypOBEeHb TO3MHEN JECTPYKIIMKU SIIep ObLT
B 3 pasa BblllIe y MaTepeit, 4eM y UX aeTeit (2-e TOKOJIEHUE).
Yro Kacaercst HIMTONOrMIECKUX Tokaszateseit (KIeTK1 ¢ MU-
KpOsiIpaMy 1 TIPOTPY3UsSIMU ), TO OHM B 2 pasa Jalile BCTpeda-
sck y aetei (11-e nokoneHue), yem y ux matepeit.

IMonyyeHHBIe TIpeIBapUTEIbHBIE JaHHBIE Ha MOIEIISIX
OTIENBHBIX CeMEH MO3BOISIOT pacCMaTPUBATh ITUTOTEHe-
TUUYECKUE IMOKA3aTeN KIETOK C MUKPOSIpaMU U TTPOTPY-
3USIMU Y IETel B KaUeCTBE TTPEIUKTOPOB KaHIIEPOTeHE3a.
Tak, MakcUMaJibHble KapHOJOTUYecKre (IIUTOJOTHYE-
CKUe) U3MEeHEeHUsI ObITN BBIPpAXKEHBI y MaTepeit ¢ HaTuIu-
€M HOBOOOpPa30BaHMI (B TOM UHMCJIE 3J0KAYECTBEHHbBIX)
ILIMTOBUAHOM, MOJIOUHOM XKeJjie3, TMepeHeCIInX oIllepa-
TUBHOE JIEUeHHUE IO MOBOIY 3THX 3abojeBaHuit. Kapuo-
JIOTMYECKUe U3MEHEHUs y UX JeTell ObUIM aHaJTOTWYHBI
MaTepUHCKUM, XOTsI B HACTOSIIIIee BpeMsT HOBOOOpa3oBa-
HUS Y IeTell OTCYTCTBYIOT.

B panee mpoBeneHHBIX HAMU HMCCeqoBaHUAX [7, 8]
MOKa3aHo, YTO BAXKHEHIIMM TTPU3HAKOM HAPYIICHUS M-
MyHOTeHe3a Tt NI 1, 2-TO TTOKOJEHUSI, TIOABEPTIITNXCST
BO3/ICHCTBUIO paaualiuy B pesybrate aBapuu Ha YADC,
SIBJISIETCS YBEJIMUEHME BBIXOJIA B MTepU(epUIECKyI0 KPOBb
KJIETOK, HECYIIMX PEIenTop I WHAYKIIMHU arorro3a
(CD95+ -nmumdbouuToB), 4TO MOXKET OBbITh TpaKTOBa-
HO KaK TIPOSIBJIeHWE TOTOBHOCTH K amonTo3y. Bo3amoxk-
HO, 3TO CBSI3aHO C TIEPETIPOU3BOICTBOM «HEITOJTHOIICH-
HBIX» KJIETOK Y UX aKTUBHBIM BBIXOJAOM B IIUPKYJISIINIO.

[Mo-BuauMoMy, 3TO SIBIE€HME CJEOyeT paccMaTpuBaTh
Kak (eHOMEH <«paHHero crapeHus KieTok». OmHakKo
HE UCKJIIOYEHO, YTO UMEET MECTO 3allMTHBII KOMIMeHca-
TOPHBII MEXaHU3M, TTIO3BOJISIIONINIT YCKOPUTD BbIBEICHUE
U3 LUPKYJISLUU KJIETOK C LIUTOTEHETUYECKUMU W/WIU
(YyHKIMOHATBLHBIMU HapyllIeHUusIMU (puc. 4).

Y neteil, mpoxwuBarOUIMX B paavallMOHHO-3arps3-
HEHHBIX TEPPUTOPUSIX, OTMEUEH BBICOKHI1 YPOBEHb T'O-
TOBHOCTH K aroITo3y, MpU4eM y IeTeil 2-ro MOKOJeHUs
OH BbllIE (HAa yPOBHE TEHJEHIIMM), YeM Y ieTelt 1-ro no-
KOJIEHUSI. DTUM, BEPOSITHO, B OOJIbILIEN CTENIEHU MOXHO
OOBSICHUTh BOCCTAaHOBUTEJbHbIE CIOCOOHOCTH Opra-
HU3Ma JieTell 2-TO MOKOJeHUs. YKa3aHHbIe pe3yJbTaThbl
KOPPEJUPYIOT C NaHHBIMU, MOJYYEHHBIMU TIPU OLIEHKE
KapuoJIOTMYECKUX TToKa3aTesieit MUKPOSIIEPHOTO TECTa.

Bospacralomuit uHTEpec K Ipolieccy aronTosa, OT-
KpbITOMy TIouTH 40 JIeT Ha3a/l, CBSI3aH C PSIAOM IMPOKUX
MePCNeKTUB, OTKPBIBAIOLIMXCS MPU UCCAeJOBAHUU TIPO-
rpaMMUpPYeMOil KJIETOUHOI cmepTu. M3ydyeHue arornrosa
0Ka3ajioChb OYeHb TMPOMYKTUBHBIM ISl TIOHUMAHUS psijia
BaXKHENIIMX TIPOLIECCOB U SIBJIEHUI (BKJIIOYAsI UMMYHHBII
TOMEOCTa3 U OHKOTeHEe3), a TakXke ITUOJIOIUU psijia 3a00-
neBaHuii [21]. OgHa M3 BaxHeWIMX (YHKIIWK aronTo-
32 — 2JIMMUHALMSI MOBPEXICHHBIX HEXU3HECTTOCOOHBIX
KJIETOK WIM KJIETOK C reHeThdecKuMu myrtauusmu. Cy-
LIECTBYET OTPOMHOE KOJMYECTBO (PakTOpOB, 3amycKaro-
LIMX MPOLECCHl aronTo3a, CPeAU KOTOPBIX BaXKHAsl POJb
OTBOIUTCS paavalivuu. AMONTo3 TpeacTaBisieT coboi 3a-
MPOrpaMMUPOBAHHYIO TUOETb KJIETOK, HaIpaBIeHHYIO
Ha YTWJIN3ALIUIO CTapbIX U HAPAaOOTAHHBIX KJIETOK.

ABneHue anonTo3a (MO MOKAa3aTeal0 BbICOKOTO
ypoBHsE CD95) cnocoOCTBYeT aKTMBHOW 3IMMWHAILIAMN
MU3TEHOMHBIX KJIeTOK. Tak, 1o HallluM JaHHBIM, Y MO/~
Bepriuuxcst o0Jy4eHUIO NeTell MOBbIIIEHUE MoKa3aTess
otMmevaetcs B 40—70% cnydyaeB, B TO BpeMsl KaK y Jie-
Tell KOHTPOJBHOM TPYMITBI 3TOT MOKa3aTeb COCTABISIET

35 77

10 17

0 + : v
1-¢ noKodeHHE 2-¢ MoKOIeHHe Hopua

Puc. 4. Tloka3zareau roToBHOCTH K anonTo3y (ypoBenr CD95+
-uMQOUMTOB) y IeTeil PA3IMYHBIX NOKOJIEHHI, OABEPTIIUXCS
JIeiiCTBHIO NIOHU3UPYIOIEr0 U3JTyYeHHUs.
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10-30%. Ilo maHHBIM psiga aBTOPOB, HEKOTOpHIE Ma-
TOJIOTMYECKWE TIPOLIECCHI, OOYCIOBICHHBIE YCUJICHUEM
arrorTo3a, WHAYLIMPYIOTCS MOHU3UPYIOIIEH pagualnei.
I[Ipu 5TOM TIpEeMMYIIECTBEHHO TUOHYT JUM@OUTHbIE
KJIeTKA W pa3BUBaeTCsd WMMYHHash HEIOCTAaTOYHOCTb.
MMeHHO Takoii MexaHU3M Mbl HaOJomanu y o0cseno-
BaHHBIX Hamu nieteii uepe3 10—15 et mocie Bo3neitcTBust
MOHU3MPYIOIIEro u3aydeHus. B To Xe Bpemsi B pabo-
te C.A. IlymkapeBa [22] moka3aHO, YTO MHOTOJIETHEE
HU3KOMHTEHCUBHOE BO3IEUCTBUE PAIMOAKTUBHBIX W3-
JlydeHuit yepe3 57—58 et rocie Havyasa o0JydeHUsT Ha-
cenenust BeaencrBue aBapuu Ha [10 «Masik» cHMXaet
CMoCOOHOCTh JMMQOLUMTOB Tieprucepruueckoii KpoBHU
K TUOENTH TT0 MeXaHW3MY aronTo3a.

B pesynbrate TOCTOSIHHOTO BO3HUKHOBEHUS TIep-
BUYHBIX TTOBPEXICHWII B YCIOBUSX XPOHWYECKOTO JIeii-
CTBUSI paauallMM W WX KJIETOYHOTO <«TUPAXKUPOBAHUSI»
B OpraHM3Me TIEPCUCTUPYET OTPOMHBIN CIEKTP KIIETOK
C Ppa3HOOOpa3HbIMU AUCTEHOMHBIMU 3hdeKTaMu: My-
TaUMsIMA M BHETJIAHOBOMW CyMpeccueii/sKCrpeccueit re-
HOB, CTPYKTYPHBIMU MYTAIISIMU XPOMOCOM (JIEJIELIUSIMU,
WHBEPCUSIMU, TPAHCJIOKAIMSIMA) U MOHO-/TPUCOMUSIMH,
YTO MPUBOIUT K TIEPEXOIy YHACIEIOBAHHBIX BPEIHBIX pe-
LIECCUBHBIX MYTAllWil M3 TeTepO- B TeMH-/TOMO3UTOTHOE
cocrostHue. B To ke Bpems, TIO HAIlUM JAHHBIM, CHU-
SKEHHbIE BO3MOXHOCTM perapalii W TIOBBIIIEHHAST,
HO, BEpOSATHO, (PYHKIIMOHAIBHO HEIOCTATOUHO Peanu3yio-
1ast ce6s1 TOTOBHOCTB K aITONTO3Y MTPUBOAST K HAKOTUTEHUIO
MYTareHHOTO TPy3a, YTO B MOCJIEIYIOIIEM MOXET pea30-
BaThCsl aKTMBAlLIMEW KaHIleporeHe3a M AUCIMOpHUOTeHesa.
OnHako ciienyeT UMeTh B BUIY, UTO rocie YepHOoObUIbCKOM
aBapuu MpoIuio ToiabKo 30 JeT.

