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A6cTpakT

ITens. IToBpINIeHNE JOCTYIHOCTY BBICOKOKBaMIM(ULIMPOBAHHON IeTCKOM KapAMONIOTNYEeCKON ITOMO-
I MalMeHTaM C HapyILIeHVAMY TUIMIHOTO OOMeHa, yIydlleHue JUAaTHOCTUKY U 3P PeKTUBHOCTI
NedeHnsA OO0NIbHBIX C CepAEeYHO-COCYANCTHIMY 3a00/IeBaHNAMIU.

Marepuansl M MeToabl. LleHTp munuponornn Ay Aerteil ObIT OTKPBIT Ha (PYHKIMOHATBHON OCHOBE
Ha 6ase JleTckoil pecyOnukaHcKol KayHudeckoit 6onbHuipl Peciy6muknu Tarapcran ([JPKB M3 PT)
B 2018 . B 3amaun paboThI 1leHTpa BXOUT BhIABIIEHNE, IeueHte 1 HaO/oleH e 3a TallieHTaMy CO CITOXK-
HBIMJ HapyLIeHVAMM TAINHOTO 0OMeHa (B T.4. Hac/lIeCTBeHHbIMM popMaMn), BefieHue delepaabHOro
peructpa cemeitHo runepxonectepuaemuy (CI'XC) u gpyrux pefkux HapylleHWiT TUINIAHOTO 0OMeHa;
oOydeHme Bpayeit 1 nmanueHToB. [IpoeMOHCTpUpOBaHa cxeMa pabOTHI KACKaJHOTO CKPUHIHTA B paMKax
B3aMIMOJIEVICTBYA B3POC/IOTO U JJETCKOTO LIEHTPOB IUIINULOTIOTUHA.

Pesynprarbl. [Ipu npoBenennn KackagHOro ckprHuHra Ha 6ase lentpa munuponornu mns geteit IPKB
M3 PT B corpynuudectBe ¢ llenTpoM mummponornn s B3pocibix Ha 6ase [OpOACKOil KIMHIYECKO
6ompauibl Ne 7 (IKB Ne7) r. Kaszauu 6b110 BbLsiBeHO 203 manmenTa B Bo3pacte ot 0 1o 17 7IeT ¢ OTATOIeH-
HBIM CeMeITHBIM aHaMHe30M II0 CepAeYHO-COCYANCTHIM 3aboneBanuaM. [Ipn nanpHelieM o6cegoBaHNm
y 84 peTtell BBIABMIOCDH IOBBIIIEHME YPOBHS obuiero xonectepyuna y/vmu JITTHIT Beime pedepencHbIx
3HaueHMil. [[uarHo3 ceMeilHas TMIepXO/ecTepyHeMMs ObUI BbICTaB/IeH 34 IalMeHTaM, YTO COCTABUIIO
16,8% ot Bcex ob6cnemoBaHHbIX. [IpoBefeHMe KaCKaHOTO CKPMHMHTA 00ecreunBaeT aKTUBHOE BBISIBIIE-
HJIe MTAIVIEHTOB C HapyLIeHVAMIY IMINHOTO 0OMeHa, KaK fieTell, TaK U B3POCIIbIX.

3akmioyenne. LIeHTp MMIUIONOrNy IS leTell TO3BOMIsAET He TONBKO IPOBOANTH /edeOHYI0 U podu-
JIAKTUYECKYI0 paboTy, HO U 0becreunBaTh CIaXKeHHOE B3aMMOJIEIICTBIE Pas/INYHBIX CTPYKTYPHBIX ITOJ-
pasfeneHni 34paBoOXpaHeHNs B 60pbOe ¢ aTepoCKIepo3oM Y AeTell 1 B3pocybix. Ha ocHoBaHMM oIbITa
pabotsl LleHTpa MOXXHO YTBEp)KAATb, YTO BHEAPEHNE B CTPYKTYPY MEAULMHCKUX YIPeXeHUI T0f06-
HBIX IOfipasfieNieHnit Ha Teppurtopyun Poccmitckort Pemeparnuy mo3BosnsAeT obecnednts 3G HeKTUBHYIO
OpTaHM3aIMIO JYATHOCTUKH, JIedeHMsI M MPOPIUIAKTUKY OONBbHBIX C HAPYIIEHNAMM JIUINHOTO 0OMeHa
U MeeT OYEeBMIHYIO K/IMHIYECKYIO ITO/Ib3Y.

