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Mockoscknin HUW neguaTtpun n AeTckom xmpyprum

PaccmoTpenbl coBpemeHHble acniekTbl 3Tuo0rum, JIHK-mnarnocTku, Kiimaunyeckoro nommmopdusma muonaruu Ovepu—/Ipeiidy-
ca. IlpuBeneHbl coOCTBeHHbIE HAOIONEHUS W X CPABHEHHE C IAHHBIMHU JIUTEPATYPBI O MOPAKEHUH CEPAEYHO-COCYAUCTON CUCTEMBI
npu X-cuemnjieHHoi popme muonatun Dvepu—/Ipeiipyca. O6cyKaaoTCs npooieMbl JedeHus CepAeYHO-COCYAUCTHIX HAPYIIeHUi y
0O0JIBHBIX C JAHHOI HO30JIOTHEN.

Knrouegwie crosa: demu, mviuieunas oucmpogus Imepu—Jpeighyca X-cuenaennas, nopaxcerue cepoua, /IHK-ouaenocmuka, ough-
hepenyuanvHbLil OUazHO3, AeHeHue.

The paper considers the current aspects of the etiology, DNA diagnosis, and clinical polymorphism of Emery—Dreifus myopathy. It gives
the results of the authors’ observations and their comparison with the data available in the literature on lesion of the cardiovascular system
in X-linked Emery— Dreifus myopathy. The problems in the treatment of cardiovascular disorders are discussed in patients with this noso-
logical entity.
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Ha. CXOJ.'[CTBO KIIMHUYECKUX nposnsne}mﬁ MUONATUR

! 7CH€XI/I, JOCTHUTHYTBIC B U3YYCHUU HacJIeACTBEHHOW
OTHOCHUTCA B IIEPBYIO OYE€PEIb K OCOOEHHOCTSIM nepe-

IIaTOJIOIMM 4YC€JIOBEKA, HAITIAAHO IMTOKa3ajnu CylIECT-

BOBaHUE BBIPAXEHHOTO KJIMHMYECKOTO MOJIUMOpGhU3-
Ma U TeHEeTMYECKON TeTepOreHHOCTH HaCIeICTBEHHBIX
0ose3Hell. DTO B MOJHOW Mepe OTHOCUTCS K HaCeNCT-
BEHHBIM 3a00JIEBaHUSIM, B OCHOBE KOTODBIX JIEXUT Tep-
BUYHOE HapyllleHUE MBbIIIEYHONH TKAaHU, — MMUOMATUSIM,
COMPOBOXAAIOIIUMCS aTpoduelt MBbILIL, MBbIIIEYHOM
c1aboCThlO, CHUXXEHMEM TIiyookux pediekcos [1, 2].
Jnst naHHOW rpynnbl OOJIe3HEe XapakTepHbl CHUCTEM-
HOCTb MOPAKEHMSI MTOMEPEUHOINOI0CATHIX MBI U MPO-
rpeccUpylollnii xapakrep TeueHus. Muonatuu — Haubo-
JIee 4aCTO BCTPEYarolasics MaToaorus B O0JIbLION rpymime
HAacJIeICTBEHHbIX HEPBHO-MbILIEYHBIX 3a001€BAaHUIA.
Hecmotpsi Ha cXOACTBO KJIMHUYECKUX MPOSIBICHUI,
MMOMATUU SIBJISIIOTCS Pa3HOPOJIHBIMU 3a00JIeBaHUSIMU,
pa3IMyalolMMUCA TUIIOM HAacJeIOBaHUSI, OCOOEHHO-
CTSIMU MbIIIEYHOTO MeTabonu3ma, uHoraa crneuuduye-
CKMMM M3MEHEHUSIMU CTPYKTYpPbl MBIIIEYHOTO BOJIOK-

© O.C. 'posHoea, NM.B. Hosunkos, 2011

Ros Vestn Perinatol Pediat 2011; 1:27-32

Anpec 1is Koppecnonaenuuu: Iposnosa Osbra CepreeBHa — K.M.H., CT.H.C.
OT/IeJIeHUsI TATOJIOTUU cepAeyHO-cocyauctoi cucteMbl MHUU nenuarpuu u
JETCKOU XUPypruun

Hosukos Iletp BacuibeBud — I1.M.H., Ipod., pyK. OTIeJIeHUs] TICUXOHEBPO-
JIOTMIM Y HACJIENCTBEHHBIX 3a00JIeBaHUI C HAPYLIIEHUEM TICUXUKH TOTO Xe UH-
CTUTYTa

125412 Mockaa, yi. Tangomckas, 1. 2

IBVKCHUST OOJIBHBIX, X TUITMIHOM TTOXOIKE, MOTOPUKE
BEPXHUX KOHEYHOCTEH, YTO 0OYCIIOBICHO HAYaIBEHBIM BO-
BJICUCHUEM B TIATOJIOTMYECKUIA TTPOIIECC MBIIIII] TA30BOTO
M TUTEYEBOTO TT0sica, TTPOKCUMAJTBHBIX OTIEIOB KOHEYHO-
cTeit, TyJoBuIa. ATpOo(UU MbILIL, COMPOBOXAAIOUIUECS
TPOTPECCUPYIOIIEH MBIIIIEYHOU CITa00CTHIO, TTOCTETIEHHO
YCUJTUBAIOTCSI, BOBJIEKasi B CHMMETPUYHBIN TpoOIlecc Bce
HOBBIC MBIIIEYHBIE TPYNIIHL. JereHepaTMBHBIE M3MEHE-
HUS, TIPOUCXOMASIINE B MBIIIIEYHOM TKaHU, BEAYT K pas-
BUTHIO MBIIIICYHBIX ¥ CYXOXUITBHBIX PETPAKIIANA, YCUITH-
Baronux aecdhopmanru KoHeyHocteir. OCOOEHHO OMacHo
JUTSI KU3HM OOJTBHBIX TIOPaXKEHWE CEPACYHON MBIIIIIIBI
W MYCKYJIaTyphl, yJacTBYIONIEH B IIPOIIECCe IbIXaHUS.
BMecte cTeM, HecMOTpS Ha CXOICTBO IT0 OCHOBHBIM
KIMHUYECKUM TIpU3HaKaM, KaXmas M3 HO30JOTHYECKHU
CaMOCTOSITEJTEHBIX (POPM MHUOTIATUI MMeeT KITMHUIEeCKIe
0COOEHHOCTH, MTO3BOJISIIOIINE C JOCTATOYHOI TOYHOCTBIO
YCTAaHOBUTb TUArHoO3 |3, 4].