Bbonee yem uepes 50 et nmocie Hayaa XpOHUYECKOTO
pagvalOHHOTO BO3AECHCTBYS B TPYIIITE O0JTyYeHHBIX JIUI]
YPOBEHb anoNnTo3a JTUM(OIIMTOB KPOBU CHIKEH TTO CpaB-
HEHUIO ¢ AaHaJOTMYHBIM TIoKa3aTeJieM B KOHTpOJIE,
YTO TTPOTUBOPEYUT JAHHBIM O TTOBBIIIEHUH YaCTOTHI aIto-
1T03a y JIIO/IeH, TTOABEPTIINXCS XPOHUIECKOMY 00JTyde-
Huto [23]. MoxHOo Tipeanosaratb, 4To TPU IJIUTETBHO
MePCUCTUPYIOLIEN paIualliOHHON Harpy3Ke JaHHbIE OT-
JINYYSI CBSI3aHBI C TTOIABJICHUEM aIllONTOTUYECKOM Tnden
muMmbounToB. [TpenmonaoxeHne 0 HATMUYUKM YITHETAIOIIe-
ro IEVCTBUSI XPOHUUYECKOTO OOJTyYeHMST Ha CITOCOOHOCTh
KJIETOK K THOEIN TT0 MEXaHU3MY aIlorTo3a ObLIO BBICKA-
3aHO HEKOTOPBIMU aBTOPAaMM, COOOIIABIIMMHU 00 yrHE-
TEHWU p53-3aBUCUMOTO aIloNTO3a MO/ BIUSTHUEM XPOHU -
yeckoro oosryueHus [24].

Eme omHUM BO3MOXHBIM OOBSICHEHUEM CHUKEH-
HOTO YPOBHSI arionTo3a MOXKET OBbITh He3aBepIIeHHBIN
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XapakTep aronTOTUYECKON THOe YacTu KJIETOK, Koraa
rubenb KJIeTKM, HayaBIIasics Kak aronTo3, 3aBepliaeTcs
ruOeNbIo TI0 YT HEeKpOo3a U3-3a WCTOIIEHUSI SHEePreTH -
yeckux pecypcoB. CHUXEHHasi 4acToTa anomnTo3a y Jio-
JIeil, TIOABEPIIINXCS XPOHUYECKOMY OOJIy4eHUIO, MOXKET
CBUETEJILCTBOBATh 00 YBEJIMYEHUU KOJMYECTBA KIIETOK,
He CITIOCOOHBIX 3aBEPIIUTH AIlOITO3, YTO MTPUBOJIUT K BbI-
paxkeHHoOI Aerpagauuu reHoMa [25]. [Tonarasick Ha co0-
CTBEHHBIE WCCJENOBAaHUS W JaHHBIC JUTepaTyphl [26],
MbI BIIpaBe MPEAIOoI0XUTh, YTO BCJIE 3a MOBPEXISHUEM
JHK mnpoucxonut BKJIIOUEHUE 3allIMTHOTO MeXaHM3Ma
¢ akTuBaluMen Oesnka pS3, KOHTPOJIUPYIOUIETO LENTOCT-
HocTh reHoMmHo# JIHK, apect aHOMaslbHBIX KJIETOK
(c nuroreHernyeckumu HapyueHusimu) B G1 ¢ase c mo-
clefyloleil MHAYKIMENW amonTo3a. Takoi MeXaHU3M,
C Hallel TOYKW 3PEHUSI, TTO3BOJISIET COXPAHUTh KJIETOY-
HbIIl TOMeocTa3 U U30exarb (OPMUPOBAHUS KJIOHA KJle-
TOK C OIyX0JIeBOU TpaHchopMalMed, T.e. MpeaynpeauThb
pa3BUTHE OHKOTEHHOTO 3¢hdeKTa KaK y HaceJeHUsI, TTO/1-
BEPrIIerocs XpOHNYECKOMY O0JIyUEHUIO B MaJIbIX J103aX,
TaK U 'y TOTOMKOB OOJTy4YeHHBIX.

BbiBOADI

1. MuKposiiepHbIil TECT B KJIeTKax OyKKaJIbHOTO 3IH-
TeJIMsI BO3MOXHO UCITOIb30BaTh JUISI OLIEHKM MTOCIeICTBUMN
MYTareHHOTO JIEiCTBUSI MIOHU3UPYIOLLIEH pafualiu.

2. [TonyyeHHBIE B MCCIEIOBAHUYN JaHHBIE TTIO3BOJISIIOT
paccMaTpuBaTh OTIEJIbHbIC IIUTOTEHETUYECKHE ToKa3a-
TeJIu y JeTeil 2-ro MOKOJEHUs OT OOJIydeHHBIX MaTepeit
B KayecTBe MPEeIMKTOPOB KaHIleporeHe3a (MUKpOsiIpa,
MPOTPY3UN).

3. IlokazaHa BO3MOXHOCTh TpaHCTeHEpPallMOHHOMN
nepenayd TEHOMHOW HeCTaOWJIBHOCTU B TTOKOJEHMSIX
JIVILL, TIOJBEPTIINXCS BO3AEHCTBUIO paualivu.

4. TlonyyeHHbIe HAMU JaHHbIE 00 YCUJIEHUU KJIETOY-
Holl mpoaudepalui, HaIpaBleHHOW Ha 00pa3oBaHUE
HOBBIX KJIETOK, 3aMelIaloNIMX MOBPEXACHHBIE WIN T10-
ruduIMe KjaeTKu, Mo HalleMy MHEHUIO, MOTYT ObITh J0-
MOJTHUTETLHBIM TTPOTHOCTUYECKUM TTPU3HAKOM MX KaH-
LIEpOTeHHOI aKTUBHOCTH.

5. BhisiBeHHas1 HAMU BbICOKAsi KOPPEJSILUS Kapuo-
JIOTUYECKUX TIOKa3aTesieil MUKPOSIIEPHOTO TecTa C yBe-
JIMYEHWEeM BBIXOJa B MepudepruyecKylo KpoBb KIIETOK,
HECYIIMX PeLieTnITOp ISl MHAMKAILIMY arlorTo3a, MOATBEP-
JKJIAeT, 4TO y JIUII, TIOJYIMBIINX paauallMOHHOE BO3Ie-
cTBHME, (DYHKUIMOHUPYET 3aIIUTHBIA MeXaHU3M, TO3BO-
JISIIOIIUI YCKOPUTh BBIBEJIEHUE U3 LUPKYJSIAU KIETKU
C IUTOTEHETUYECKUMU 1/WUJK (PYHKITMOHAIBHBIMU Hapy-
IIEHWSIMH.

BecTH repuHarosn neauatp 2015; 4: 6—10. (Baleva L.S., Sipy-
agina A.E., Karakhan N.M. The state of health of children
population of Russia affected by radioactive contamination
following the accident at the Chernobyl nuclear power plant.
The results of the 29-year observational study of Children’s
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CocTosiHue 310pOBbsl NOAPOCTKOB, MPOKUBAIOIIMX B YCJIOBUSX CPEIHUX IIMPOT
i Esponeiickoro Cesepa, B 3aBUCUMOCTH OT HAJMYNS TEXHOTEHHOT0 3arpsi3HEeHUsI

J.A. Kysneyosa, E.H. Cuzosa, B.U. Ilupkun

BATCKMI rocyaapCTBEHHbIN N'YMaHUTapHbIA YHUBEPCUTET; BATCKMIA coLmanbHO-3KOHOMUYECKUIA MHCTUTYT, . Knpos; KasaH-
CKWI rocyfapCTBEHHbI MEOULNHCKUI YHUBEPCUTET

The health status of adolescents living at mid-latitude or in the European North in relation
to anthropogenic pollution

D.A. Kuznetsova, E.N. Sizova, V.I. Tsirkin

Vyatka State University for the Humanities; Vyatka Socioeconomic University, Kirov; Kazan State Medical University

IIpoBeneno cpaBHeHHe pacnpeaeeHus MO rpynnam 310poBbs noaApocTKoB 14 et (#=707), NPOKUBAIMNX C POKIAEHHS B YCIOBUIX
cpeannx mupot (r. Kupos u r. SIpanck) u Esponeiickoro Cesepa (r. ¥Yxra u noc. Ceapio) ¢ ejblo onpeneieHus BINAHUS TEXHO-
TeHHOTr0 3arpsi3HeHMs1 B Pa3HBIX IIMPOTAX HA TOT NMOKAa3arelb. YCTAHOBJIEHO, 4To ycioBus Epponeiickoro CeBepa B oTCyTCTBHE
TEXHOTEHHOTO 3arpsi3HEHNs] He BJIUAIOT HA KoimdecTBO 14-j1eTHUX MaibuuKoB u AeBodek, nmeommx I, I, ITL,IV u V rpynnsi 3n0po-
Bbsl. TexHOreHHOE 3arpsi3HeHHe CHIZKAET KOJIMYeCTBO MOAPOCcTKOB ¢ I rpynmoii 310poBbs, npoxusaomux Ha Esponeiickom Cesepe,
He BJIMSAS HA 3TOT MOKa3aTelb Y MOAPOCTKOB, MPOKMUBAIOMINX B CPEIHUX HIMPOTAX, HO, HE3ABUCUMO OT reorpaduyecKoii MUpPOThI
MeCTa MPOKUBAHUSA, MOBbIMAET KouyecTBo Jul co Il rpynnoii 310poBbs, He BJMsAS Npu 3TOM Ha KosmdecTBo jwi ¢ I1I, IVu V
TPyNnamu 3710pPOBbsl.

Karoueswte caoea: demu, noopocmiu, epynnut 300posws, Esponetickuii Cesep, cpedHue wiupomot, mexHoeeHHOe 3aepsi3HeHue.

The distribution of health groups among 14-year-old adolescents (n = 707) living since birth under the conditions of mid-latitudes
(the towns of Kirov and Yaransk) and in the European North (the town of Ukhta and the settlement of Sedyu) was compared to deter-
mine the impact of anthropogenic pollution at different latitudes on this indicator. It was shown that the conditions of the European
North in the absence of anthropogenic pollution failed to affect the number of 14-year-old boys and girls having health groups I, II,
111, IV, and V. Anthropogenic pollution was found to decline the number of health group I adolescents living in the European North,
without influencing this indicator in those dwelling at mid-latitudes, but, in spite of the latitude of their residence, to increase that of

persons with health group II, without having an impact on the number of persons with health groups III, IV, and V.

Key words: children, adolescents, health groups, European North, mid-latitudes, anthropogenic pollution.