KnroueBbie cmoBa: aTepoCKiIepo3, ceMeltHasi TUIepX0/IeCTepUHEMIS, EHTP TUINLOIOTUY, XOTeCTEePUH,
JIUIIAHBI 0OMeH.
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Goal. Increasing the availability of highly qualified pediatric cardiac care for patients with lipid metabo-
lism disorders, improving the diagnosis and effectiveness of treatment of patients with cardiovascular

Materials and methods. The Lipidology Center for Children was opened on a functional basis on the
basis of the Children's Republican Clinical Hospital of the Republic of Tatarstan (DRKB MH RT) in 2018.
The center's tasks include identifying, treating and monitoring patients with complex disorders of lipid
metabolism (including hereditary forms), maintaining the federal register of familial hypercholesterol-
emia (FHC) and other rare disorders of lipid metabolism; training of doctors and patients. The scheme
of cascade screening operation in the framework of interaction between adult and pediatric lipidology

Results. When conducting cascade screening at the Center for Lipidology for Children, DRKB MH RT
in cooperation with the Center for Lipidology for Adults at the City Clinical Hospital No. 7 (GKB No. 7)
in Kazan, 203 patients aged 0 to 17 years with a burdened family history were identified on cardiovascu-
lar diseases. Upon further examination, 84 children showed an increase in total cholesterol and / or LDL
levels above the reference values. Familial hypercholesterolemia was diagnosed in 34 patients, which ac-
counted for 16.8% of all examined patients. Cascade screening provides active detection of patients with
lipid metabolism disorders, both children and adults.

Conclusion. The Lipidology Center for Children allows not only to carry out medical and preventive
work, but also to ensure the coordinated interaction of various structural units of health care in the fight
against atherosclerosis in children and adults. Based on the experience of the Center, it can be argued
that the introduction of such units in the structure of medical institutions on the territory of the Russian
Federation allows for the effective organization of diagnostics, treatment and prevention of patients with
lipid metabolism disorders, has obvious clinical benefits.

Keywords: atherosclerosis, familial hypercholesterolemia, lipidology center, cholesterol, lipid metabo-

lism.

BBepeHue

B OonbLUMHCTBE CTpaH MUpa 3aboneBaHns cepaed-
HO-COCYAMCTON CUCTEMbI 3aHMMALOT NepBOe MeCTo Mo
CMepPTHOCTU HaceneHud. o faHHbIM PocctaTa, Ha Ko-
Hel, 2019 roga CMepPTHOCTb OT KapAMOoBacKyNspHOM
NaTonorum aTepoTPoOMBOTUHECKOTO reHe3a NpeBbILLaeT
1,6 MnH YenoBek B o4 [1]. B cTpykType cMepTHOCTU
TpyoocnocobHoro HaceneHns 35% cocTaBnsioT 0o-
NEe3HUN CUCTeMbI KpoBOODpaLLeHNs, B TOM YMcCIIe ulle-
MUYeckas GonesHb cepaua U LepebpoBackynapHble
oonesnu [1]. OgHako cnemyeT OTMETUTb, YTo B 12 eB-
ponenckmx cTpaHax — benbrun, HOanum, Wtanuu,
N3paunne, WcnaHum, Jliokcembypre, HupepnaHoax,
Hopserun, Moptyranuu, CnosexHun, OpaHumm u Be-
NMKOBPUTAHUM  CepaedHO-CcocyaucTas  natonorus
YCTYMNa OHKONOrn4ecknm 3aboneBaHnsmM Nuaepcrso

B CMCKe NpUYUH CMepTU cpeln MyxHuH [2]. Cpean
KEHLLMH nofobHas TeHaeHUMsA HabnoOaeTcs TonbKo
B Januu n M3panne [2]. daHHble CTaTUCTUKK yoexaa-
IOT HaC B HEOOXOOMMOCTU U3yHaTb OpPraHM3aLMOHHble
NoaXxoAb! K Ne4YeHnio 1 npodunaktiike 3abonesaHnn
cepola M COCYAOB B 3TUX CTpaHax M ChOpMUPOBaTb
CODCTBEHHYIO MpOrpamMmy [ns yBennYeHus npoaon-
KUTENBHOCTU XM3HU TPYLOCNOCOOHOIO HaceneHus.