3armocielHUEe TONBI B M3YYCHWM HACJIEACTBEHHOMN
MBIIIIEYHON TTATOJIOTHHM OTMEYEHBI CYIIeCTBEHHBIC CIBU-
', O1aromapsi BHEAPEHUIO COBPEMEHHBIX METOIOB aHa-
JIM3a TOHKOM CTPYKTYPHI MBIIIICYHON TKaHU M OCOOCHHO-
creit ee Metaboau3ma. B cBeTe 3TUX OTOCTUXKEHUI OoJsiee
ONTUMUCTHYHBIMU TIPEICTABISIOTCST TIOAXOIBI K paryo-
HaJIbHOMY JICYCHUIO HEKOTOPBIX (DOPM MUOTIATHIA, BKITIO-
Jasi MMepCIIeKTUBBI UCTIOTH30BAHUS TCHHOM Teparmii.
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DTHOJIOTHS TIPOrPeCcCHpPYIONIeil MbIIIEYHOH TUCTPOdhUM
DOmepu — Jpeiidyca

B HacrosIiee BpeMs YCTaHOBJIEHO, YTO OOIITUM CBOM-
CTBOM TCHOB, HC(MEKTHBIX IPU MUOIIATHUSX, SBISCTCS
WX 9KCIIPECCUS B CKEJICTHBIX MBITIIax. C MCIIOb30BaHU-
€M COBPEMEHHBIX MOJICKYJISIPHO-TEHETHUECKIX TEXHOJIO-
THiA TTOCTpOEHA TIpeIBapUTEIbHAS KapTa TeHOB, 3KCIpec-
CUDPYIOILIMXCS B CKEJIETHBIX MBbIIIILAX YesoBeka [5].

3HauuTeIbHAs YacTh T€HOB, CBSI3aHHBIX C HACJICACT-
BEHHBIMM OOJIC3HSIMUA MBIIII, KOTUPYEeT OETKU, acCOLU-
MPOBaHHBIC ¢ MEMOpaHAMU MBIIICUYHBIX BOJIOKOH. OIHOM
13 OCHOBHBIX (DYHKIIMIA TTOTOOHBIX OETKOB SIBJISICTCS CTa-
OWIM3alsT MeMOpaHBI 3a CYET CBSI3BIBAHWS IIUTOCKE-
JieTa MBIIICYHOM KIIETKU C BHEKJICTOYHBIM MaTPUKCOM.
OcoOyio rpynity 3a00JieBaHUI COCTABJISIIOT MUOIIATUH,
00ycJIoB/IeHHBbIE edeKTaMu OeJIKOB, acCOLIMMPOBAHHBIX
¢ siiepHoii 06010uKkoit. OMHUM U3 TaKUX OCJIKOB SIBJISIETCS
sMmepuH. JledekT aMeprHa BBISIBJICH MPU X-CLETUICHHOM
(opMe MbIlIedHON AUCTPOPUU € KOHTpaKTypaMu IDMe-
pu — Hpeiidyca (OMIM 310300). Ten smepuna (EMD
— Emery — Dreifus muscular dystrophy) nokanuzoBaH
Ha xpomocoMe Xq28. bosee penkast ayrocCOMHO-IOMUHAH-
THas ¢opMma 3toro 3abosnesanust (OMIM 181350) csiza-
Ha ¢ nepekrom BreHe LMNA, komupyroiem aBa Oenka
sepHoi 000J0uku — JaMuH A U C (reH JIOKaJM30BaH
Ha xpoMocome 1ql1 — q23) [6]. DTu Genku, SIBISTIONTHECS
MPOAYKTaMU aJIsTepHATUBHOTO crutaficuHra reHa LMNA,
AKTUBHO B3aMMOJEHCTBYIOT C 3MepWHOM. BblTa BhImeeHa
TaKKe ayTOCOMHO-pellecCBHas (hopma MHOAUCTpOGUN
Omepu — [peiicdbyca (OMIM 604929) [7]. Kpome Toro,
B TIOCJTIETHAE TOMBI BBIICISIOT (HDOPMBI MBIIICYHON JTH-
ctpoduu Dmepu — petidyca (Tvn 4 v TUN 5), MaTOreHe3
KOTOPHBIX CBsI3aH ¢ MmyTaiusmu B reHe SYN u nepuuiurom
6enka HecriprHa (Nesprin-1 u Nesprin-2) — reHbl JIoKa-
JIM30BaHBI Ha XpoMocoMax 6q25 u 14q23 [8]. CraHoBHT-
Cs OYECBMIHBIM, YTO IPOTPECCUPYIONIAsT MUOIUCTPODUS
Omepu — /[peiidyca siBIsIeTCS TeHETUIECKU T'€TepOreH-
HbIM 3a00JIeBaHUEM.

Muonaruu, oOyciaoBiIeHHbIe aedeKTaMu OeIKOB
SiIepHOT  00O0JIOUKM, MHOIJA OOBEAWHSIIOT B IPYyMITY
sMepuHomnatuii. [laromornyeckue TPOIECCH TIPU He-
KOTOPBIX BPOXICHHBIX MHOIATUAX COIPOBOXIAIOTCS
HaKOTUIEHWEM B KJIeTKaX HEePacTBOPUMBIX BKITIOYCHUI.
WX HakoIIeHrE B capKOTIa3Me CePACYHOM 1 CKEIETHBIX
MBIIIII SBJISIETCS TPUYMHON pa3BUTHS MUOIIATUN B COYe-
TaHUM C Kapauomuoriatueit [9].