HOKa3aTeJ'[b pacrpenesieHUs] 1O TpynIam 310po-
BbsI JIeTell M TIOJPOCTKOB IIIMPOKO MCIIOJb3yeTCs
IJIST OTPaKEHUSI YPOBHSI 3M0POBbSI MCCIENYeMOM T10-
nynsiunu [1—6]. B psime paboT 2TOT moka3aTeb aHaIM-
3UpyeTcs IS IeTell, MPOXMBAIOIIMX B CPETHUX IIMPO-
Ttax [4—7]. [lpn 3TOM TOKa3aHO, YTO Ha TEPPUTOPUSIX
C TEeXHOTEHHBIM 3arpsiI3HEHWEeM CHUXEHO KOJIMYECTBO
nereit ¢ I rpynmoit 310poBbsl 1 TTOBBIIIIEHO KOJUYECTBO
nereit co Il rpynmoit 3m0poBbs, T.e. ¢ QYHKIIMOHATb-
HBIMU OTKJIOHeHUsIMU [4—6]. MMeroTcsT emMHUYHbBIC
CBEJICHUSI O pacripele/IeHUH 110 TpyInaM 3710pOBbs Jie-
el 1 moapoctkoB EBpomeiickoro Cesepa [7]. OmHa-
KO HEe TpPOBEIEHO CpaBHEHME C TOMYJISIIUSIMU JETei,
MPOXUBAIOIINX B CPEIHUX IIUPOTaX, U OTCYTCTBYIOT

© KonnekTtune aBTopos, 2016
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DOI: 10.21508/1027-4065-2016-61-3-95-99

Anpec g koppecnonaenuun: KysHenosa Jlapbst AjieKcaHIpoOBHA — aclUpaHT
Kadenpsl MeIMKO-OMOTOTHYeCKUX MUCHUIUINH baky/ibreta (hu3ndeckoit
KYJIBTYpbI BSTCKOTO rocy1apcTBEHHOTO T'yMaHUTAPHOTO YHUBEPCUTETA.
610001 Kupos, yi. KpacHoapmeiickasi, 1. 26

Cusosa Enena HukonaeBHa — 1.0.H., IOLIEHT, 3aB. Kadeapoit MeanKo-01oI0-
IMYeCKUX TUCLIUILTMH BSITCKOTrO colMaibHO-9KOHOMUYECKOTO MHCTUTYTa
610001 Kupos, yi. Kazanckas, 1. 91

Uwupkun Bukrop MBaHOBUY — 1.M.H., 1pod. Kadeapsl HOpMaTbHOU (hr3n0I0-
run KazaHCcKOro rocy1apcTBeHHOrO MEAMLIMHCKOTO YHUBEPCUTETA

420012 Ka3zans, yi1. Byrieposa, 1. 49

CBEIEHUsS O BIUSHUM TEXHOTEHHOIO 3arpsi3HEHUS
Ha 3TOT TOKa3aTesb. B CBSI3M ¢ BBHIIIECKA3aHHBIM M C
yu4eToM mepcriekKTuB ocBoeHMsi CeBepa B HacTOSI-
meil pabore OBIIAa TTOCTaBJICHA 1IeJIb — OLIEHUTH BIIMSI-
HUEe TEXHOTeHHOTO 3arps3HeHWsI Ha pachpeieieHue
11O TPYIITaM 300pOBbs 14-JTeTHUX TMTOAPOCTKOB, TTPOXKU-
BaIOIIMX OT MOMEHTAa POXAECHUS B YCIOBUSIX CPETHUX
mupoT unu EBponeiickoro Ceepa.

MeTopbl uccnepoBaHusa

TIpoBeneH peTPOCTIEKTUBHBIN aHaIu3 amOyaaTop-
HBIX KapT ydeTHoit (opmbl 112-Y mnsa 319 nesouexk
u 388 manpuukoB 1995 1 1996 rT. poxxaeHUs, TOCTUTIIINX
Ha MoMeHT ucciieqoBanus 14 yet. Cpeny Hux B . Kupose
(58°36' c.m1.) mposkuBanu 107 neBodek u 133 manbyumka,
B T. SIpancke (57°18' c.m.) — cooTBeTcTBEHHO 79 M 83,
B L. Yxte (63°34' c.mr.) — 108 u 147 n B mocenke Cenpio
(63°33' c.ur.) — 25 m 25. JI1 Kaxkaoro HaceJIeHHOTO MTyHK-
Ta olleHUBaIN 15 KiimMaToreorpaduuecKrx rmokas3areseit
3a 14 aet (¢ 1996 mo 2010 1.), cBeAeHUSI O KOTOPBIX ObLTH
MOJY9eHBbI M3 PETHUOHAJIBHBIX JOKIam0B «O COCTOSHUU
OKpYyXKalolleil MpupoaHoii cpeabl» o KupoBckoit oba-
ctu u Pecniyonuke Komu. Kpome Toro, o utoram 2011 .
OLIEHWBaIM 24 MoKasarteJisi, B TOM 4nciie 6 femorpacdude-
CKMX, 7 collMajgbHO-3KOHOMUYecKux 1 11 rokasarenei,
XapaKTepU3yIOlINX YPOBEHb MEIUIIMHCKOTO OOCTYXKU-
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BaHUs, CBEJCHUS 10 KOTOPBIM TOJyJaIn U3 opuIInaib-
HBIX UICTOUHMKOB o Kuposckoii oonactu u Pecriyonuke
Komu [8§—10].

ST KaXXaoTo HAaceJIeHHOTO IyHKTa MPOaHaTu3upo-
BaHHI 3a 5 JieT (¢ 2006 mo 2010 rr) KOHIIEHTpAIUHY TITe-
CTU OCHOBHBIX 3arpsI3HUTEJIEl — B3BEIIEHHBIX BEILECTB,
SO,, CO, NO,, dopmanbrernna u 6ens(a)nepena. Cae-
JIEHWST O HUX TIOJIy4eHBI U3 €XKETOMHBIX PeTMOHATbHBIX
noknanoB o Kuposckoit obnactu n Pecriyonuke Komu
[11, 12]. Kaxnprit u3 6 mokasarteseil BeIpaxkaiu B MT M>,
paccuMThiBasi CpenHIO U OIMOKY cpenHeir (Mzxm),
U OLIEHWBAJIM B TIPOIEHTAX OT MPEASTbHO JOMYCTUMOM
koHueHTtpauuu (IMJIK) [13].

PesynbraThl nccienoBaHus ObLTA TTOABEPTHYTHI CTa-
TUCTUYECKOMY aHanmusy [14]. Paznuuusi KoaudyecTBeH-
HBIX ITOKa3aTesieil OleHUBaIN 10 -Kputeprio CThIOAeH-
Ta, a KaUeCTBEHHBIX — 10 X2. Bo Bcex ciyvasx pasnmudus
CYUTAITA CTATUCTUYECKU 3HAUMMBIMU TipH p<0,05.

PesynbTaThbl M 06CyXaeHne

Knumaroreorpaduyeckue XapakTepucTUKd TOPOIOB
Kuposa, fApancka, Yxtel u noc. Ceapro. CpenHerononasi
temniepatypa B I. Kupose + 2,2°C, B 1. flpancke + 2,2°C,
BT ¥xte — 1,1°C, B 1. Cenpto — 1,1°C.

Takum o0Opa3oMm, HaceJeHHBIE ITYHKTBI, PacIIOIO-
>KEHHBbIE B CPETHUX IIUPOTax, T.e. T. Kupos u T. dpaHck,
HE pa3IMvaroTcs MeXIy COOO0M 10 KIIMMaTUIECKHUM YCII0-
BMSIM, HO OTJIMYAIOTCS OT HACeJeHHBIX MyHKTOB EBpo-
neiickoro CeBepa — I. YxThbI, TToc. Cenplo, MeXIy KOTO-
PBIMU TaK3Ke HEeT pa3Inuuii.

Jlemorpamyeckue M COUMATLHO-3KOHOMUYECKHE Xa-
PAKTEPUCTHKHM HACEJIEHHBIX MYHKTOB. Pe3ynbTaThl McClie-
JIOBAHMST TIOKA3bIBAIOT, YTO OCHOBHbBIE Pa3IN4YUs MEXKIY
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HaceJleHHbIMU TIYHKTaMU KacaloTCsI OTHOCHUTEJbHOM
CTOMMOCTH KOMMYHAJIBHBIX YCIYT W MPOAYKTOB THTA-
Hus (B T. ¥xTe u noc. Cenpio oHN HUKe, yeM B T. Kupose
U I. SIpaHcKe), YpOBHSI TOCTIUTAIN3AIIMN JIETCKOTO Hace-
neHust (B . Yxre u noc. Cenbto HUXe, yeM B I. Kupose
u T. SlpaHcke), 00eCreYeHHOCTH NeTeil OOJbHUUYHBIMU
koiikamu (B . ¥xte u noc. Cenblo HUXe, yeMm B . Ku-
poOBE), CTOMMOCTHA CKOpPOW M amMOyJIaTOPHOI TMOMOIIHU
(B 1. Yxte u moc. Cenpto Huxke, yeM B T. KupoBe u . fApan-
CK€) U CTOMMOCTH CTallMOHApHOW Tomolu (B I YXTe
u moc. Cenpio Bbile, yeM B I. KupoBe, HO HIXe, YeM
B . SIpaHcke). OmHako moJyiaraeM, UTO 3TH Pa3JIMuMsI
He JOJDKHBI OTpaXkaThCsl Ha XapaKTepe pacrpeneseHUs
MTOAPOCTKOB TTO TPYITIaM 310POBbSI.

XapakTepucTHKa TEXHOTEHHOIO 3arpsA3HeHUs Hace-
JIEHHbIX MYHKTOB. YcTaHOB/IeHO (Tabj. 1), yto B . Ku-
pose mipesbiiieHa 11K dopmanbaernga (0,006 mpoTus
0,003 mr/™M* — B 2 pa3a) u 6ens(a)mupena (0,19-107 mpo-
B 0,10-103 mr/M3 — B 1,9 pa3a), a B T. ¥YxTe — GeH3(a)
mmupeHa (0,14-10 npotus 0,10- 10 mr/M® — B 1,4 paza).
Bce ocranbHble TOKazaTead B 4YEThIpEX HaCeJEeHHBIX
nyHkTax Hxe [TAK.