B ocHoBe GopbObI C cepaeyHO-COCYaNCTbIMK 3a-
DoneBaHUAMU nexaT UX NpPodunakTMka 1 n3ydHeHue
(hakTopoB pucka. M3BECTHO, 4TO NpPEeXAeBpeMeHHas
CMepTHOCTb ODYCITOBNEHa CEMbIO OCHOBHBLIMU (hakTO-
paMy puUcKa, Cpedm KOTOPbIX rMnepxonectepuHeMus
3aHVMaeT BTopoe Mecto (23%) [3, 4]. Mo maHHbIM
3MMAEMMONOINMYECKUX UCCNeoBaHWIM, YacToTa runep-
TNNAEMUM CPeAM NALMEHTOB C CepaeYHO-COCyANCTbI-
MW 3a00MeBaHMAMWN B PA3/INYHBIX pernoHax Poccum
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diseases.

centers has been demonstrated.
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pocturaet 60% [5, 6]. B cBolo o4epelb M3BECTHO,
41O ypoBeHb nunuaos B 40-60% cnydaeB 3aBUCUT
OT reHeTN4eCcKnX NPpUYnH [7].

TaxecTb W CKOPOCTb TeYeHMs aTepock/ieposa
y OONbHbIX C CEMEMHOW runepxosecTepuHeMmen
(CrXC) obycnoBneHbl He TOMbKO BbICOKMM YPOBHEM
NUNONPOTENAOB Pa3NUYHbIX (DPakLMA B KPOBM, HO
1 MPOLOIKNTENBHOCTBIO VX HaXOXOEHWA B KPOBEHOC-
HOM pycne. Takue HapyLleHWs BO3HWUKAIOT Y OObHbIX
B pe3ynbrate Aedekta reHoB GenkoB, y4acTBYIOLMX
B MeTabonm3aMe nvnonpotenaos. B pesynsrate my-
Taumn reHa, koaupytowero JIMHM-peuentop Ha-
PYLLAETCA 3axBaT WM BblBEAEHWE M3 Ma3Mbl KPOBU
NNONPOTENAOB HU3KOM MNAOTHOCTM, B pe3ynbraTe
4Yero MNPOAOIKUTENIbHOE BpeMs MOOLEPKMBAETCH
NX BbICOKMI ypoBeHb B KpoBW [8]. HdaHHasa MyTaums
obHapyxuBaetcs y 85-90% 6onbHbIX. [ns OonbHbIX
CIrXC xapakTepHbl Takxe U Opyrve Mmytaumm, Takue
Kak MyTaumsi B reHe, KOAMPYoLeM anonmnonpoTemH
B100, 4to He paet yactmue JITTHI cBA3aThca C peLen-
TOPOM, a TakKXKe MUCCEHC-MYTALLMM FeHa, KOAUPYIOLLEro
NPOMNPOTEMH KOHBEPTa3y CyOTUNM3MH/KeKCUH T1na 9
(PCSK9), npu Hannyum KOTOPOWM MPOUCXOAMNT MOBbI-
LeHHoe pa3pyLueHue perenTtopos JITHIT B neveHn [9].
CylectByeT HOMbLIOE KOMMYECTBO U APYTrX MyTaLun
reHoB, OTBEYAIOLLIMX 33 METabONM3M IUMONPOTENOB
B OpraHun3me Yenoseka. Ocoboro BH1UMaHMS 3aCyxXum-
BaeT TOT haKT, 4TO OOMbLIMHCTBO 13 reHoB, 0OYCIOB-
NBAIOLLMX HapyLIeHWs NNMUAHOrO OOMeHa, SBSIOTCS
aYyTOCOMHO LOMUHAHTHBIMM, 3 3TO 3H34YUT, YTO BEPOAT-
HOCTb HanM4Ms 3aboneBaHNs B cembe, rae 6oneH oauH
n3 pooutenen, coctanser 50% u B ceMbe, rae Oonb-
Hbl 00a poauTens — 75%, npu ToM 410 B 25% Cnyyaes
pebeHoOK OymeT cTpagaTb FOMO3UFOTHOW opMoM
3aboneBaHuWs, NPy KOTOPOW aTepOCKIePO3 CTAHOBUTCS
atanbHbIM B nepsble 30 f1eT XusHu Yenoseka [10].