Haubonee yacto BcTpevatoiasics: popmMa MUONATUU
OMepu — /[lpeitpyca cBsizaHa € TeHHBIMU AcedeKTamu
reHa EMD [10, 11]. [eHoMHas 0061acTb COCTaBISIET OKO-
JI0 2 MJTH Tiap ocHoBaHU# [12]. TeH comepkuT 6 3K30HOB
1 5 uHTpoHOB. OH, MO-BUANMOMY, OTHOCUTCSI K CeMeli-
CTBY TeHOB jnoMaliHero xo3siicrta (housekeeping genes),
TaK KakK 9KCIIPECCUPYETCsT B OONBIIOM CIIEKTpe IMpoaHa-
JIM3UPOBAHHBIX TKaHEH Ha pa3HBIX CTaIUsIX OHTOTEHE-
TUYEeCKOTO pa3BUTHsA. Hambonplmii ypoBeHBb 3KCIIpeC-
CUU HaOIOmaeTcsT B CKEJICTHBIX MBIIIIIAX, CePIIe U psiae

KAPAQUWOJ10MNs

TKaHel, BKIIIoYast TOJICTYIO KUIIKY, TECTUKYJIBI, TMIHUKH,
nomxkenynoyHyoo xenesy [13]. OTcyTcTBUE NpU MUOIM-
ctpoduu Dmepu — peiidyca KTMHUISCKUX HapYIIICHU I
BO MHOTMIX HEMBIIIEYHBIX TKAaHSIX, MO-BUAMMOMY, CBHU-
TETETTLCTBYET O BOBMOXKHOCTH TKaHEBO-CITEITN(DUIESCKOIM
KOMTICHCAITNH 1e(EeKTOB GEJIKOBOTO ITPOAYKTA 3TOTO TeHa
CO CTOPOHBI APYTUX (PYHKITMOHATEHO CXOMHBIX OETKOB.

W3BecTHBI naHHBIE 6oJiee yeM 0 70 MyTalusiX JaHHOTO
TeHa, KOTOPBIe O0YCIIOBINBAIOT PA3BUTHE X-CIIETTICHHOMN
MTPOTPECCUPYIONIEH MBIIIEYHOU AUCTpouu DMepn —
Hpetidyca [14]. O6HapyXeHbI pa3TuYHbIE TUITBI MyTaII
U Cpelr HUX TPOTSTKEHHBIE NEJICIIH, BKITIOYArOIINe 11e-
JINKOM TeH 3MEPUHA, IeJICIIUU U MHCEPLINH,, TIPUBOJISIIINEC
K CIBUTY paMKU CUYNTBHIBaHUS, 00Pa30BaHUIO CTOM-KOJO-
HOB ¥ TIPEXIeBPEMEHHOMY OKOHYAHUIO TpaHCIANH |13,
15]. Bce uneHTMdULIMPOBAHHBIE K HACTOSIIIIEMY BpEMEHU
MYTalliy COMPOBOXIAIUCH JTMOO ITOJTHBIM OTCYTCTBUEM
MPOJYyKTa TeHa — 3MEpHHa, JTMOO OTCYTCTBUEM YacTH
atoro 6enka. ConepkaHue 3MeprMHAa B MbIIIEYHON TKAaHU
y XKEHIIWH-HOCUTETHHUIL MyTaIIil HEPEIKO 3HAYUMO OT-
kitoHsieTcst oT 50%, 9TO CBUIETEIBCTBYET O PAa3HOM YPOB-
He 3KCIIPECCUY HOPMAJTbHBIX 1 MyTaHTHBIX ajiienieit [16].

benok aMepuH cocTouT U3 254 aMMHOKMCIIOT, HO OCO-
OGeHHO OOTaT CEpUHOM; JIUIST HETO He HaliJIeHO TOMOJIOTOB
cpenu Apyrux OeaKOoB € U3BECTHbIMU (yHKIMsAMU [17].
[MokazaHo, YTO 3MEPUH aCCOLMMPOBAH C BHYTPECHHEM
MEMOPaHOM SIIep U 3Ta CBSI3b OCYIIECTBIISICTCS TIOCPEICT-
BoM C-TepMuHaibHOTrO ruapodooHoro noMeHa [18].

Knunnyeckue nposiBieHusi X-cUenjieHHOH Mporpeccu-
pyioueii MbieuHoii auctpoduu Dvepu — Jpeiidyca

[lepBylo MHMbOPMAIIMIO O JTAHHOM THIIE MPOTPECCH-
pyolieid MpllIeyHo auctpoduu coodumnau J. Dreifus
u G. Hogan B 1961 1, 3areM A. Emery B 1966 . Bbuia
TIpEeNCTaBlieHa CeMbsI, B KOTOPOH 8§ pPOICTBEHHUKOB
B TPeX MOKOJICHUSIX CTpagaid Muoriatueil. beumm ormmca-
HBI HOBbIE KIIMHUYECKUE XapaKTePUCTUKU 3a00JIeBaHMUSI,
KOTOpBIEC OTITMYAINCH OT MUoratuu JdromeHHa — bekke-
pa, ¥ BriepBble ObLT YyCTAHOBJIEH X-CLEIUICHHBINH pellec-
CHBHBII XapaKTep HaCJIeOBaHMS.