Ilpu cpaBHeHuun ropomoB I. Kuposa u 1. SpaH-
cKa, pacriojIOXXeHHBIX B CPEeIHUX IIMpOTaX, IMOKa3aHo,
yto B I. KupoBe BHIlIe comepKaHWEe B3BEIIEHHBIX Be-
mecTB (B 6,5 pa3a), nuokcuaa cepsl (B 3,3 pasa), OKCH-
na yriaepona (B 55 pa3), okcuaa azota (B 60 pa3s), popMm-
anpaernna (B 19 pa3) m Oens(a)nmupeHa (B 2,0 pasa).
IMostomy T. KupoB MOXHO paclieHWBaThb KaK TOpOJI
C BBICOKMM YPOBHEM TEXHOTEHHOTO 3arpsi3HeHUs, a T.
SIpaHcK — ¢ HU3KMM ypoBHeM. [Ipu cpaBHeHMHM Hace-
JIEHHBIX TYHKTOB, PACMOJOXEHHBIX Ha TeppuTOopun EB-
poreiickorom CeBepa, ITOKa3aHO, YTO B I. YXTE BEIIIE

Tab6auya 1. Cpennee (3a 1996—2010 rr.) KomuecTBo BoIOPocoB B atMocdepy noc. Cenpio u ropoaos fApanck, Kupos, Yxra

3arpsI3HSIONINE BEIeCTBa MAK moc. Cezipio I. SIpaHck r. Kupos L. YxTa

B3BelIeHHbIE 0,150 0,031£0,001 0,016%0,001 0,100£0,001 0,040+0,001
IS (100) (20,8) (10,3) (66,7) (26,6)

0,050 0,0001%0,001 0,001+0,001 0,002+0,001 0,001x0,001
JInokcuma cepbl

(100) 0,2) (1,8) (3,6) (2,0)

3,000 0,013x0,001 0,380=x0,001 1,260+0,08 0,960+0,08
Oxkcun yriepona

(100) 0.5) (12,7) (42,0) (32,0)

0,060 0,0001%0,001 0,0004+0,001 0,022+0,001 0,039+0,01
Okcup azota

(100) 0,2) 0,7) (36,7) (65,0)

0,003 0,0001%0,001 0,0001=£0,001 0,006%0,001 0,002+0,01
Dopmarbrerun

(100) (3,3) (3,3) (200,0) (66,7)

0,1 0,01+0,01 0,02+0,01 0,19%+0,20 0,14%0,05

bens(a)mupen

(100) (10,0) (20,0) (190,0) (140,0)

Tlpumeuanue. TpencrasneHsl JaHHble B Mr/mM> (M=+m), B ckobkax — % ot [1JK. [locTtoBepHOCTh pa3nuuuii mokasateneit mexay . Kupos u r.

SApanck, . Yxra u noc. Ceabio p<0,05.
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colepxaHue B3BelIeHHbIX BemiecTB (B 1,3 pasa), nu-
okcuna cepol (B 10 pa3), okcuna yriepoaa (B 71 pas),
okcupa azora (B 39 pas), ¢opmanbueruaa (B 20 pas)
n 6enHs(a)mupeHa (B 14 paz). [Tosatomy 1. YXTYy MOXHO
pacleHMBaTh KaK TOPOJ C BBICOKMM TEXHOTEHHBIM 3a-
rpsi3HeHUeM, a oc. Ceblo — KaK TEPPUTOPUIO ¢ HU3KUM
YPOBHEM TeXHOTeHHOTo 3arpsisHeHms. [Ipw cpaBHeHUM
noc. Cenpio U T. Sl paHcka ycTaHOBJIEHO, uTO B TToc. Cefiplo
HUXXe conepkaHue nauokcuaa cepbl (B 9 pas). Paznuuwms
OCTaJIbHBIX 5 ToKaszaTellell (comepkaHWe B3BELIEHHBIX
BEILIECTB, OKCUA yIiiepona, OKCuaa a3oTa, hopMabie-
runa v 6eH(a)nmupeHa) ObUTU CTATUCTUYECKU HE3HAUUMBI.
DTH maHHBIE TO3BOJSTIOT paccMmarpuBath moc. Ceabio
u T. fdpaHcK Kak HaceJeHHBbIE MyHKTHI, UMEIOIINX OT-
HOCHUTEJTbHO OIWHAKOBBI HU3KUI YPOBEHb TEXHOTE€H-
HOTO 3arpsi3HEHMSsI, HO CYIIECTBEHHO pa3nJarolinuecst
10 KJIMMaToreorpauIecKnM XapaKTepruCTUKAM.

IMpencraBieHHbIe pe3yabTaThl MO3BOJSIIOT CYUTATh,
YTO BBIOpaHHBIE HAMU MOJEIU CpPaBHEHUST HACEIeHHBIX
IMyHKTOB TTO3BOJISTIOT OLEHWTh BIUSHUE TEXHOTEHHBIX
3arpsI3HEHUI Ha 3I0POBbE MOAPOCTKOB, MPOXKUBAIOIINX
B pa3HBIX KJIMMaToreorpacdudeckux yciaousix (EBpomneii-
ckuit CeBep M CpeIHUE IIUPOTHI).

XapakTepucTHKa pacnpelesieHusi M0 Tpynnam 3710po-
Bbsl 14-j1eTHUX MoApPocTKOB. Hamu ycTtaHoBieHo (Tab1.2),
YTO KOJIMYECTBO AeBoueK 14 neT ¢ I rpynmoit 3mopoBbst
B roponax Kwupos, fApanck, Yxra u noc. Cenpto cocta-
BWJIO COOTBETCTBEHHO 6,5, 11,4, 3,7 1 20,0%, a manbun-

KoB — 12,8, 13,3, 3,4 u 16,0%. I1pu 3TOM BCE pa3inuusi
MeXIy IeBOYKAMM M MaJIbuMKaMU 1o | rpymme 310poBbs
(KaK ¥ Mo OCTaJIbHBIM TpYINam) il KaXkI0ro HacesJeH-
HOTO TIYHKTA OBIJIM CTATUCTUYECKU HE3HAYMMBI, YTO TTO-
3BOJISIET TIPOBOJUTL CpaBHEHUE C JAHHBIMU JIUTEPATYPHI
0e3 yuerta nona. [lomydeHHBIE HaMU JaHHbBIE ObLIV HIKE
CpemHero TpolleHTa 1Mo Poccuum Uit 5TOM BO3pacTHOIM
IpymIbl, KoTophlit coctaBua B 2011 1. 16,4% [3].

Hamu BriepBbIe MToKa3zaHo, 4TO B ycJIoBUsIX EBpomeii-
ckoro CeBepa TeXHOTEHHOE 3arpsi3HEHKE BIUSIET HA CHU-
JKeHHMe KOJMYeCTBa JEeBOYEK W MaJIbdMKoOB ¢ | Tpyrmmoii
3M0pOBbsl.  JIeMCTBUTENIBHO, OTHOCHUTEIBHO JI€BOYEK
B I. YXTe 3TOT nokasaresb coctaBui 3,7% npotus 20,0%
B 1ioc. Ceanio (p<0,05 o kputepuio X?), a y MaTbYNKOB —
3,4% npotus 16,0% (p<0,05). B To ke BpeMs y TTPOXM-
BaloOIIMX B CPEIHUX ITMPOTAX TEXHOTEHHOE 3arpsi3HEHHe
He BJIMSIJIO Ha KOJIMYECTBO TTOIPOCTKOB ¢ I Tpyrmoii 3mo-
POBbBSI (HATIpUMep, JIJIsT IeBOYEK ITOT MoKa3aTesb B T. Ku-
poBe coctaBui 6,5%, a B T. dpancke — 11,4%; p>0,05).
DTH TaHHBIE TTPOTUBOPEYAT MCCIIEAOBAHUSIM, MPOBEACH-
HBIM B OTHOIIEHUH TIOJPOCTKOB, TTPOKUBAIOIINX B CPEI-
HUX IKUpoTax, B ToM uucie B Camapckoii [4], OpeHOypr-
cKoit [6] obmactsax u T. bpsHcke [5], cormacHO KOTOPBIM
HaJInure TEXHOTeHHOTO 3arpsi3HEHMs] CHUXKAET KOJIMYe-
CTBO TIOJIPOCTKOB ¢ | TpyImoii 3mopoBbsi. DTO MPOTUBO-
peurie MBI OOBSICHSIEM TeM, UTO B I. KpoBe ypoBeHb TeX-
HOTEHHOTO 3arpsi3HeHUs] HIXKe, YeM Ha TepeurCIIeHHBIX
TEPPUTOPUSIX.

Tab6auya 2. Pacnpenenenue (B %) 14-neTHux noapocTtkos noc. Ceapio u . Kuposa, r. fIpancka u r. YXTbI 0 rpynnam 3710poBbs

moc. Cenpio (C) . Apanck (1)

. Kupos (K) . Yxra (Y)

- _ — _ JlocToBepHOCTH
- s ") e e 6<005)

I rpynna 300poBbst
pil| 20,0 11,4 6,5 3,7 Y/C; ¥/A
M 16,0 13,3 12,8 3.4 V/C; V/K; V/A

II rpyrnima 3mopoBbst
pil| 32,0 41,8 67,3 60,2 K/4;Y/C; V/A
M 36,0 51,8 57,1 60,5 y/C

111 rpynna 310poBbst
pil| 48,0 46,8 26,2 36,1 K/A
M 48,0 33,7 29,3 35,4

IV rpynna 310poBbst
a 0,0 0,0 0,0 0,0
M 0,0 1,2 0,8 0,7

V rpynna 310poBbsT
i 0,0 0,0 0,0 0,0
M 0,0 0,0 0,0 0,0

IIpumeuanue. p<0,05 — pa3nuuusi MeXIy HACEJIEHHBIMU ITyHKTAMU CTATUCTUUECKU 3HAYUMBI IO KPUTEPHIO X°. J] — 1eBOUKN; M — MaJTbYMKH.
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YcraHoBiieHO, 4TO TIpokMBaHMe Ha EBpomneiickom
CeBepe TIpU OTCYTCTBMM TEXHOTEHHOTO 3arpsi3HeHUSI
CTaTUCTUYECKM 3HAYMMO HE OTpakaeTcsl Ha CHMXe-
HUU KOJIMYECTBA TOIPOCTKOB ¢ | Tpymmoil 310poBbs:
B mnoc. Ceaplo MX KOJWYECTBO OBLIO TaKUM XKe,
Kak B I. dApanHcke (meBouek — 20,0 u 11,4%; p>0, 05);
MambarkoB — 16,0 1 13,3%; p>0, 05).

Takum 006pa3zoM, TO-BUAMMOMY, KOJUYECTBO IO~
poctkoB 14 yer ¢ | rpynmoit 310poBbst (HE3aBUCUMO
OT TI0J1a) CHUXAETCS! B perMOHaX C OTHOCUTEJIbHO BbI-
COKMM YPOBHEM TEXHOTE€HHOTO 3arpsi3HEHUs] WIM TIpU
YCJIOBUM COYETaHUSI YKa3aHHOTO HeOJIarornpusiTHOro
¢akTOopa ¢ IpyruMu, HarmpuMep B Cilydyae TMpOXKMBAHMS
Ha EBpomneiickom CeBepe. B oTcyTcTBHE TEXHOTEHHOTO
3arps3HEHMST TIPOXKMBAHKWE B YCIOBUAX EBpomeiickoro
CeBepa He CHUXKAET 3HaUEHUsI 9TOTO MTOKa3aTesl.