C y4eToM TOro (hakTa, 4TO CEMeMHasa rmnepxone-
CTEPUHEMUS SBNAETCA TEeHETUYECKN OOYCNOBMNEHHbIM
3aboneBaHneM, MOBbILWIEHWE NUMWAOB B KPOBU N UX
HakomneHne B CTeHKe COCYAa HAYMHAETCS C POXAEHWSA
1 NPOLOSIXKAETCS Ha NMPOTHXKEHUM BCEN XN3HW YenoBe-
Ka. DTO BbI3bIBaET CEPbe3Hble TPYAHOCTM MNPV OKa3aHum
NOMOLLY TaKMM NaLeHTaM, Tak Kak Mepbl 4718 NPeaoT-
BPALLEHNS  KIIMHWYECKM 3HA4MMOro  artepockiieposa
OOIMKHbI COMPOBOXAATH MaLUMEHTa MOXM3HEHHO. 3a-
OoneBaHve nepefaeTcs Mo HacneaCTBy U3 MOKONEHNS
B MOKOMNeEHWe, 1y Bpademr eCTb BO3IMOXHOCTb OTCNEAUTb
reHeTn4eckue NMUHWK, Toe PUCK PpasBUTUA aTepockie-
pO3a U cepae4HO-COCYaNCTbIX 3aboneBaHnn 0CobeHHO
BbICOK. C LLeSblO BbISABIIEHWS MALMEHTOB C HaCleACTBeH-
HbIMM HapyLlEeHNsIMY OOMEHa NNMWAOB elle B AETCKOM
BO3pacTe 1 HabnodeHeM 33 HAUMW [0 Nepefadn BO
B3pOCHyio ceTb B Pecnybnuke TaTapctaH Obin opraHn3o-
BaH LleHTp nununagonornm gnsa geten.

Matepuanbl u meToabl
UeHTp nunuponorvn ans geten TAY3 «[leTckas

pecnybnkaHckas KnMHudeckas 6onbHuLa MuHncrep-
CTBa 30paBOOXPaHeHus Pecnybnukn TatapctaH» Obin

OTKPbIT Ha (YHKLMOHANbHOW OCHOBe Ha Oa3e KoH-
CyNbTaTUBHOW MonuknnHuk Ne2 B nekabpe 2018 r.
(nprkas «O co3gaHnn Ha YHKLIMOHANBHOM OCHOBE
Ha ©a3e TAY3 «[1PKB M3 PT» PecnybnukaHcKoro LieH-
Tpa nunugonorin ans geten» Ne768 ot 24 gekabps
2018 r.). B coctaB LleHTpa nunugonorin ans geten
BKJIIOYEHbI KaDWHeT nunugHoro obmeHa 1 kabuHeT
dYHKLUMOHANbHOW AMarHOCTUKN. B HacTosillee Bpems
NpUeM B LIEHTpe BedyT AETCKNIM KapAMOonor, S3HA0KPN -
Honor, Hedponor, racTPO3HTEPOSIor, Bpad yHKUMO-
HaNbHOW AMArHOCTUKN.

MNMoka3aHusMW ONsS  HanpaBneHus B KabuHet
ABNAOTCA  yBenMYeHne pedepeHCHbIX  3HaYeHWN
NUNMAOrPaMMbl — 0DLLIErO XonecTepuHa, nunonpote-
NOO0B BbICOKOW U HU3KOW MNOTHOCTU, TPUTNULEPNAOB.
Kpome TOro, Hanpasnaootca ATV NauneHToB LleHTpa
nmnugonorn - ang  B3pocnbix  TAY3  «lopopckas
KNnUHMYeckas bonbHUua Ne7» B Bo3pacte 0—17 net
C OTArOLEHHbIM CEMEMHbIM aHaMHE30M M0 CEMENHOW
rMnepxonectepuHemMmm.

Ha 6a3se LleHTpa nunugonornn ons geten [AY3
«[IPKB M3 PT» opraHn3oBaHO npoBefeHWe MOfHOro
1 yrnyobneHHoro KnmHu4eckoro, nabopaTtopHoro, 6uo-
XMMWYECKOro, MHCTPYMEeHTanbHoro obcnenoBaHus
[eTer ¢ pakTopaMu pucka 1 OosbHbIX C CUMMTOMATU-
4eCcKVIMU NPOSBNEHNAMU aTePOCKIepOTUIHECKNX 3ab0-
NeBaHUM; NPOBOAMUTCH KOHCYNBLTUPOBaHME NaUVeHTOB
BpadaMu pasfinyHbIX CheumnanbHOCTen; BbIMONHAETCA
nogbop amekBaTHOW apMakoTepanun y BorbHbIX
C HapyLIEHWSIMU NUNMAHOMO OOMeHa U npoBefeHue
NepBUYHOM U BTOPUYHOW NPODUNAKTUKK C KOPPEKLIM-
e KNMHUYECKUX, NMUNNOEMUYECKMX, MeTabonmnyeckmnx
W OPYTrUX HAaPYLIEeHU; NauMeHTbl C HaCedCTBEHHbIMMN
opMamMm HapyLLeHU NIUMUAHOTO 0OMeHa BKIoYeHbI
B rpynny AncnaHcepHoro HabnioaeHus 1 neveHns.