MaHudectanys KIMHUYESCKUX TTPOSBICHUIA MUOIV-
crpopuu Omepu — Jlpeiidyca orMmeuyaercss B 4—5-JeT-
HeM Bo3spacte. [lopaxaloTcsl TepOHeaTbHBIE MBIIIIIBI
M MBIIIIIB Ta30BOTO TOsICa TPU MHTAKTHOCTU JMCTANTb-
HBIX CETMEHTOB. PaHO pa3BMBArOTCS peTpaKIIuy aXWIo-
BBIX CYXOXWIUI (M MIOCTIICPBUKAIBHBIX MBIIIIT), a B TIO-
CJIeyIoNIeM — CrubaTeIbHbIe KOHTPAKTYPHI B IOKTEBBIX
cyctaBax. [lceBmoruneprpoduu orcyrcTByloT. Hepenko
HabmonaeTcss KapIUOMMOIIATUSI C HapylieHUeM cep-
NEIHOU TIPOBOMXMMOCTH. [Ipu 3TOM HapylleHUs] pUTMa
U MMPOBOAMMOCTU cepala (aTpuOBEHTPUKYJIsIpHast OJ10-
Kana, TapoKCU3MaibHas M HeITapoKCU3MaJIbHasT MM XKe-
JIYIOYKOBAasT TaxXWKapIausl, TpeleTaHue TIpelCcepauit,
SKCTPACUCTONMS | JIP.) MOTYT OBITh HaYaTbHBIM KJIWHU-
YEeCKUM MpU3HAKOM Muoauctpodpuu dOmepu — peiidy-
ca. CiekTp CepmevyHbIX HapyIIeHWUH y 3TON KaTeropuu
GOJILHBIX IOTIOJTHSET TUTIePTpohUIecKast WIM TUIaTalln-
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OHHas Kapauomuonatus [19, 20].

Muonatuyeckuii CUHAPOM XapaKTepU3yeTcsl OYeHb
MEUIEHHBIM TPOTPECCUPOBAHUEM, U pa3BepHyTasl KJIU-
HUYecKasi KapTUHA MBIIIEYHOI c1ab0CTU OOBIYHO MPO-
SIBJISIETCSl Ha TpeThel NeKane XW3HU. B cBSI3U € aTuM
0OJIbHBIM TOKa3aHO JIUTEIbHOE HAOMIONEHUE W TUHA-
MUYECKOe 00C/IeJOBaHUE ISl OLIEHKM CTETEeHU MPOrpec-
CUPOBaHMUSI MUOIATUYECKOTO CcUHApoMa. JleTanbHbIi
UCXOJ HacTtyrnaeT nmpuMepHo B 50 JieT. B nogapisioieM
OOJILIIMHCTBE CJIy4aeB MNPUYUHON CMepTU SIBISIIOTCS
>KU3HEYrpoXaeMble HapyllleHUsI pUTMa U IPOBOAUMOCTU
WY ceplieyHas HeAOCTAaTOYHOCTb BCJIEJNCTBUE DPA3BUB-
meicst KapIuOMUOTIATUM.

Ilopaxenune cepaeuHo-cocymucToii cuctembl. [1o naH-
HBIM JIUTEPATYpPhl, TTPOSIBIICHUS TTOPaKEHUST TIPOBOISIICH
CUCTEMBI cepjlia AeOITUPYIOT OOBIYHO B MOAPOCTKOBOM
Bo3dpacte [21]. BHauane umeeT MeCTO 3KCTpPacUCTOJIUS,
O0OBIYHO C Y3KMM, HO BO3MOXHO U C IIMPOKUM QRS-KOoM-
IJIEKCOM Ha (pOHE MPOrpecCUpyIOLIEro CHXXEHUS BOJIBTA-
ka P-3ybOna u yBenuuenust uHtepasia P — Q [22]. He6ioT
HapylIeHU puTMa U MPOBOAMMOCTU cepAlla — TPaH3U-
TOpPHAs aTPUOBEHTPUKYJISIpHAs 6J10Kana, TOJUTOMHAS MO-
JuMopdHasi SKCTPACUCTONUS, TPAH3UTOPHOE TPENeTaHue
npencepauil, CHUxeHue (BIJIOTh 0 U303JIEKTPUUYECKOTO)
BoJibTaxka P-3y0lla — HacCTyIaeT yXe B paHHEM IIIKOJIb-
HOM Bo3pacTe. HapyliieHus1 00bIYHO BBISIBJISIIOTCS Cly4yaii-
HO Y HUKaK HE CBSI3bIBAIOTCSI C MOPAXEHUEM CKEJIETHBIX
MBIIIIL, KOTOPOE B 3TOM BO3pacTe B OOJIBIIUHCTBE CJIyYaeB
MPOTEKAET CYyOKITMHUYECKH.

PazBuTrie aTprOBEHTPUKYISIPHON OJOKaAbl SIBJSIET-
Cs TWUIMYHBIM TPU3HAKOM MMOIIaTUU OMepu — Jlpeii-
(dyca. Ee creneHb mocTeneHHO ycyryoJsieTcsl 10 MOJHOM
Osokanbl. Ha mo3gHux cTagusix MoOsIBSIETCSI UAUMOBEHT-
PUKYJISIDHBIA PUTM BCJIEACTBUE Tapajnya IMpeacepauii.
Bbicoka BEpOSITHOCTb Pa3BUTUSI aTPUOBEHTPUKYISIPHON
0JIOKaNbI U Y JIULL KEHCKOTO M0Jla — HOCUTEJIbHUIL 3200~
JIeBaHUsI.

Ha mpoTsikeHru TIepBBIX ABYX JACCSITWICTHI XKU3HU
TSKECThb CEepAEYHO-COCYIUCThIX HapylleHW mnpeodiia-
JTaeT HaJ TSKECThI0 MUOIMATUYECKOTo cuHApoMa. Mio-
cTpalueit aToro sipjisiercst HaomoaeHue A. Emery, onuH
13 MalMeHTOB KOTOpOro B Bo3pacte 20 JieT ellie MOT 3a-
HUMATBCST TSTKENBIM  (DU3UIECKUM TPYIOM. 3aMeTHast
aTtpodus MBbIIIL y 3TOr0 0OJILHOIO OTCYTCTBOBaja, IMO-
BBIIIIEHNE B CBIBOPOTKE KPOBHM aKTUBHOCTH KpeaTuHdoc-
(hoxrHa3bl ObUIO 3HAUMMBIM, B TO € BPEMSI CO CTOPOHBI
CepleYHO-COCYAUCTON CUCTEMBI YK€ HabJto1a1ach Iuja-
TallMOHHAas KapAWOMUOIATUS C HApyUIeHWEM MPOBOIM-
MocTH cepaua [23].