YcraHoBneHo (cM. Tabj. 2), 4TO KOJUYECTBO JEBO-
yek 14 met co Il rpymmoit 3mopoBbs B ropomax Kupose,
SApancke, Yxte u moc. Cenbio COCTaBUIIO COOTBETCTBEH -
Ho 67,3, 41,8, 60,2 u 32,0%, a manpuukoB — 57,1, 51,8,
60,5 u 36,0%. DT pe3ynbTaThl COBITAAIOT CO CPEIHUM
MpoleHTOM 110 Poccum [utst mTaHHOI BO3pACTHOM TPYITITBI
(6e3 yueTa mona), coctaBisiiomum 54,3% [3].

IlokazaHo, 4YTO cpeau JeBOYEK, MPOXKUBAIOIINX
B CPeIHUX IIMPOTaxX, HA TEPPUTOPHUSIX C TEXHOTEHHBIM
3arpsi3HeHueM ctaTucTudecku 3Haunumo (p<0,05) moBeI-
1eHo KoaudecTBo aull co I rpynmnoii 3mopoBbst (B . Ku-
poBe — 67,3% npotus 41,8% B 1. SIpaHcke). DTO YacTUU-
HO coryiacyercsl ¢ naHHbIMM o Camapckoit obmactu [4]
u bpsiHCKy [5], corjtlacHO KOTOPBIM TEXHOTEHHOE 3arpsi3-
HEHUe BIUSET Ha TOBBIIIEHNE KOJMYECTBA MOAPOCTKOB
co II rpynmoit 3mopoBbst. s MaTbuMKOB TaKoOi 3aKO-
HOMEPHOCTH He BbIsiBIIeHO (B T. Kupose — 57,1% npoTtus
51,8% B 1. dApancke; p>0,05).

Hamu BrmiepBble TIOKa3aHO, 4YTO JJI ITOAPOCTKOB,
poxXxuBaloux B ycioBusix EBponeiickom CeBepa, Tex-
HOTEHHOE 3arpsi3HeHUe TakKXXe CTaTUCTUYECKNW 3HAYMMO
(p<0,05) nmosbIiaet kKonuuectno Juil co I rpynmoii 310-
POBBs. DTO BBISBIIEHO U IS AeBoUeK (B T. Yxte — 60,2%,
B moc. Cenpto — 32,0%), u ana manbunkoB (60,5% mpo-
B 36,0%). B To XXe BpeMs TTOKa3aHO, UYTO TPU OTCYT-
CTBUM TEXHOTEHHOIO 3arpsi3HEHMs BTOT TloKa3aTellb
y noapocTkoB EBpomneiickoro CeBepa ObUI TaKUM Xe,
KakK y MOAPOCTKOB, MPOKUBAIOIINX B CPEAHUX ITUPOTAX
(cM. Tabu. 2).

Takum 0o6pa3oM, TEXHOTEHHOE 3arpsi3HeHUE BIIUSIET
Ha TIOBBIILIEHUE Cpelu TOAPOCTKOB 14 JeT KoaudyecTBa
jguu ¢ Il rpynmoii 3mopoBbst (11 A€BOYEK M3 CPEIHUX
IAPOT W JUISI IE€BOYEK M MAaJbUYMKOB, IMPOXUBAIOIINX
B ycinoBusax EBpomeiickoro Cesepa). B To e Bpewmsi
npoxuBaHue B yciaoBusix EBpomeiickoro Ceepa B OT-
CYTCTBUE TEXHOTEHHOTO 3arpsi3HEHUS He BIIUSIET HA 3TOT
rmokasareJib.

YcraHoBiieHO, 4YTO KoJinuecTBO moapoctkoB ¢ Il
IPYIITION 3M0pOBbsI (CTPAJAIONINX XPOHWMUECKUMH 3a00-
JIEBAaHUSAMU B CTaIUM KJIMHUYECKON PEMUCCUU, C pel-
KuMU obocTpeHusiMu) B ropogax Kupose, ApaHcke, Yxe
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u noc. Cenplo cpenu AeBOYEK COCTAaBUIO COOTBETCTBEH-
HO 26,2, 46,8, 36,1 u 48,0%, a maipbunkoB — 29,3, 33,7,
35,4 un 48,0%. Ilokazarenu B . Kupose u . Yxre Gim3-
KM K cpeiHeMy TpoleHTy (0e3 yyeta moja) no Poccuu
JIJIS 3TOM BO3pacTHOM rpymmsl — 26,2% [3]. [Toka3arenu
B noc. Cenplo U T. SdpaHcKe BBIIIe 3TUX 3HAYEHUIA, YTO,
MO HallleMy MHEHHWIO, MOXET OBbITh CJIEACTBUEM MEHee
JIOCTYITHOM CIEeINaJTu3UPOBAHHON MEIUIIMHCKONM TTOMO-
IIIM B MaJIBIX TOPOJIaX 1 CETbCKON MECTHOCTH MJIM HETTOJ-
HOTO BBI3OPOBIICHUS] KaK OJHOW M3 TPUUYMH Tepexoaa
ocTporo 3abosieBaHus B XxpoHuveckoe [2]. Hamm pesynb-
Tathbl 1O I. lpaHcKy u rtoc. Celbio COTJIacyIOTCS C TaHHbI-
mu O. B. IllepOonukoii [4], corlacCHO KOTOPHIM B CEJIb-
CKOI MECTHOCTM KoJn4ecTBO ToapocTtkos ¢ I rpynmoii
3/10pPOBbSI BBIIIIE, YEM B TOPOJIE.

Hamu BriepBbie mokazaHo (cM. TabJI. 2), 4TO TPU TeX-
HOTEHHOM 3arpsi3HEHUM He TIOBBIIIAETCS KOJUYECTBO
neBouek M ManpbuukoB ¢ III rpymmoit 3mopoBbsi, Hesa-
BUCUMO OT WX MPOXUBAHUS B YCIOBUSIX CPEAHUX IIUPOT
wi EBporeiickoro CeBepa. YcTaHOBJIEHO, UYTO TIPO-
xxuBaHue Ha EBpomeiickom CeBepe Tpu OTCYTCTBUM
TeXHOTeHHOTO 3arpsi3HEHUSI CTATUCTUUYECKM 3HAYUMO
He TIOBBIIIAeT KOJIMYeCTBO MoApocTKoB ¢ III rpymmoii
310poBbsl. TakuM 00pa3oM, TEXHOTEHHOE 3arpsi3HeHHE
HE YBEJMUMBAET PUCK Pa3BUTUSI XPOHUUYECKUX 3aboJie-
BaHUIi y MOAPOCTKOB 14 jieT 000ouX MOJOB HE3aBUCUMO
OT IIUPOTHOCTH MECTA MPOXKUBAHMSI.

Hamu ycraHnoBneHo (cM. TabJ1. 2), 4TO Cpenu IeBOUYEeK
YeThIpeX HaceJEeHHBIX MyHKTOB OTCYTCTBOBaM Juiia ¢ [V
TPYTIIO 310pOBbs (MMEIOIIE XPOHUUYECKHUe 3aboJieBa-
HUSI B aKTUBHOM CTaaWu W CTaIMU HECTOUKOW KIJIMHMU-
YeCcKOW PEMUCCUU C YaCTBIMU OOOCTPEHUSIMU); HE OBLIO
MOJIPOCTKOB (IEBOYEK M MaJIbuMKOB) C V IpymIioi 310-
poBbst (metu-uHBanUabl). B ropomax Kupose, fpaHcke
U YXTe uMeJIoCh 1o oJHOMY MasibuMKy ¢ [V rpynmoii 310-
pOBbsI, 4TO cocTaBuio coorBercTBeHHO 0,8, 1,2, 0,7%.
OpHako, cyas Mo KpUTepuio x* ¢ TornpaBkoii boHbep-
POHU, BBISIBIIEHHBIE pa3U4YUs MEXAYy HaceJIeHHBIMU
MyHKTaMU OBUIM CTATUCTUYECKM He3HauuMbl. OTMe-
TUM, 4TO TPOLIEHT MOAPOCTKOB, umeBIuX IV u V rpym-
bl 310pOBhs, B Toponax Kupose, Spancke, Yxre u moc.
Cenblo ObLT CYIIECTBEHHO HUXE, YeM CPEIHUI MPOLICHT
(6e3 yuera mosia) mo Poccuu mist 3Toit BO3pacTHOM rpyTi-
mel, paBHBIA 5,1% [3]. Takum oGpa3oM, MPOXMBaAHHE
B ycroBusix CeBepa, a TakXKe HaJIMUKMe TeXHOTEHHOTO 3a-
IpsI3HEHUsI (HEe3aBUCUMO OT TeorpauyecKoil IIMMPOTHI
MecTa TIPOXMBAaHUS) He YBEIWYMBAIOT PUCK Pa3BUTHS
TSDKEJTBIX XPOHUYECKMX 3a001eBaHUI ¥ MHBATUIU3ALINT
y 14-J1eTHUX TTOAPOCTKOB.

BbiBOAbI

1. IpoxuBanue B ycnoBusix EBponeiickoro Cee-
pa B OTCYTCTBUE TEXHOTEHHOTO 3arpsi3HEHUST HE BIIMSIET
Ha KOJIMYECTBO 14-JeTHUX MAJIbBUMKOB U JEBOYEK, UMEIO-
wwmx I, I, ITI, IV u V rpynmsl 3m0poBbsi.