B HacTtosllee Bpemsi B LleHTpe nunugonorum ans
neten Habniojaetca 203 pebeHka C OTArOLLEHHBIM
CEMEMHbIM aHaMHEe30M MO Cepae"HO-COCYAMUCTbIM
3aboneBaHuaM, y 84 13 HUX HabMoOAOTCH pa3nuy-
Hble HacNeaCTBEHHble HapylUeHWs obMeHa NUMULOOB.
Bce nauymeHTbl NPoXodaT MOMHOe KAWMHMKO-UHCTPY-
MeHTanbHOe 00bcCnenoBaHWe, BKMoYalolee: cbop
CEMENHOro aHaMHe3a, WCCNefoBaHWe NMMNUOHOIO
cnexktpa (obuwwmn xomectepuH, XC-JIHM, XC-J1BM,
Tpurnuuepnabl, Jin(a)), broxmmmdeckne aHanmsbl —
ANT, ACT, KOK, TTT, KpeaTUHWUH, BunmnpybuH, rmokosa,
aHTpoMoMeTpUs C onpeaeneHneM Macchl Tena, pocTa,
OKPY>KHOCTM Tannu, pac4eToM MHAEKCca Macchbl Tena,
OCMOTP CYyXOXWUNMM, KOXMW, Ma3 U BeK, WU3MepeHue
apTepuanbHOro JaBneHus. Takxke MNPOBOASTCH WH-
CTpyMeHTaNbHble 0DCNenoBaHMs Ccepala M CoCymdoB,
Kak CTaHOapTHble — 3MeKkTpokapanorpadus, axokap-
onorpadus, Tak M cneupmanbHble — YbTPa3BykoBOE
OyMNneKcHoe ckaHMpoBaHKWe oOLLen COHHOW apTepum
C onpefeneHnem TOMLLMHbBI KOMMeKca MHTUMa-Me-
Ona, CyTo4HOE MOHUTOPWPOBaHME apTepuranbHOro
[aBNEHNA C OLIEHKOW PUrMAHOCTI cocynoB (puc. 1).
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PucyHok 1. [MnaH obcnenoBaHWsa AeTen Npu NOA03PEHNUM Ha CEMENHYIO TUMNepXonecTepuHeEMMIO

« (CHop cemenHoro aHamHesa

o ApTepnasnbHoe [aBfieHve
o 2x0-KT
nHTMMa-menmna OCA

« [eHeTn4yeckni aHanms

HeoGxoanmbie oGcnefoBaHUsA Npy NOAO3PEHUN Ha CEMENHYIO
runepxonecrepmHeMuio

o JInnmaHbin cnektp (OX, XC-JTHM, XC-JIBM, Tpurnuuepuabl, Jin(a))
o ANT, ACT, KOK, TTT, KpeaTuHuH, bunupybuH, rmioko3sa

o Macca Tena, pocT, OKpY>XHOCTb Tanum

o OCMOTP KOXMW, CYXOXMMNK, TNa3 1 Bek

o Y3W cocynoB Weun C onpefeneHneM TONWMHbI KOMMeKkca

« CMA] c dhyHKUMEN aHanM3a pUriaHoCT COCya0B

MMpumeydaHus: OX — obiym xonectepuH, XC-JIHIT — xonectepuH-nunonporenabl HU3Kou naotHocty, XC-J1BI1 — xonecte-
PVIH-IMMONPOTeNAbLI BbICOKOV MioTHocTH, Jin(a) — nunonpotenH(a), ANIT — anaHnMHamMuHoTpaHcgpepasa, ACT — acriap-
TaTaMuHoTpaHcgepasa, KOK — kpeatmHpocgokmHasa, TIT — TUPeOoTPOrnHbIk ropMoH, Ixo-KIT — sxokapavorpagus,
Y3 — ynbtpa3Bykosoe mccnenoBarme, OCA — obiias coHHas aptepus, CMAL] — CyTOYHOe MOHUTOPUPOBAaHME apTEPHAIb-