TakuM o00pa3oM, OTIMYUTENBHOU OCOOEHHOCTHIO
muoauctpopun Dmepu — [peiidyca sipasieTcs BbIpa-
>KEHHOE TPEeBAIMPOBAHUE TMATOJOTMU CEePAEYHO-CO-
CYIWUCTOW CHUCTEMBI B OOILIEH KIMHWYECKOW KapTUHE
3a00sieBaHUsl, paHHUI 1€0I0T CEpAEUYHO-COCYIUCTBIX Ha-
PYLIEHMH, 4acTO A0 MOSIBJAEHUSI KIMHUYECKU 3HAUUMOM
MblIlIeUyHO# ciiaboct. MMeHHO TopaxkeHue ceplevyHOoi

MBILILBI U TTIPOBOJISILLIEN CUCTEMBI CEPLIA CTYXKUT Hanbo-
Jiee 4acToil MPUYMHOM JIeTaIbHBIX UCXOI0B. TeM He Me-
Hee MpoOJeMbl paHHEN TMArHOCTUKY U JIEYEHUs cepey-
HO-COCYIIUCTbIX HapylIeHUN Yy O0JbHBIX pa3IUYHbIMU
dopmamu Muoauctpoduu dmepu — peiidpyca ocrator-
Csl HepelIEHHBbIMM.

B ocHOBe reHe3a KapAMOMUOMNATUMW TMPU MBIIIEYHOM
nuctpodumn Dmepu — [peiidyca JIeKUT TPOrpeccupyo-
mast rubesb KapaMOMUOLIMTOB BCJIEACTBUE UX CTPYKTYpP-
HOI HEMOJHOUEHHOCTU 13-32 OTCYTCTBUSI CTPYKTYPHOTO
OeJika siIepHOi 000JIOUKM — SMEPUHA B MBIIIILIE CEpaLa
[17]. TlepBuuHbIii 1edEKT CTPOESHUS CEPAECYHON MbIIILIBI
10 Mepe TeYeHUs 3a00JeBaHUs U MOBPEXIECHUSI KapaAnuo-
MMOLIMTOB Nlaxe MpU OObIYHON (DU3NYECKOI Harpyske
MPUBOJUT K ObICTPOI T'MOEIM KJIETOK MBIIILbI Cepalla.
IMapamienbHO B MUOKapie UAYT KOMIEHCATOPHbIE MPO-
liecchl, Belyllde K rMnepTpoduu OCTaBLIMXCS KIJIETOK
Mmuokapaa. JlanbHeilliee pa3BUTHE MATOJOTMYECKOTO
npouecca B CepACYHON MBIIIIE COMPOBOXIAETCSI acer-
TUYECKOU BOCTIAJIUTEILHOMN peakiveil ¢ BBICBOOOXKICHM -
€M LIMTOKMHOB, KOTOPbIE CTUMYJIUPYIOT Mpoiudepanunio
GubpobIacTOB C MOCAenyOIIMM pa3pacTaHUeM COEoU-
HUTEJIbHOM TKaHU U HOpMUPOBAHUEM 04aroBoro puopo-
3a. [Iporpeccupytomuii pubpos npencepanii 1 UHOUIb-
Tpauusi MMOKap/a COeIUHUTEbHON U XKUPOBON TKaHbIO
BCJIEICTBUE TUOEIU SMEPUHIEDULIUTHBIX KAPAUOMUOLIU -
TOB U 3aMelleHus nx GUOPO3HOI TKaHbIO MOATBEPKIa-
€TCsI TUCTOJIOTUYECKUMU uccienoBanHusiMu [20, 23].

BcrnenctBrue MeaieHHO MPOrPEeCCUPYIOIIETO TEUEHUSs
3a00s1eBaHUs (PYHKIIMOHAIbHbBIE BO3MOXHOCTHU MBIIIILbI
ceplilia Ha MPOTSKEHUM MHOTHUX JIET OCTalOTCSI COXPaH-
HbIMU. HemoctaToyHOCTh KpOBOOOpallEHUsS] HACTyMaeT
B CAMOM OT/IAJIEHHOM IepUOJIe.

®ubpo3 MuoKapaa TpU MUOTUCTPOOUM DMepu —
Hpeiidyca sBisieTcss 0coObIM O CBOEH JIOKJTU3ALUU
U TIPOSIBJISIETCS CHAyajla OCTAaTOYHO OBbICTPbIM (hUOpO-
3UpPOBaHMEM TIPABOTO MpPEACepausl € pe3KOW ero nuja-
Talueit, 3aTeM (HUOPO3UPOBAHUEM JIEBOTO MPEACEPas]
1 00JIaCTU MEXCKeNTyJ0UYKOBOU neperopoaku. I1pu atom
JIMaMeTp TUIEPIXOTEHHBIX 00pa30BaHUI B MEXKETY 10U -
KOBOI TEperopojke, BbISBISIEMbIX MPU dXOKapauorpa-
bun, MOXET 1OCTUTATD S MM.

IMocreneHHoe pa3BUTHE Mapainya Mpeacepauii spisi-
€TCs1 CEpbe3HON XKU3HEYrpoXKalollell KapArnoJoTnIeCcKoi
Mpo6JieMOoit MpU MPOrpeccupyronieil MbIIIEYHON AUCTPO-
¢um Omepu — [peiipyca [23]. Ilapanuu mpencepauii
XapaKTepu3yeTcs MPOrpecCUpyOIMM CHUXEHUEM 2JIEK-
TPUYECKOM aKTUBHOCTH MPENCEPANIA BIUIOTH 10 ITOJHOIO
uncue3HoBeHuUst 3youa P Ha OKI u conpoBoxnaercst CHU-
JKEHUEM MEXaHUYECKOM aKTUBHOCTU Npeacepauii. B atux
YCJIOBUSIX MOTOK C MUTPAJILHOTO U TPEXCTBOPYATOTO KJla-
MaHOB MOCTENEHHO CHUXAETCsI, U MOJHOCTbIO MCUE3aeT
npejacepaHast BoJiHA (10 AaHHBIM JoMIieporpaduieckux
ucciiefioBaHuii). AHruorpadusi Npeacepauii BbISIBISIET
MOJIHOE OTCYTCTBUE WX COKpallleHuil. [IprumeuaTesbHo,
YTO CPeIy Bcex OONBHBIX C MapajaudoM npeacepaunii 33 %
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COCTaBJISIIOT TTALIMEHTHI C TIPOrPECCUPYIOLIE MbIIIIEUHOM
nuctpodueit dmepu — peiidyca. Pazputuio napanuya
MpeacepaAnii YacTo MPEIIeCTBYeT TpereTaHUe WIU Mep-
LIaHUe MpPeaCepanid.