2. Hanuuue TeXHOTEHHOTrO 3arpsi3HEHUsI CHU-
JKaeT TIPOLIEHT TIOAPOCTKOB ¢ | rpymrmoit 310poBbs,
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npoxuBatoimux Ha EBpomneiickom CeBepe, He Buss
Ha BTOT TOKa3aTeldb Yy TMOJPOCTKOB, TPOXUBAIOIINX
B CPEIHMX IIMPOTaX, HO MOBBIIIAET KOJUYECTBO JIUIL CO
I rpynmoii 3mopoBbst (Ha EBporneiickom CeBepe — y ne-
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OBMEH OlbITOM

B03M0OXKHOCTH THETHYECKOTO PA3HOO0OPA3MsA MPHKOPMA Y JIeTeil C OTATOIMEHHbIM
aJieprudecKuM aHAMHe30M

A.H. 3asvsa106a

BOY BMO «CaHkT-MeTepbyprckunin rocyaapCTBEHHbIM NeAMaTPUHECKUIA MEONLNHCKNIA yHUBEpCUTET» MuH3apasa Poccun

Possibilities of dietary diversification of complementary foods in children with a family
history of allergic diseases

A.N. Zavyalova

Saint Petersburg State Pediatric Medical University, Ministry of Health of Russia

IIpeacTaBieH ONbIT BBEJAEHHS MPOIAYKTOB MPUKOPMA JAETAM C MPOSIBICHUSIMHA NUIIEBOI ajutepruu. VIcnoib30Bajicst METO YeThipex-
JTHEBHO¥ pPOTAIM NMPOIYKTOB, NMpPe/JI0KEeHHbI KOJUIEKTHBOM aBTopoB HayuHoro nentpa 3moposbs aereii (2009) nas neteii ¢ Tpex
JeTHero Bo3pacra. Meroa MoauHIMPOBaH 1S JA€Teil MEPBOTO rojia XKNU3HM C NMPOSABJIECHASAMHE IO TMBAJEHTHON MUNIEBOI AJLTEPIUH,
YTO MO3BOJIMJIO MAKCHMMAJIBHO PACIHMPUTH ACCOPTHUMEHTHDIIi MepeYeHb MPOAYKTOB ¥ MUHUMH3MPOBATH KIMHUYECKHE MPOSABJICHUS
MUIIEBOH AJUIePrUH.

Crenianbl BbIBOIbI: /IS PA3HOOOPA3Hst ACCOPTHMEHTHOTO NePedHsi MPOAYKTOB MPHKOPMA 1eJ1€CO00PA3HO HCTOIb30BATh YeThIPEXTHEBHOE
POTALMOHHOE MEHIO0, Pa3pa0OTAHHOE KOJLIEKTHBOM aBTOpoB Hayunoro nenTpa 310poBbs jieteii; 0J101aMu EPBOTO NPUKOPMA JOJIKHbBI
OBITH JIETCKHE CTIENHATN3UPOBAHHBIE MPOIYKTHI IPOMBIILIEHHOTO PUTOTOBJIEHHSI C IOKA3AHHOI TMIT0A/LIEPIEHHOCTHIO.

Karoueevte caosa: demu, 6sederue npooyKmos npuKkopma, nuulesas ariepeus.

The paper presents the experience of complementary feeding in children with manifestations of food allergy. The 4-day food rotation
diet proposed by a group of authors from the Children’s Health Research Center (2009) for children 3 years of age and older has been
used. The diet has been modified for babies of the first year of life who have manifestations of polyvalent food allergy, which could
maximally extend the range of foods and minimize the clinical manifestations of food allergy.

It is concluded that to diversify the range of complementary foods, it is appropriate to use the 4-day food rotation diet designed by a
group of authors from the Children’s Health Research Center; the first complementary foods should include specialized commercial

infant formulas proven to be hypoallergenic.

Key words: children, complementary feeding, food allergy.

Hpo6neMbl MUIIEBOI aJlJIEpTUM BOJHYIOT BCe 0OJIb-
1Iee KOJMYECTBO pOAUTENNei. YBeaTndeHre mpoLeH-
Ta aTOIMKOB CpPeAy JETeil OTMEYAlOT U OTEYECTBEHHBIE,
" 3apybexXHble ucciaemoBarenu. [Ipobiema MHOTOTpaH-
Ha, CBsI3aHa C TEHETUYECKUMU (paKTopamMu, yXydIIeHueM
SKOJIOTMM, KayecTBa MPOAYKTOB. MaccuBHOE MeauKa-
MEHTO3HO€E BO3IIEWCTBHE OPTaHM3M ITOJIydaeT C MPOIyK-
TaMM TMUTaHUs, KOTOPbIE eCT Oyaylias MaTh, KOPMSIIIAsK
SKEHIIMHA, a B TIOCJIEAYIOIIEM U caM peOeHOK.

Ha mepBoM romy XM3HM camasi 4dacTasl ajuIeprHs
pa3BuUBaeTCs Ha OeJIKM KOpOBbeTo MoJioka. Kopwmsias
MaTh TPAAUIIMOHHO YCUJIEHHO €CT MOJOYHBIE TTPOIYK-
ThI, ITLET «MOJIOKOIOHHBI» Yaii ¢ MOJIOKOM, MHOTIa CO
CTYIIEHHBIM MOJIOKOM, U peOEHOK IoJTydyaeT OeJIKN KO-
POBBETO MOJIOKA NTPAKTUUYECKU B HE U3MEHEHHOM BUJIE
yepe3 TPyAHOE MOJIOKO MaTepu. HekoTopbie Oelku
SKMBOTHOTO MPOMCXOXKAECHUSI KUCIIOTO-, TEPMO- U (ep-
MeHTOYCTOWUMBEI. K KOHIly MepBOro Mecsia XKU3HU
MMPOMCXOAUT HaKOIJIEHWEe allJlepreHOB W TpobieMa
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obocTpseTcsa. B 3aBucMMOCTI OT reHETUYECKOM TIpes-
PaCIOJIOKEHHOCTU KJIWHUYECKHUE MPOSIBICHUST pa3HO-
0oOpa3HHI.

Knunudueckass cuMIITOMaTWKa TMUINEBOW ajiep-
TMU MHOTooOpa3Ha. ¥ TOJIOBUHBI IETEil UMEIOT MECTO
KOXXHbIE U3MEHEHUST Pa3HO CTENEHU BhIPAXXEeHHOCTH:
OT eAMHUYHBIX 3JIEMEHTOB U CYXOCTU KOXKU 0 TOTaTb-
HOTO 5K3eMaTO3HOT0 TOpPaXXeHUs KOXH C Pa3BUTUEM
OCJIOXKHEHUH U MPUCOEANHEHUEM BTOPUIHON MHDEK-
uuu [1, 2].

YV 32-60% neteit BCTpewaloTCsl TaCTPOUHTECTH-
HaJbHbIE TIPOSIBICHUSI THUILEBOW ajyIepTUU, KOTOpPbIE
POIMTEIM TPAKTYIOT KaK MpU3HAK AUCOMO3a M Jieyar
npobuotTukamMu u daraMu. YMOpPHBIE CPBITUBAHWUSI,
He TOoJaloIIKecss TPaIuLIMOHHOW Teparnuu, codeTa-
JOTCST ¢ TIOCTIEAYIOIIUM CHIDKEHWEM anmeThTa U BeIyT
K 3amepxke ¢usndeckoro pa3putus [3]. YacTe mereit
My4JaloTcs KOJUKaMU WU 3allopaMU, KOTOpble TakKxXKe
TPaKTYIOTCS KaK CIeACTBUE IUCOM03a, a Ha CaMOM Jeje
cly>XaT ellBa JIM He e€AWHCTBEHHBIMU KIMHUYECKUMU
MPOSIBIICHUSIMU MUIIEBON amnepruu. [Tpuyem nucomos
HaXOJIMUT CBOE MOATBEPKIEHNE ITPU JJabopaTOPHOM 00-
ClIeJOBaHWU.

Bonee BbIpaxkeHHBIE MPOSIBIEHUST CO CTOPOHBI KeJTy-
JOYHO-KUIIIEYHOTO TaKTa — WHIYLIMPOBAHHBIE TTUIIEBBI-
MM OeJKaMM TacTPOIHTEPOKOJMT, KOJHT, MPOKTOKOJIUT,
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3asvsnoea A.H. Bo3moxHoCTH JUETUYECKOTO p33H006p3.31/I${ IIpuKoOpMa y NIETEH C OTSTONIEHHBIM AJUIEPTUYECKMM aHAMHE30M

Kak TMpaBWIO, HAMpaBISIOT AMAarHOCTUYECKUN TMOUCK
Bpaya B HarpaBieHuu nuiieBoit ayuteprum [1, 2]. Co-
yeTaHHOE TOpaXKeHUe KOXHU W XKeTyAO0UHO-KHUIIEeUHO-
ro TpakTa faeT OoJibllle YBEPEHHOCTHU B MPaBUIbHOCTHU
MOCTAaHOBKM JAMarHosa mnuineBoi amiepruu. [Ipu stom
B paHHEM BO3pacTe He BCerna KJIMHUYECKHE TPOsiB-
JICHUSI HaxXONAT MONATBEPXKAEHMUE JIabOpaTOPHBIMU MC-
clieIoBaHUSIMA. BbIpakeHHOCTh OTKJIOHEHUI YPOBHSI
cnenmpuUecKrx aHTUuTea, UMMyHoriooyiuHa E y mia-
NIeHIIeB vallle HusKas. JlerpaHyssiius TYYHBIX KJIETOK
TakXXe He Bcerjga rmoMoraer B auarHoctuke. OcoOeHHO
€CJIM POJIUTENIH, TIOB3YSICh TTOMOIIIbl0 MHTepHeTa U co-
ol1ecTBa poauTeseii, BHIOMPAIOT B3aMMOUCKIIIOYAl0-
IIMe BapuaHTbl TMIIEBBIX ajiepreHoB. O4eHb 4acTo
Ha TIpUEeM MPUXOIUT Mama C peOEeHKOM, paccKa3bIBasi
0 CJIOKHOCTH KOPMJIEHMSI O€3MOJIOUHOM Kallleil, oTKase
OT «HEBKYCHOT0» OJifo/1a, TIpU 3TOM B MOJJIHUK MJaje-
Hell moJiyJyaeT TBopor. KiimHu4yeckune CUMIITOMBI SIpKUE,
a mo pesyJabTaTaM JlabopaTOpHON AMAarHOCTUKMU OIpe-
NeJISIeTCSl BBICOKMIA YPOBEHb JETPaHyISIIIUU  TYYHBIX
KJIETOK K KOPOBbEMY MOJIOKY M OTpHUIlaTeJIbHas peak-
1IMsI Ha TBOPOT. DTO SIBASIETCS IJ1s1 pOAUTENIe CUTHAJIOM
K IeCTBUIO: Kalla 6e3MoIouHasi Ha 3aBTpaK U TBOPOT —
Ha mojaHuK. OmpHako 0e3 3IMMHUHALMK TPUYUHHOTO
¢akTOpa HUKaKMe MeAMKAMEHTO3HbIE CPEJICTBA TOJHO-
CThIO HE 00JIeryar COCTOSIHUSI peOeHKa.