HOIro AaBJIeHWA.
PEByﬂbTaTbI n 06cy)|(p,e|-|v|e

Bcero 3a Bpemsi pabotbl LleHTpa metckon nvnu-
fonornu 6b1n1o BbinosHeHo 6onee 900 KOHCyNbTaLMM
OeTCKoro kapauonora. [nsd BbiIBNeHMsS MNaLMeHToB
JETCKOro BO3pacTa C CEMEWHOM rmnepxonectepuHe-
MUEN U HaNpaBNEHWS UX Ha KOHCynbTaumio B LleHTp
nMAMAoNorMnM AN aeten ObiM NPOAHANM3MPOBAHI
3714 wnctopuin OonesHU nNauMeHTOB KapAMonoru-
Yyeckux oTaeneHun TAY3 «lopoackas KaMHWYecKas
OonbHMua Ne7». Cpegun HUX BbisiBNeHo 182 MHaekc-
HbIX MalLEeHTa C COOTBETCTBYIOLLMMU KPUTEPUAMU —
MY>X4MHbI MOMOXe 55 neT, XeHLWyHbI Mosioxe 60 ner,
nepeHecLIne OCTPbIN KOPOHAPHbLIM CUHAPOM, OCTpble
HapyLUeHWs MO3roBOro KpoBOOOpaLLeHNs Mo aTepo-
TPOMOOTMYECKOMY TUMY WIIX MMEIoWMe MOATBEepPXK-
OEHHbIM 3HAa4YMMbIA aTEPOCKIIEPO3 Nepudeprnyeckmx
apTepuin. narHo3 CI'XC y B3poc/bIx yCTaHaBMBanNcs
Ha OCHOBaHWW HwaepnaHACKUX AMArHOCTUHECKMX
kputepmes Dutch Lipid Clinic Network (DLCN) npw
cymme 6annoe >6 [11]. Cpeon Bcex obcnenoBaHHbIX
MY>XHYMHbI OKa3anncb B OOMbLWIMHCTBE M COCTaBUIU
87 %, eHLWmHbl — 13%. CpeHMA BO3pacT AMarHOCTL -
POBaHHbIX MALMEHTOB Yy MY>X4UMH coctaBun 34,9 roga,
y XeHWWH — 45,6 roga, npyv 3TOM CaMblii MONOOON
MY>X4MMHa Oka3anca 28 fieT, a XXeHLlwmHa — 32 neT. C nH-
JEKCHbIMW NMaluMeHTaMu NpoBoaMnacs decena, Lenbio
KOTOPOW IBMSINIOCh ONpeAeneHne Hanudmsa y HUX poa-
CTBEHHMKOB 1-1 U 2-1 nuHUK poacrea ot 0 go 17 net
BKJIOYUTENBHO M MPUIMALLEHME UX Ha KOHCYNbTaLuio
B LleHTp nunuaonornn ana aeten. CpeaHuin Bo3pacT
poauTener, obOPATUBLLMXCS BMEPBble CO CBOUMM
JIeTbMU C >anobaMu Ha MoBblleHVe obLIero xone-
CTepUHa W /MAK IMNONPOTENAOB HWU3KOW MAOTHOCTY,
coctasmn 44,5 ropga, U3 HUX Y XeHWwmnH — 48,2 rofa,
y MyX4uH — 40,9 roga. Bcero Gbino obcnegosaHo