PE3VJIBTATBI COBCTBEHHBIX HABJIIOJAEHUI

IMon HaGmoaeHMEM HaXOAWINUCH 4 MalMeHTa, CTpaiaB-
IIMX MPOrpeccUpyloleil MblleYyHOM auctpodueit Dmepu
— [peiidyca ¢ MOYTH UACHTUIHON KIIMHUIECKOM CUMITTO-
MaTuKoi. Y 2 aereit quarHo3 ObLT TOATBEPKIEH C ITOMO-
mpto MetonoB JIHK-muarHocTuku v oGHapyxxeHus aesie-
uuu reHa EMD — EX 1 Ins 12 bp+del 2 bp nt 72 u EX 2 Ins
4 bp nt 229. YV 2 npyrux naudeHTOB IUarHo3 0a3vpoBascs
Ha THIMIMYHBIX KJIMHUYECKUX TIPU3HAKax 3aboJieBaHUsI.
PasBuTie crmbareTbHBIX KOHTPAKTYP JIOKTEBBIX CYCTAaBOB,
YMEPEHHO BBIpaKEHHAsT BOPOHKOOOpasHasi medopMartust
TPYIHOMN KJICTKW, OTCYTCTBHE BBIPaKEHHBIX TICEBIOTHITEP-
Tpoduit, YMCTBEHHON OTCTAJIOCTH | IPEUMYIIIECTBEHHOE
BOBJICUEHVE B MUOITATUICCKUI TTPOIIECC MBI TIPEITLIe-
Ybsl HAPSIIY C HAPYIICHUSIMU CEpIeYHO-COCYINCTOMN CUCTe-
MBI TTO3BOJISITM 9eTKO AU hepeHIIMPOBaTh X-CIIETUICHHYIO
rporpeccupylolyo Muonuctpoduio Omepu — Jperidyca
OT nposiBiieHunit Muoratuu iomenHa — bekkepa.

Y HabmoaaBiuuxcsl Aeteil 3abojeBaHUe XapaKTepu-
30BaJIOCh MBITIIEYHON CT1abOCThIO ¢ MEUIEHHO TIporpec-
cupylollieil arpodueil Mblll 0e3 BOBJIEUEHUST B MaTo-
JIOTUYECKYIO TICPECTPONKY HEPBHOM CHCTEMBI. Y BCeX
00CJIeIOBaHHBIX ~ TIAIIMEHTOB  IEPBBIE  ITPOSIBICHUS
KOHTPAKTYp JIOKTEBBIX CYCTaBOB IOSIBUJIMCH B BO3pacTe
ot 9 1o 11 er. Ilocne KoOHCynbTallMM HEBPOIIATOJIOTA
TOJIbKO Y OJJHOTO OOJIbHOTO ObLIO 0OpalieHO BHUMaHUe
Ha HEBBIPAXXCHHYIO MBIIICYHYIO CJIa00CTh W MTOCTaBJICH
TIPEIITOJIOKUTENIBHBIN TUarHo3 MuomnaTuu. OcTalbHbIe
JIETH HaOJIONATNCh C IUATHO30M <«ITOCJICNCTBUS TpaB-
MBI JIOKTEBBIX CYCTaBOB», XOTS B aHaMHe3e YyKa3aHWIA
Ha TpaBMbl He ObL10. B 2 ciyyasix oprorneaoM ObLIU BbI-
SIBJICHBI PETPAKIIMK aXWIIOBBIX cyxoxumuid. K 10 romam
yXe y BCeX OOJBHBIX BBIABISIACH Pa3IMIHAsl CTETeHb
YKOPOUEHUSI aXWJUTOBBIX CYXOXWINI, TIPU 3TOM OHU MO-
IJIM CTOSTh Ha HOCKaX WM HE MMETU BO3MOXKHOCTH CTaTh
Ha BCIO CTYMHIO. Y BceX OOJIbHBIX ObLIM OOHApYXKEHbI
HapylIeHWs] pUuTMa ¥ TIPOBOIUMOCTH CEPAIIa, IO TOBOIY
KOTOPBIX OHW OBUIM HaIlpaBJIeHbI K KapAWOJIory. Takum
00pa3oM, AuarHo3 muornatuu dmepu — [peiipyca onHO-
My 60JTEHOMY OBLT TTOCTaBJIEH OPTOITEIOM, OMHOMY — He-
BPOITaTOJIOTOM Y IBYM — KapIHOJIOTOM.