B mepByio ouepenb, aAMMUHALKS ajjepreHa Ja0J-
JKHA IIPOMCXOIUTh U3 palloHa KopMsIieil matepu [2, 3].
Hukakas camas y4diiiasi cMech He 3aME@HUT MaTePUHCKO-
ro MoJjiokKa. JITuTeibHOe MCKITIOYNUTETbHO TPYTHOE KOPM-
JIeHUe, KaK MUHUMYM TiepBble 4—6 MecC XKM3HM, CI0-
COOCTBYET CO3pEBaHUI0 MMMYHHOI CHCTEMBbI MJjaaeHIa
U Pa3BUTHUIO TOJEPAHTHOCTU K ajuiepreHam. Tpaauiu-
OHHO TIeaUaTpbl PEKOMEHIYIOT MaTepu MOHOTOHHOE
MEHIO C MCKJIIOUEHNEM BbICOKOAJUIEPTEHHBIX TTPOYKTOB
U TUcTaMUHONMMOepaTopoB. OHAKO, UCKITIOYasT LIEJTbHOE
U CTYILIEHHOE MOJIOKO, 3a0bIBAIOT 00 MCKIIOYEHUUN APY-
TMX MPOIYKTOB Ha OCHOBE OEJKOB KOPOBHETO MOJIOKA:
chlpa, TBOpOra, KMCJIOMOJOUYHBIX MPOIYKTOB. B ciyuae
SJIMMUHALIMY U3 palliOHa KOPMSIIIEH MaTepu OCHOBHBIX
MOCTaBIIMKOB 0€JIKOB (MOJIOUHBIE TTPOAYKThI) HEOOXOIM -
MO aJIeKBaTHO 3aMEHUTb UX Ha Ipyrue O0eJKu XXKUBOTHOTO
MPOUCXOXIEHUs, B YaCTHOCTU Msico. [IpoaykToBoe pas-
HooOpa3ue MOXHO CO3/1aTh U3 KPYMSIHBIX, MAaKapOHHBIX
usnenuii u opoieit. Kopmsiiast MaTh He DOJKHA WUCTIBI-
THIBaTh YYBCTBO r0JI0/1A.

BonbmmHCTBO Bpaueil B CBOel KJIMHUYECKOM TMpak-
TUKE BCTpeYalu MalMeHTOB C OOJIbIIUM CITUCKOM IpO-
JIYKTOB, KOTOpbIe OHU He MOryT ecTb. MckimoueHue
U3 pallMOHa OCHOBHBIX TIPOIYKTOB BelET 3a CO00M nedu-
LIUT HYTPUEHTOB U, KaK CJIEJICTBUE, 3aJePXKKy (Duznye-
CKOTO pa3BUTHS.

IIpencraBnsieM KIMHUYECKUI cllydyail TeBOUKM A.
(Bo3pact 1 rom), HarpaBJIEHHOM K Bpauyy-IMeTOJIOTY 9H-
JIOKPUHOJIOTOM C IMarHo30M: 3aliepXka (u3nueckKoro
pa3BuUTHUs Ha oHe OEJIKOBO-IHEPreTUIECKON HemocTa-
TOYHOCTU. Y pebdeHKa C OTSTOIIEHHBIM MO0 MaTepUH-

CKOW JIMHUW aHaMHEe30M KOXXHBIE TPOSIBIICHUS TTHUIIIE-
BOI aJuIepruy OTMEUYaauCh C MEePBBIX MECSIEB XXU3HU.
Marb UCKITIOUMIa M3 CBOETO pallioHa BCe MOJIOYHBIE
MPOAYKTHI, TaK KaK B JETCTBE cama CTpajaajia aTOIH-
YEeCKMM JIepMaTUTOM U Tojydana 0e3MOJOUYHYIO TUETY.
Macca pebenka nipu poxaeHnu 4320 1, Obta BOBpeMst
BBITIMCAHA TOMOW, HEOHATaJbHBIM TIEPUOA TPOTEKAa
(GU3MOTOTUUECKH, Iajiee pa3BUBajach IO BO3PAcCTy
C YMEPEeHHBIM Ie(PUIIMTOM IO MacCOPOCTOBBIM TMPU-
6aBkaM. PebGeHOK 1m0 6 Mec XKM3HUM TOJydyaldl HMCKITIO-
YUTEJbHO TpyAHOE BCKapMiuBaHMe. [locie BBemeHUsI
MPUKOpMa MOSIBUJINCH KIMHUYECKHE TTPU3HAKKU aTOIH -
yeckoro nepmartuTta. [leBouka HaOJomanach y ajjiep-
rojiora, JIepmarosiora, Tojiyyaja HapyXHYIO Teparuio
U JeceHcuOwimsupytoime cpeacrtsa. Korma cembst 00-
paTuiach K JMETOJIOTY B TUTaHUU pebeHKa Obliu 6e0-
KOYaHHasl KarycTa, MsICO KpOJWKa, TPYIHOE MOJIOKO.
Macca pebenka B Bo3pacte | rox cocrapisiia 8,160 Kr,
poct 72 cMm, obOpaliaiyd BHUMaHMWE TpPU3HAKU HYTPHU-
eHTHOTO neuiuTa u y pebeHKa, U y MaTepH, TIPOIOJI-
Kawlleil KOpMUTh Tpynblo. Y pebeHKa — Koxka cyxast
C DKCKOPUALIUSIMU, TOCTOSSHHBIN 3yH, OeCIOKOCTBO,
CYETIIMBOCTD B IBMKEHUSIX, MIEPUOINUECKH YUalleHHBII
CTyJI, TOCTOSTHHOE YyBCTBO Tojiona. [1pu o6¢cienoBaHumn
Ha crneunduiyeckue WMMYHOIITOOyiauHB E BBICOKas
CTereHb ajlJIepTUM BBISBJIEHA Ha TOBSAWHY, MOJIOKO KO-
pOBbE, MYKY TIIEHUYHYIO, MSICO KYPHILBI, XeKa, KyKy-
py3y, Kaptodesb, MOPKOBb, TBOpOT. CpeaHsis CTerneHb
BBIPA’KEHHOCTH aJJIEpPrMU YCTaHOBJIEHAa Ha Tpedy, oBec,
puc, p>KaHyl0 MYKY, CBUHUHY, WHIEWKY, IIBETHYIO KaIy-
cry, s106J10K0, Tpylly, 6aHaH, KabayoK, THIKBY U TOPOX.
OTH MPOAYKTHI OBUTM UCKIIIOYEHBI U3 pallioHa peOeHKa.
Cnabast cTerieHb BBIPaXX€HHOCTU aJJIeprUy BBISBICHA
Ha Msico KpoJjinka. Ha kKoxe peGeHKa TOCTOSTHHO OTIpe-
JeJIsIIach pa3Has CTereHb MopaXeHUs.

HaumoHanbHast iporpaMma o BCKapMIJIMBaHUIO Jie-
Tel MepBOTo roja XXW3HU TpeiaracT BBeIeHUE TTPUKOP-
Ma HayuHasi ¢ MOHOTIPOAYKTA — WJIW TUITOAJJIEPTeHHOTO
OBOIITHOTO IIOpe, MWW TUMOAJUIEPTeHHON 6e3MOJIOUHOIM
kamu. C ornpeneneHHON A0Jieii OCTOPOKHOCTU BBOJIST
MPUKOPMBI MAJIBIIITY ¢ TIPOSIBJICHUSIMU TTMIIIEBOM ajutep-
TUU, WCTIOJIb3ysI MOHOITPOIYKTBI, ITOCTEMIEHHO (hOpMUPYS
acCOPTMMEHTHOE pa3HooOpasue. s aeTeit ¢ moaTsep-
XKIEHHOW TTMIIEBON aJulepTheil W MalyeHTaM U3 TPYIIbI
pucKa TT0 pa3BUTHUIO MUIIEBON aJUIepTUU BBeIeHUE TIPU-
KOPMOB Ha4MHAIOT ¢ 5 Mec XXU3HU [4].

TakuM maupeHTaM HeOOXOIMMO TOXMW3HEHHOE WC-
KJTIOYeHNWE U3 pallioHa MPOAYKTa, KOTOPHBIN BHI3bIBACT
HEMeIJIEHHbIe aJulepruuyeckue peakiuu (aHaduiak-
TUYECKUI IIOK, OCTpas KpanmuBHMIA WIM OTEK, aH-
TMOHEBPOTUUECKMI OTeK, KOHTaKTHas KparmMBHUIIA).
ITpoayKThl ¢ BBICOKOW CTENMEHbIO CEHCUOWIU3ALNN
SIVMUHUPYIOTCS W3 pallMoHa Ha IJIUTEIbHBINA Tepu-
om — oT 6 mec 10 2 net [3]. Psa mpoayKToB, K KOTOPBIM
orpeziesieHa HU3Kasi CEHCUOMIN3alnsl, MOXHO BBOJIHUTh
B pallMOH, MCKJTIOYas MX e€XeTHEBHBIN TpUeM, T. €. UC-
MOJIb30BaTh POTALIMIO TPOAYKTOB. IIpu poTauMOHHOM
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JIeTe MPU TIIATeJbHOM BeJIeHWM TUIIEeBOTO THEBHUKA
BO3MOXHO OTIpe/ie/ieHre TTPOMYKTa, BhI3BIBAIOIIETO ajl-
JIEPTUYECKYIO PeakInio.

B 2009 r. xomnekTBOM aBTOpOB HayuyHoro ieHTtpa
3M0pPOBbsSI JIeTell OBLIO pa3paboTaHO YeThIPEeXTHEBHOE
pOTallMOHHOE MEHIO I JAeTeil m moapocTkoB [5]. Oc-
HOBHOE€ TIPaBUJIO JIMETHI: HU OJWH MPOAYKT HE CIEeIyeT
YIOTPEOISITh Yallle OMHOTO pa3a B 4 THSA W HU OJWH MPO-
JIYKT TOTO e CeMeicTBa — yalle OJHOro pa3a B 2 IHS.
IMpn poTraniMoHHOI AMeTe He TMPOUCXOAUT CUHTE3a aj-
JIepreHCcen(pUIecKX aHTUTEIT 3a CYeT KpaTKOBPEMeH-
HOTO U PEIKOTO UCTIOJIb30BaHUS MPOAYKTa. Takke BaskeH
crnoco0 KyJanHapHOU o0paboTKu TpoayKra. Hekoropyto
BUIOCTIEIM(UYHOCTb OEJIKM yTpauMBaIOT TIPU BBICYIIIH -
BaHUM, 3aMOpPaXKWBAaHUM—pPa3MOpPaXXMBAHUU, BBIMAYu-
BaHUM, JUIUTEJIbHON TepMudeckoit obpabdoTke. Mckito-
YaloTCsT M3 pallMoOHa TPOAYKTHI, COmep Kallre MUIIeBbIe
KpacuTesld U KOHCepBaHTHI. HeoOXxonmMo TOMHUTE O Tie-
PEKPECTHBIX PEAKIMSIX MEXIY PasTUYHBIMU MUIIEBBIMA
U MHTAISIIMOHHBIMU aJlJiepreHaMu.