203 pebeHka BbISBNIEHHbIX MHOEKCHbBIX MaLMEHTOB.
Ha ocHOBaHWM pe3ynbTaToB aHanM3oB IUMUOHOMO 00-
MeHa ObINo 3aperncTpupoBaHo 84 (41,4%) pebeHka
C NOBbIWEHNEM YPOBHs 0OLLero xonecrepuHa un/
nnu JIMHM Bbiwe pedepeHCHbIX 3HaveHUW. B coot-
BETCTBUM C bpuTaHCcKnmm kputepmsamu Simon Broome
OMarHo3 cemenHas runepxonecrepyHemMunst Obin Bbl-
ctaBneH y 34 naumentos (16,8%). CpeaHuit Bo3pacTt
neten coctaBun 8,6 roga, y Manb4mko — 9,0 ner,
y neBodek — 8,8 roga.CamMbii ManeHbku pebeHok
OKa3ancs B BO3pacte 2 neT. AHanm3 ypoBHS NUMNULOB
Yy MauMeHTOB MoKasan CTaTUCTUYEeCKN LOCTOBEPHYIO
pa3HuLYy B MokasaTtensx obLlero xonecrepuHa cpeam
Manbunkos (8,03+1,53) u gesodek (7,24+1,34;
p < 0,05). AHanornyHble pe3sysbtaTbl ObiIW Nomy-
YeHbl Npu cpaBHeHUW yposHa JIMHIT — 5,8+1,51
n5,25+1,39, p< 0,01 coortsetctBeHHO. Cneayer oT-
MeTUTb, YTo ¥ 4 geten (11,7%) npu ynsTpassykoBOM
OYMNeKCHOM CKaHUPOBaHUM ObLLer COHHOM apTepunn
y>xe OblNo 3aperncTpupOBaHO YTOJLLEHME KOMIIeKca
WHTUMa-Meama Bbille 95 nepueHTvng [12-14].
TpyOoHOCTW AMarHoctukmn 3aboneBaHnn obmeHa
NVUNMOOB B NeAMaTPUYEeCcKON MpPakTUKe 3akIIo4aloTcs
B TOM, YTO KJIMHWYeCKas MaHudectaums BO MHOMMX
CIy4asax HacCTynaeT B 3pefioM BO3pacTe, a Ha4anlo ak-
TUBHOW NPOMUNAKTUKIA U NIeHeHNs Yy TakUX NaLMeHTOB
Henb3s oTknagbiBatb[15, 16]. Bce met mHOEKCHbIX
NauMeHTOB BHE 3aBMCMMOCTW OT pPe3yNsraToB WC-
CnefoBaHMa NMNMAHOMO NPOdUAA HaxoOsTCA MOL
HabniodeHneM cneumanncTos LleHTpa. 3To cBs3aHO
C TeM, YTO V3MEHEHWUs B NUNMOOrpaMMe MOryT Ma-
HUdecTMpoBaTh B NoOOM BO3pacTe, a AoKa3aTb WIK
OMNpPOBEPrHYTb Hann4KMe 3aboneBaHNs B psae Cyvaes
MOXHO, NLLIb NPOBEAA FeHeTNYeCcKoe TeCTMPOBaHME
[8, 10, 11]. Mpw ycTaHOBNEHHOM AMArHO3e «BO3MOX-
Hasa» Unm «onpefeneHHas» CIXC nayyeHTbl nonyyator
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peKkoMeHAauMn, B OCHOBE KOTOPbIX NEXUT M3MEHeHVe
obpa3za xu3Hu 1 nutaHna [8, 10, 11]. Mpn Heobxoau-
MOCTW PacCMaTPMBAETCA Ha3HaYeHWe NeKapCTBEHHOM
NUNMACHMXKAIOLWEN TepanuM  COrfacHo  PoCcChMCKM
pekoMeHAaUMAM MO OMArHOCTUKE U NEeYeHUto cemen-
HOW rnepxonectepuHemMmnn ¢ 8-neTHero Bospacta [10].
B oTcyTcTBME A0OMXKHOMO 3ddekTa OT KOHCEPBATVBHOM
TepanumM VN1 MpY BbICOKUX CTaPTOBbIX 3HAYeHMAX
JIUMUIOB KPOBM BO3MOXXHO MCMOMb30BaHKe 3KCTPaKop-
nopa’sbHbIX METOL0B o4uLLeHNsA kposK [8, 10, 14-16].

B LleHTpe nunugonornmn ons Aeten eCtb BO3MOXHOCTb
NPOBeLeHMA OAHHOO METOAA NeYeHNs, U K HacTosALLe-
MY MOMEHTY OH Dbl MPeAOoCTaBNeH TPOUM NaLMEHTAM.

OnHOWM 13 BaxkHbIX cocTaBnsatoLmx LieHTpa sBnseT-
Cs opraHm3aums 3hPeKTUBHOM MapLUpyTM3aLmm ge-
Ten Pecnybnuku TaTapcTaH ¢ HapyLUeHWeM NMNUOHOIO
obmeHa, obecneyveHe NPeeMCcTBEHHOCTU Mexxay LieH-
TpamMu1 MMNNOONOMMM NS B3POC/bIX W AeTen (puc. 2).
SdhdhekTVBHOE BbiABNeHWe aeTen ¢ cemenHom CIXC
BO3MOXHO MPpU YCIIOBUN CTaXKEHHOTO B3aVIMOAENCTBUS

PlllcyHOK 2. Cxema MapLwpyTr3aynm nauneHToB C gncinnmnogeMmamMmm

MepBu4HOE 3BE€HO — Bpaiun — NegnaTpbl y4acTKOBbIe MyHULMNANbHbIX TEPPUTOPUIA
Pecny6nukn TatapctaH

LleHTp nunupgonorun pna pneren NAy3 «4PKb M3 PT»

LlenTp nunuponoruun pnsa espocsbix FAY3 «'Kb N27»

CTPYKTYPHbIX  MOAPAa3heNeHn  34paBOOXPaHEHUS.
[leTn ¢ NoBbIlLEeHHbIM YPOBHEM 0bLLIErO XonectepuHa,
BbIiB/IEHHbIE B YCIIOBUAX aMOynaTopHoOro rnpuema,
HanpaensoTca B «LleHTp getckon nunugonorumy. Mpu
NCCNeoBaHNN CEMEMHOIO aHaMHe3a Takux AeTen Ux
B3pOC/Ible POACTBEHHMKM HanpasasoTcs B «LleHTp
mnnponorny ona B3pocsbix» [15].