KaramMHecTnueckoe HabmomeHre 3a OOJIBHBIMU OCY-
mecTBIsuioch B TeueHue ot 7 no 14 net. K 20-metHemy
BO3pacTy Bce MAIlMeHTH COXPAHWIN CITOCOOHOCTD K (hH-
3UYECKOMY Tpymy (Tpoe paboTaay W yIUJIUCh OMHOBpE-
MEHHO, OIMH YYWICS Ha IHEBHOM OTIEJeHUHU). Y Bcex
GOJTPHBIX OBUTO TPAH3UTOPHOE TPETIETAHUE TIPEICePINiA,
aTpUOBEHTPUKYJIsIpHas OioKama oT 1-it mo 3-it creneHu,
TIePUOABl MIUOBESHTPUKYISIDHOTO PUTMa, TIOJUTOITHAS
SKCTPACUCTONMSI, KOPOTKHE 3alTbl XPOHWUYECKOW He-

KAPAQUWOJ10MNs

IMAPOKCU3MAIILHON TaxXWKapOuU C Y3KUM KOMITJICKCOM,
ay TPOMX — eIlle M C IMMPOKUM KOMIUIEKCOM. JIByM ma-
eHTaM K 20 romaM ObUTM MMIUTAHTUPOBAHBI 3JIEKTPO-
KapIUOCTUMYIISITOPBI, HECMOTPS Ha 3TO, OOWH W3 HUX
yMep OT HapylleHWii pUTMa cepiaua BBo3pacTe 24 JeT.
Bompoc o momImMMBaHUM ~ 3JIEKTPOKAPIUOCTUMYIISTOPA
TpeTbeMy TAIlMEHTY pelacTcst B HACTOSIIee BpeMsI, YeT-
BEPTHIIf — OTKA3aJICs OT OTIepaIliH.

IMocrerreHHO pa3BHUBaJiach CJIA0OCTh MBI TLIe-
YeJIONAaTOYHOM 00JacTH W MIePOHEATbHBIX MBI KO-
HEYHOCTEH, OrpaHUYeHHWE IBUXKCHUU ITO3BOHOYHWKA
B IIEHHOM OTHEJie M3-3a TUIMOTPOGUU C MOCIeayoNei
aTpodueil 3aTBIIIOYHBIX MBI, Bo3HUKamM 1 mporpec-
CHPOBAJI KOHTPAKTYPHI JIOKTEBBIX CYCTaBOB, M3MCHSI-
JTach TIOXOIKA BCJIEICTBHE KOHTPAKTYP TOJIEHOCTOITHBIX
CYCTaBOB W YMEPEHHOTO JIOP03a MOSCHUIHOTO OTAesa
MO3BOHOYHMKA. MO3XEUKOBBIX, OyJbOApHBIX W MUpa-
MHIAITBHBIX CHUMIITOMOB, a TaKKe HapyIIeHUN YyBCT-
BUTEJLHOCTU Yy OONBHBIX He OBUTO BBISIBIICHO. Pa3Bu-
THSI YMCTBEHHOU OTCTAJIOCTM HM y KOTO W3 MAIlMCHTOB
He ObLIO.

JlaHHble J1A00PATOPHBIX, (DYHKIMOHAJIBHBIX W MHCTPY-
MEHTAJIbHBIX METOIOB HCCJIENOBAHHUS. Y HAOIOMABITUXCS
HaMU YeThIpeX O0JIbHBIX ¢ X-CLEIIEHHOM ITPOrpecCupyro-
1Iei MbIIIeYyHoi nuctpodueit Omepu — peiidyca ObLIO
BBISIBJICHO YMEPEHHOE ITOBBIICHUE AKTUBHOCTU Kpea-
TuHdochokurHaszbl (ot 250 mo 3000 ME/mMn), ymepeHHoe
YTV 3HAYMTENILHOE YBEJIMUEHUE aKTUBHOCTU JIAKTATHCTH-
JIporeHasbl B cbiBOpoTKe KpoBu (0T 750 mo 1890 ME/mn).
C BO3pacToOM M IIPOTPeCcCUpPOBAHNEM 3a00JIeBaHNST AKTHUB-
HOCTb (hepMEHTOB 3HAYMTEIFHO CHIXKAJIACh.

JUTsI MJUTIOCTpalliM 3JICKTpOoKapaArorpadmIecKux Ha-
PYIICHUH TIPUBOIUM 3JICKTPOKAPAMOTPAMMBI  OTHOTO
U3 HabmogaeMbIx 00bHBIX (puc. 1). O6palaeT Ha ce0st

Puc. 1. DKT 60.1bHOT0 nporpeccupyloeii MpIIEYHOI AUCTPO-
(ueit Dmepu—/Ipeiiyca ¢ X-cuenjeHHbIM THIIOM HACJIEI0BA-
HMA: TpeneTaHue Npeicepauii.
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BHUMaHUE CHUXKEHUE aMIUTUTYAbI 3y01ia P Ha (hoHe Tpe-
TIeTaHUST TIPEACEePIUA.

Dxokaparorpadudecknue HapylIeHUs XapaKTepu3o-
BaJICh CHMMETPUYHON HEBBIPaXeHHON TUIepTpodueit
MMOKap/a, ero HeOJHOPOJHON XOT€HHOCThIO C yyacT-
KaMU YIUIOTHEHMS, Yalle B 00JIACTU MEXKETYI0YKOBOM
MEePEropoJIKU U BEPXYILKHU JIEeBOro xenaynouka. Ha dbone
HeOOoJIbIIoN TUNEpTpoUU MUOKapaa HabIonaaach -
JlaTalusl MoJoCTel ceplia CO CHUXXKEHUEM COKPaTUTENb-
HOU pyHKIIMY MUOKapna. OJ4eHb XapaKTepHBIM TTPU3Ha-
KOM SIBJISIACh pe3Kasl AVJIaTaIys TIPaBoro Mpeacepaus,
MTPOTPECCUPYIOIIAsT C BO3PACTOM, TTPU OTCYTCTBUU BBIpa-
KEHHON peryprutandyd Ha TPUKYCITMIATBHOM KIlallaHe.
Ha npeacraBneHHOi XoKkaparorpaMMe 0OJHOTO U3 00JIb-
HbIX (puc.2) obpaliaeT Ha cebsl BHUMaHUE BbIpaKeHHasI
NUaTalus MpaBoro npeacepaus.

Puc. 2. Munarauma npasoro mpeacepaust y 00JbHOTO Npo-
rpeccupylomeii Mbimeynoii aucrpodueii Imepu—/Ipeiipyca
¢ X-CuUenJIeHHbIM THIIOM HACJIE/IOBAHMS.

Ha snexrpoMurorpaMmax perucTpupoBacs, Kak rnpa-
BUJIO, IEPBUYHO-MBIIIIEYHBIN TUIT U3BMEHEHWI, B OTAE/Ib-
HBIX HAOJIIOICHUSIX BBISIBJISLIUCH (DACLIUKYISLIUU.

