. AKYTCKNA MEAULIMHCKUM XYPHAT

YOOBMETBOPEHNSA KWUCIOPOAHOro 3arnpo-
ca v rge AnuTenbHoe Bpems COXpaHs-
€TCS YCTONYMBBIN YPOBEHb NOTpebneHns
kmcnopoga. AHaspobHas >xe Mnpon3Bo-
OVTENbHOCTb, MPU KOTOPOW OTCYTCTBYET
BO3MOXHOCTb 0obecneynTb paboTatone
MbILULbI aAeKBaTHbIM KONMUYECTBOM KUC-
nopopga, urpaeT onpeaensioLLyo porb B
KpaTKOBPEMEHHbIX YMPaXHEHUSAX BbICO-
KON MHTEHCUBHOCTMW.

3aknro4yeHue. Takum obpasom, 60-
nee BbICOKME 3HAYeHWs1 KOHLEHTpauun
nakTaTta y CNopTCMEHOB, MO CPaBHEHMIO
C rpynnow nuu, 3aHumaromxcs ¢us-
KynbTypOWn He pexe ABYyX pa3 B Hedento,
CBMAETENLCTBYIOT O TOM, YTO Npu husm-
YeCKMX Harpyskax aHaapobHble rmmKonu-
TUYecKMe NpoLecchbl 3HAaYUTENbHO YCKO-
pstotcs. CpaBHUTENbHBIN aHanus npu-
BEAEHHbIX HAMW AaHHbIX Y CNOPTCMEHOB
nokasan, 4to y 6opuoB 3TU npoLecchl
npoTekalT UHTEeHCMBHee. BoamoxHocTh
aHa3pObBHOro OKNCMNEHNS Y CMOPTCMEHOB
CO cpefHeln n xopoluer paboTocnocob-
HOCTbIO BbllLE, YeM Y CMOPTCMEHOB pa-
60TOCNOCOBHOCTHLIO HU3KOW U HUDKE CPea-
Heln, 0 Yem CBMAETENbCTBYIOT bonee Bbl-
COoKkMe mnokasatenu nakrata. Hecmotps
Ha Goree BbICOKMIA YPOBEHb MONOYHOM
KUCMOTbl B CbIBOPOTKE KPOBW, OpraHn3m
3TUX CMOPTCMEHOB XapaKTepu3syrTCs
GonbLuen yCTOM4MBOCTLIO K paboTe B ycC-
nosusx geduLmTa KUCNOPOAA, YTO roBO-
PUT O TPEHUPOBAHHOCTU UX OpraHu3ma.
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B paHHoMm 0630pe noKazaHbl npuMmepbl TpaHCNALUUA TEHOMHbIX nceneaoBaHuin B npakTu4ye-

CKyl0 MeaMLMHY OBYX pacrnpocTpaHeHHbIX B EBpone HacrnedcTBeHHbix 3aboneBaHuin — ayTto-
COMHO-PELIECCMBHOMO MYKOBMCLIMA03a U ayTOCOMHO-AOMUHAHTHON xopeun [eHTuHrToHa. C pas-
BUTMEM reHeTnYecknx TexHonorni B Pecnybnuke Caxa (AKyTusi) TpaHCNSUMOHHAs MeauumHa
CTaHOBUTCH peanibHOCTbIO, HEeoOXOAUMO 04epTUTb NMOAXOAbI U MPobnembl B AaHHOW obnactu
nccrnefoBaHUi Ha NpUMepe YacTbixX B pecnybnvke cnuHouepebennsipHon atakcum 1-ro Tuna u
ayTOCOMHO-PELIECCMBHOM rMyxoTbl 1A Tvna.

KnioyeBble cnoBa: TpaHCNAUMOHHAs MeauumHa,
[OMarHocTuKa, NaLneHT.

HacneacTBeHHole 6Gonesnu, [OHK-

The review presents examples of translation of genomic studies into practical medicine of two
common in Europe hereditary diseases — autosomal recessive cystic fibrosis and autosomal
dominant Huntington's Chorea. With the development of genetic technologies in the Republic
Sakha (Yakutia), translational medicine is becoming a reality, it is necessary to outline the ap-
proaches and problems in this field of study on example of spinocerebellar ataxia type 1 and
autosomal recessive deafness type 1A, frequent in the Republic.

Keywords: translational medicine, hereditary diseases, DNA diagnostics, patient.