[nsa adpdpekTBHON NPOodDUNAKTUKMU Pa3BUTUS Cep-
[le4HO-COCYANCTbIX 3aboneBaHu B 3pesioM Bo3pacTe
naumeHTbl LleHTpa Haxo4sTcs nof KOHTponeMm cneuu-
anucroB. C Uenbio ONTUMM3ALMM OKa3aHWS MOMOLLN
N cncTemMaTraumm MHPoOpMaLMM faHHbIE NaLMEHTOB
BHOCATCA B Perncrp mauMeHTOB C CEMeNHOW runep-
XONecTepruHeMMen M MaLMEHTOB OYeHb BbICOKOMO
cepae4Ho-coCcyamncToro pucka C HedoCTaTodHOM -
EKTUBHOCTBIO MPOBOAVMOM  TMNOANMINAEMNYECKON
Tepanun (PEHECCAHC) [17], KOTOpbIi MO3BOMSET
YNyYlnTb AMArHOCTUKY 3aboneBaHWs, OUEHUTb 3d-
(heKTMBHOCTb NeYeHUs U BbIAENUTb Pynmnbl BOMbHbIX
BbICOKOIO pycKa.

3ak/iloyeHmne

OnbiT pabotbl LleHTpa nunuponornn ons aeten
IPKE M3 PT nokasbIBaeT, 4TO BHeOpeHUE B CTPYKTYPY
MeOMUMHCKUX  YYPeXAeHNN noAoOHbIX noppasne-
neHun Ha Tepputopuin Poccnnckon depepaunin, ak-
TUBHOE B3aMMOENCTBME B3POCbIX 1 OETCKUX CIYXO
Mexay coboV mo3BonnT obecnedntb 3PheKTUBHYIO
OpraHM3auMio OMArHOCTUKM W fleveHus MauneHToB
C HapyLeHNsIMU nunuaHoro obmeHa 1 byoeT Umetb
O4EBUAHYIO KIMHNYECKYIO MOMb3Y.

TakM 06pa3om, CcyLlecTByeT He0OXOAMMOCTb Hau-
Donee paHHEro BbISBMEHUS HapyLIEHUA UMUOHOMO

obMmeHa y aeten. PaHHss nocTaHoBKa AMarHo3a U no-
cnenylolime nevedHble MeponprsaTUsS NO3BOMIOT NPO-
hrNakTMpoBaTh Pa3BUTME aTepOoCKiIepo3a M yny4dLaTtb
Ka4yeCTBO XMU3HWM nauuveHTos [8, 12, 16]. B npouecce
paboTbl LeHTpa nunumonoruv Ons Aeter yaanocb
BbIIBUTb AETEN C HapylleHUsAMK obMeHa NUNVOoB,
KOTOpble HYXXAAl0TCsA B aKTUBHOM HabMogeHNN 1 Tepa-
MM C Lenbio NPOMUNaKTUKMN KIIMHUYECK 3HaYMOro
atepockeposa. B npouecce nposefeHUs KaCKagHOro
CKPUHWHIA ObINM BbISIBMEHbI AETU C OTSTOLLEHHbIM
CEMEVHbIM aHaMHe30M Mo CepaevHO-COCYaANCTbIM
3aboneBaHuaM. Bce geTu, kak GuU3nyeckn 340poBble
C OTArOLWEHHbIM aHaMHe30M, Tak U C U3MEHEHUAMM
B NUNMAOrpaMMe, akTMBHO HabnioJalTCs 1 Npu Ha-
NNYMM NOKa3aHWM nonyyatoT Tepanuio. [ns Hanbonee
3(bheKTUBHOIO BbISBNEHWNS AETEN C HACeACTBEHHbIMM
OUCNINNNOEMUAMY LenecoobpasHo NpUMeHeHne Ka-
CKaHOro CKPUHWHra Ha base LeHTPOB NUMUA0NOMN
ons geten [12]. MaBHbIMM 3afa4aMmM Taknx LEEHTPOB
JONXHbl ObITb He Tonbko nevebHas U nNpodunakT-
yeckas paboTa, HO M opraHM3aLWs B3aUMOLOENCTBUS
CTPYKTYPHbIX — MoApasfeneHnin  30paBOOXpaHeHus,
HanpaBeHHas Ha ONTUMK3aLMIO PAbOTbI MPOrPaMMbI
CKPUHWHTa[12].

KoHpnukT nHTtepecos

ABTOpbI
MHTEepPeCoB.

3a89BUIM 00  OTCYTCTBMM  KOHDNMKTA
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