PazpaboranHoe MeHIO M HabOp TMPOAYKTOB OTPO-
GOBaHBI Ha JETAX C TPEXJETHETO BO3pacTa, HO TPUH-
LIUITBl POTALIMOHHOM JUETHl MOXHO WCIOJIb30BaTh
MpY BBEACHUU TTPUKOpPMa JCTSIM MePBOTO Toaa KU3HU,
CcTpazalolnM NUIeBoM ajeprueii. B To xe Bpems pe-
KOMEHIAIIMY HAIlMOHAJIBHOUW TpOrpaMMbI IO BCKapM-
JIUBAHUIO JeTei TepBOTO ToAa KW3HU C MUIIEBON
ajIJIeprueil TOBOPSAT O HEOOXOAMMOCTH BBEIECHUS TIPO-
JIYKTOB TIPUKOpPMa B CTPOTO OTpPeAeIeHHbIE CPOKU —
oT 4 1o 6 Mec XU3HM, BeAyLIUe ajIepTOJOTH TIpe-
JlaraloT BBeJEeHWE HOBBIX TIPOAYKTOB HE3aBUCU-
MO OT COCTOSTHMSI KOXH. HeoOGXxoammo TpUHMMATh
BO BHUMaHWEe (PYHKIIMOHAIbLHOE COCTOSTHUE KEy-
JMOYHO-KHUIIIEYHOTO TpaKTa, (PU3NYEeCKOoe pa3BUTHE
pebeHKa, HaJlWdue OTATYAIOIIETO HYTPUEHTHOTO Je-
(unuTa U comyTcTBylomeit matonornu. MckimoueHue
COCTaBJISTIOT TOJBKO BBICOKOAJIIEPTeHHBIE MPOIYKTHI,
coaepxaliie 6GeJKM KOPOBHETO MOJIOKA, W TPOIYKTHI
C MEPEKPECTHBIM pearupoBaHueM. B Tepuom ocTpbIx
MpOSIBIIECHUI HOBBIE TIPONYKTHI He BBoAsTCA. [1pu cTa-
OUIM3alUM COCTOSTHUSI B TIOZOCTPOM TIepHOJe BO3-
MOXHO paclIMpeHue paioHa.

Tabauya 1. Beenenue nepsoro npukopMa (0BOIIHOTO MIOPE)

OBMEH OlbITOM

ITpaBuiia HauaTbHOTO MPOIYKTA TaKMUE XKe, KaK y Jie-
Teit 6e3 ayuteprudyeckux rnmpoosnem. [pu nedunmre Maccol
U TIpobJieMax ¢ KeIyT0YHO-KUIIIEYHBIM TPAKTOM (KpoMe
3al0pOB) HAYMHAeM C BBEJEHMSI 36pHOBOTO TPUKOpMA.
IIpy M30BITOUHOM TIMTAHUM WM 3aropax — MPEIrno-
yTeHue oTharT oBomiaM. Kamm u oo HeoOXoaumo
oboraiarb pacTUTeTbHBIMU MacsiaMu. [Tocie 6 Mec Ku3-
HU 00s3aTeIbHO BBeIeHUE MSICHOTO Oitofa. BBeneHue
TBOpOTa, MOJIOUYHBIX OJIIOJ, SIMII U PHIOBI A0 Troja He pe-
KOMEeH/I0BaHO. Bce mpomyKThl MpuKopMa JTOJKHBI ObITh
MOHOKOMITOHEHTHBIMU, C HU3KO CEHCUOUTU3UPYIOIEN
aKTUBHOCTbIO, 0€3 MoJioKa, caxapa, COJIM, OYyJIbOHOB,
KpacureJsieil, KOHCEpBaHTOB M apOMaTU3aTOPOB.

B kauecTBe runoayyiepreHHOro OBOIIIHOTO MPUKOP-
Ma UCIOJB3YIOT KabauKu, 1IBETHYIO KaIycTy, OpOKKOJIH,
OproccesibcKylo KamycTy. XOpOIIMM TIPUMEPOM TaKUX
MPOIYKTOB TPUKOPMa MOTYT SIBJISITHCSI TIPOAYKTHI Ce-
pyn <I[TEPBBIM BBIBOP» oT GpeHza IeTCKOTO MATAHUS
«@pyToHsHs»: TUMOAUIEpreHHOe IMIope U3 OPOKKOJIH,
TUTMOAJIEPTEHHOE TIOPE M3 1IBETHOW KaIlyCcThl, MIOpe
u3 KkabaukoB. O0oranieHre OBOILIHOTO MIOPEe PACTUTENb-
HBIM MacjioM 00eCTIeYUT BHICOKME TTOTPEOHOCTH B JKHUpax
y IeTelt mepBoro rofa xku3Hu (6 — 5,5 r xxupa Ha 1 Kr Mac-
Chbl Tes1a pebeHKa).

Ilpu BBemeHMM NpPUKOPMA MCIMOJb3YIOT YEeThIpPeX-
JMHEBHYIO poOTauuio: 1-ii JeHb — TEepBbIA OBOIIHOMI
MPOMYKT HAUMHasl ¢ %2 4YaliHOW JIOXKHU, 2-1 IeHb — BTO-
poli OBOIIHOW MPOAYKT HAaYMHas C Y2 YaliHOW JIOXKHM....
(Tabn. 1.); 5-ii neHb — TEpPBBIA OBOIIHOW TIPOAYKT —
1 vaifHast JloxXKa M fajee HapalluBalOT Kaxjable 4 ITHS
no 1 yaitHoW JIoXXKe. YKe K IByM YaiiHbIM JIOKKaM OBO-
el BO3MOXHO J00aB/ISITh pacTUTEIbHbIC Macia, Ha-
pamirBasi oobeM 1o Karejabke 10 3 mi. [Ipu BBeneHuun
5 9alfHBIX JIOXKEK, T.e. Ha 24-1i IeHb OT HaJyajla BBEICHUS
OBOIIIHOTO MPUKOPMa, MOXHO TIEPEBOJAUTH MPUEM OBO-
1Ieil Ha 00eneHHOe BpeMsl, a Ha YTPO HaUMHAIOT BBOJIUTh
3€pPHOBOI TIPUKOPM WJIM Oe3MOJIOUHbIe Kalliu. BBeneHue
pa3zHOOOpa3HbBIX PACTUTEBHBIX Maces 100aBUT B pallMOH
HEOOXOIMMBIN JUISI PA3BUTHS XKUPHOKHUCIOTHBIN COCTaB:
W HEHACBIIIEHHbIE XUPHbIC KMUCIOTHI OoMera-3, U ome-
ra-6, u omera-9, SBISIOIIKMECS BUTAMUHOIIOAOOHBIMU
BEIIECTBAMMU.

1/5/9-ii... nenn 2/ 6/ 10-ii... neHb

BpOKKOIM C TbHSIHBIM
MAacJioM / pariCOBBIM MacjioM

IIBeTHast KarycTa
C OJIMBKOBBIM MAacCJIOM

3/ 7/ 11-ii... neHb 4/8/12/16-ii... neHb

Kabauok ¢ KyKypy3HbIM
MacjoM

Kaprodenb orBapHOit
C TIOZICOJTHEYHBIM MacJIOM

Tabauya 2. PacmmpeHue pamioHa — BBeIeHHE 3JIaAKOBOT0 MPUKOpMA

1/5/9-ii..neHb 2 /6 /10-ii.. neHb

3/7/ 11-ii.. neHb 4 /8 /12/16-ii..neHb

Kariira Ha Bozie prcoBast Kaira Ha Boze rpeuHeBast

ParicoBoe maciio OJIMBKOBOE MAacJio

Kaiira Ha Boze KyKypy3Hast Kariira Ha Bojie oBcsiHast

Kykypy3sHoe macio [NonconHeuHoe mMacao

O6en

LlBeTHas kamycTa
C OJINBKOBBIM MacjioM

Bpokkonu ¢ TbHIHBIM
MacJIOM / paricoOBbIM MacjioM

Kaprodenb oTBapHOIt
C MOJICOJHEYHBIM MaCIOM

Kabauok ¢ KyKypy3HbIM
MacjioM
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ITocne BBeaeHMST OBOIIIEH ClienyeT BBOIUTH 36PHOBOM
MPUKOPM: Kalllu 0e3MOJIOUHbIE, XKeIaTeJIbHO MPOMBIIII-
JICHHOTO TIPOM3BOCTBa, 00OralieHHble HEOOXOAUMBIMU
MUKpOHYTprUeHTaMu. JLJIst 3TOi 1ieJd TToA0MayT ThIoai-
nepreHHnle, 6e3monounble Kamm «[IEPBOI'O BbIBO-
PA» ot merckoro mutanus «DpyroHsus». TTpuHImm
BBEJICHUS TOT Xe€, YeThbIpexJHeBHas poTauust (Tabdiu. 2).
HauuHator ¢ %2 yailHOI JIOXKKM, POTUPYsS KPYIIbI; IO-
cJie BBEeJIEHUsI 2 YallHbIX JIOXEK BO3MOXHO O0OTralleHne

pactuTebHBIM MacioM. Ecnu pebeHoK nmeeT neduiur
Macchl, oboralieHne Kalri BO3MOXKHO 3a CYET pasBele-
HUST KPYIBI TPYIHBIM MOJIOKOM WJIW JIEYeOHOI CMEChIO,
CO3/IaHHOM MyTeM TJTyOOKOTO TUAPOJIM3a O€JIKOB KOPOBb-
ero Mosioka. CHavajia pa3BOAST HYKHBI 00beM CMeCH,
3aTeM BBOJISIT KaIly.

ITocne 6-mecssyHOrO BO3pacTa HEOOXOAUMO BBO-
IUTh MSICHOE TIOpe ¢ 1eJIbl0 KOPPEeKIMU palroHa
no OelKoBOMY KOMITIOHeHTY. I[loTpeOHocTM B Oeike

Tabauya 3. AccopTHMEHTHBII IepevYeHb MPOAYKTOB MPUKOPMA JIIs ieTeli B Bo3pacTe crapie 6 mec

1/5/9-ii... nenp 2 /6 / 10-ii... neHb 3/ 7/ 11-ii... neHb 4 /8 /12/16-ii... neHb

Kaiia Ha Bojie prcoBast Kaiira Ha Boze rpeuHeBast Kaiia Ha Bozie KyKypy3Has Kariia Ha Bojie oBcsiHast

PancoBoe macno OJMBKOBOE Macio Kykypy3Hoe 