BBepneHue. B nocnegHee Bpems Bce
OornbLuee pa3BUTME NONy4aoT TakK Ha3bl-

Baemble TpaHCMSALUMOHHbIE WUCCreaoBa-
HUs. TpaHCnsUMOHHas MeduumMHa — 3To



COBpPEMEHHas MynbTUANCUMMITMHApHas
Hayka, KoTopou byaeT onpeaeneHa seny-
Las porb B pa3BUTUM rEHOMHOI MeanLImn-
Hbl. TPAHCMSLMOHHYI0 MeONLIMHY MOXHO
paccmaTpuBaTh Kak npouecc, npegycma-
TpUBaOLLMIA NEPEHOC OTKPLITUN, COemnaH-
HbIX B pesynbrate yHAaMeHTanbHbIX
uccnefoBaHuii B bruomeanumHe, B Meam-
LIMHCKYIO MPaKTUKY C LENb yry4lleHus
OnarHoCTuKM n nedvenuns [11, 38].

HauuoHanbHble MHCTUTYThI 300POBbSA
(CWWA) npepnoxunu cnegytollee onpe-
JerneHve TPaHCNSLVMOHHOW MeAULMHBI
— «TPaHCNSAUMOHHbIE MCCNEAOBaHNS
BKMoYaloT aBe obractv TpaHchsauuu,
nepBasi U3 KOTOpPbIX COCTOUT B AOBefe-
HUWN Pe3ynbTaToB OTKPbLITUNA, CAEMNaHHbIX
B nabopartopusax M OOKIMHWUYECKUX UC-
CnefoBaHusIX, OO CTaauu KIMHUYECKNX
nccrnefoBaHuin U UCCNEeNoBaHUA Ha Ye-
noseke; BTOpas 06MacTb TpaHCnAUMM
CBsi3aHa C UWCCnegoBaHWsIMU, Hanpas-
NIEHHBbIMW Ha NoBbIWEeHNEe 3PHEKTUBHO-
CTV BHEOPEHUs NepeaoBbIX TEXHOMOrMN
B LUMPOKYH MEANLMHCKYIO MPaKTUKY»
[22]. B cooTBeTCTBMM C 3TUM onpegene-
HMEM TPaHCNSLMOHHbIE WCCNEeAOoBaHUS
npeacTaengaT cobow 4YacTb OfHOHa-
NPaBfieHHOr0 KOHTUHYyMa, B KOTOpPOM
pesynbraTbl UCCNEA0BaHUA ABUXKYTCS OT
nabopaTopHOro cTona aKcneprMeHTaTo-
pa Kk mocTenu nauueHTta u obuiecTsy B
uenom [17] .

B cBolo ouepedb, B TpaHCMAUWOH-
HYI MEOWLIMHY MOXHO BKIHOYUTL TpaHC-
NAUNOHHbIE TEHOMHbIE WCCNEOOBaHUS.
TpaHCNAUMOHHbIE TEHOMHbIE WCCNENo-
BaHUS COCPELOTOYEHbl BOKpYr paspa-
00Tk pekomMeHgauun (evidence-based
guidelines) Ha ocHoOBe (aKTU4ECKMX
OaHHbIX IoKa3aTenbHON MeauLmHbl [32].
Becb npouecc Bknto4vaeT, No KpanHen
mMepe, Tpu ¢asbl. [NepBaa ¢asa — 310
pyHOaMeHTarnbHble reHOMHbIE UCCNEeno-
BaHWs, NpoBOAMMbIE KBanuuumpoBaH-
HbIMW chneunanucTamym B cneumanmsu-
POBaHHbIX  MOMEKYNsIPHO-reHETUYECKNX
nabopartopusax npu Hay4yHo-uccrnenosa-
TENbCKUX LIEHTpax WM yHUBepcUTeTax.
BTopasa dasa — TpaHCnsaunsa OTKPbITUA 1
OOCTUXEHUI FreHOMHbIX UCCNeaoBaHuU 1
HOBbIX pa3paboTaHHbIX NOAXO0A0B K Npu-
MEHEHMI0 Pe3yrbTaToB reHETUYECKMX UC-
crnenoBaHWi B NPakTUYECKY MEAULMHY,
oueHka ux apdekTnBHocTM 1 Hesonac-
HOCTM, Kak MpaBumio, 3TO KIIMHUYECKUe
uccrnegoBaHus, NpPoBoAMMbIE B CreLu-
anvM3nMpoBaHHbIX MEAULIMHCKUX LIeHTpaXx,
CBSI3@aHHbIX C Hay4HO-MUccrenoBaTerb-
ckumun ydpexageHmamm [36]. TpeTtbs dasa
— 3TO 3aKNYUTENbHbIE MEpPONpUATUS
Nno BHELPEHMWIO TPAHCIMALMOHHBIX FrEeHOM-
HbIX MCCregoBaHUM B CUCTEMY 34paBo-
OXpaHeHusi, U, 4YTO ABMsSeTCAa 0COBEHHO
BaXKHbIM, [aHHbIA MNPOLECC BKMYaeT