Jleyenue mnporpeccupymomeii MblIIeYHO aUCTpOdUN
BOmepu — Jpeiidyca

JleyeHue cepneyHO-COCYIUCTBIX HApYUIEHUI Y 00JIb-
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Cs Ha3HAYCHWEM JaXXe BBICOKMX J[03 aHTHAPUTMHUYECKIX
npenaparoB. BeposiTHO, B TSIKEJbIX Ciydasix CleayeT pe-
1IaTh BOIPOC 00 OJIHOBPEMEHHOM MOJIIUBAHUU DJIEKTPO-
KapAMOCTUMYJIATOpa U IePUOpHIUIATOpa Y TAKUX TAIlMeH-
TOB. DTOT BOIPOC TPEOYET NaTbHEUIIINX UCCIICIOBAHMIA.

Xopoumuii abdeKT s KyNUpOoBaHUsl TperneTaHust
Tpencepanuii HaMyu OTMEYEH NPU Ha3HAYeHUW BBICOKUX
J103 TIpenaparoB Kajaus (MaHaHTUH).

BoipaxkeHHBIE IHUCTpODUUECKUE W3MEHEHUS MMHO-
Kapla CJIy>XWJIM OCHOBAaHMEM JUIsl HAa3HAUYEHUsT Kapauo-
MeTaboIMYeCKOi 1 KapanoTpoduiecKoit Tepanuu (mpe-
nykran-MB, puGokcuH, L-kapHutuH, kosH3uM QI10,
muroxpom-C, conkocepw). JleueHue cepaeyHoi HeI0-
CTATOYHOCTH OCYIIECTBJISLIOCH B OOIICTPUHSTBIX PAMKaX.

B zakiioueHue cienyer MOAYEPKHYTh, UTO BaXKHEM-
MUMUA  KPUTEPUSIMU, OTIUYAOIIUMU X-CIETUICHHYIO
dopMy Tporpeccupyollieil MblllIeYHONH aucTpoduu
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Posb TOPMOHOB U IIMTOKWHOB y JieTeil ¢ O2KupeHuemM

Hormones and cytokines in childhood obesity
N. Arslan, B. Erdur, A. Aydin
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Ha ceromHsmmAMiA 1eHh YMCIEHHOCTD B3POCIBIX U ACTEH, CTPaJalOINX OKUPEHUEM, HEYKIIOHHO pacTeT BO BCEM MHUpE,
YTO SBJISIETCS] 3HAUMMOI MPOOJIEeMOIi 3MPaBOOXPaHEHUSI MHOTMX CTpaH. 3HaHUE BCeX 3BEHbEB MaTOreHe3a OXXKUPEHUs MOXKET
CYIIECTBEHHO MCITPaBUTh CUTYAllMIO U MTO3BOJUT pa3paboTaTth 3(P(HEKTUBHBIE METOIBI MPOMUIAKTUKA U JICUCHUS 3a00J1e-
BaHUs. JlaHHas paboTa HallpaBjieHa Ha UCCIICIOBAaHNE POJI TOPMOHOB 1 IINTOKMHOB B ITATOT€HE3¢ OXUPCHUS, HAPYIICHUIA
SHEpProoOMeHa.

IIpoBeneH aHaIM3 COBPEMEHHOM JINTEPATyphl, 0CO00€ BHUMaHKE YACISIOCh (PYHKIMSAM TOPMOHOB M IIUTOKMHOB M X
pOJIM B TIaTOTeHe3e oxkupeHus. Mcronb3ys Takue KIToYeBhIe CJI0BA, KaK OXXUPEHUE, IeTH, TOPMOHBI, IIMTOKWHEI, ObLIN 13-
YUY€HBI pa3IMUHbIe MyOJIMKAIIMU 1 TIEpeKPECTHbIE CChIIKM U3 0a3bl faHHbIX PubMed 3a mepuon ¢ 1957 mo 2009 .

VY nereii UMEIOTCI IBa TOPMOHA, CYIIECTBEHHO BIUSIONINX HAa S9HEPIeTUISCKUI OajJaHC — 3TO JISNTUH U TpeuH. Jlem-
THH OTBEYAeT 3a ITUTEIbHOE PEryJIMpOBaHNE SHEPIeTUUECKOTO OajlaHca, a TPEJIMH PETYIUPYeT TaKylo (PYHKIINIO, KaK CTH-
MYyJISILMS anmeTyuTa. B oTauuue oT rpeivHa, o6ecTaTuH NeWCTBYeT KaK aHOPEKCUTEHUYECKUI TOPMOH, MOAABIIss CKIOH-
HOCTB K MPUEMY MUIIY. ATUTIOKWHEI, BbIICISEMBIC KUPOBOIl TKAHBIO, UTPAIOT POJIb KITIOUEBBIX PErYJISITOPOB BOCHATICHUS
IIPY OXKUPEHUH. YBEIMIEHUE YPOBHS (haKTOpa HEKPO3a OITyXOJIEH-O K MHTEPJIEMKMHA-6, CHIKEHUE YPOBHS aIUITOHEKTHHA
W UHTepJelikHa- 10 CBSI3bIBaIOT C BOBHUKHOBEHHUEM BOCIIAJICHUS, TOBPEXKACHUS TKaHEW U APYTUX OCIOXKHEHUM OXKUPEHUSI.

JlanpHelIre Mccaeq0BaHMs MaToreHe3a OXUPEHNUS M CBSI3AaHHBIX C HUM OCJIOXHEHWI TOJKHBI BKITIOYaTh M3YUYECHHUE
CJIOXHBIX MPOLIECCOB 0OMEHA IIMTOKMHOB M TOPMOHOB, OT IIOHMMAaHMSI KOTOPBIX BO MHOTOM 3aBUCHUT pa3pab0oTKa HOBBIX
METOJIOB JICUEHUST OXKUPEHMST Y JIETEeil U B3POCIbIX.

Pedepenr 4. M. Ocmanos
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