nepecMoTp U pas3paboTky MpaBoOBbLIX U
6103TNYECKUX HOPM C YYETOM MpUMEHE-
HUSI TEHOMHbIX TEXHOSIOTMI B MpaKTUKE.
KoHeuHbIn aTan ycTaHaBnuBaeT ajek-
BaTHble peKkoMeHZauuMum no onTumarnb-
HOMy, Ge3onacHomy u 3dEKTUBHOMY
MCMOMb30BaHNIO  HOBbIX  MEeOMLIMHCKNX
TEXHOMNOTWIN C Lenbio yNny4LleHns 300po-
Bbsl HaceneHus [12].

B naHHoM 0630pe Mbl CTaBuM Lienbio
nokasaTtb NpUMepbl TPaHCNALUU reHOM-
HbIX WCCNEAOBaHUA B MPaKTUYECKYIO
MeAVLMHY [OBYX pacrnpoCTpPaHeHHbIX B
EBpone HacneacTBeHHbIX 3aboneBaHui
— ayTOCOMHO-PEeLeCCUBHOIO MyKOBUCLIN-
posa (MB) n ayTOCOMHO-LOMWHaHTHOMN
xopen [eHTuHrToHa (XI). C passutmem
reHeTu4ecknx TexHonorui B Pecnybnuke
Caxa (AkyTust) TpaHCNsSUMOHHAsa Meaun-
LiMHa CTaHOBWUTCS pearbHOCTbIO, Heob-
XOOUMO O4ePTUTb NOAX0AbI U NPO6neMbI
B [JaHHOM obnactu uccrnenoBaHui Ha
npvMepe 4acTbiX B pecnybnuke cnu-
HouepebennsapHon atakcum 1-ro Tvna
(CLIA1) n ayTOCOMHO-peLIeCCMBHON ny-
xoTbl 1A Tuna (AP 1A).

MykoBucumpos (MB). B esponen-
CKUX MONyNsiLMsaX MyKOBUCLMAO03 BCTpe-
yaetcsa ¢ vactoton 1 : 2500, Torga Kak
B asuarckux — 1: 90000. Ecnn vacTtoe
MOHOreHHoe 3aboneBaHue npuobperaet
coumanbHyr 3Ha4YMMOCTb, BO3HMKAET He-
06X0AMMOCTb MPUMEHEHUS psifa Mepo-
npuaTUA NO NpodmnakTuke pacnpocTpa-
HEHUS1 HacneacTBeHHOro 3aboneBaHus.
OnucaH cnektp 6onee 1900 pasnuyHbIX
myTaumn reHa CFTR y 25394 nauuen-
ToB 13 23 eBponewckux ctpaH [40]. Cos-
[OaH NOCTOsIHHO AencTeyowmn «Peructp
naumeHToB EBponerickoro oblectsa no
mykoBucumnaosy» (ECFSPR), kotopbii
cobupaet, KonMMYeCTBEHHO OLIeHMBAET U
CpaBHMBAET AaHHble 0 6onbHbIX MB, K-
BylWmnx B EBpone n cocegHux crpaHax,
KOTOpbIE COrMNallaTCcs Ha BKIIOYEHUE B
permcTp. 370 OCYLLECTBMASETCA C LEenbio
nyyiwero noHumaHus MB, pa3paboTku
HOBbIX EBponenckmx craHgapToB yxoaa
N neYeHusi, NpoBeAeHns NCccneaoBaHuii
n neveHus (https://www.ecfs.eu/projects)
[45]. Ten MB kapTupoBaH Ha ANVHHOM
nneye xpomocombl 7 (7931.1) B 1985 r.
B koHue 1989 r. naeHTMdUUnpoBaH cam
reH MB. OxapaktepusoBaH 6enkoBblii
npoayKkT 3TOro reHa, MonyuYuBLUMA Ha-
3BaHWe «TpaHCMeMOpPaHHbIN perynsaTop-
HbI 6enok Mykosucumposa» (CFTR), n
BblsiBNeHa Hanbornee Yactas MmyTaumsa —
Aeneumns deHmnanaHuHa B 508 nonoxe-
HUM aMWHOKWCIIOTHOW nocrnegoBaTtenb-
HocTu Genka (delF508), npuBogswan k
aTtomy 3abonesanuto [28, 29]. Momumo
peneumn B reHe CFTR oGHapyxeHO
MHOXEeCTBO Apyrnx mytauuii. B otnnune
ot delF508, nopasnswowee 6OMbLIMH-
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CTBO U3 HMX MpPeACTaBreHo crnopagude-
CKUMW crny4vasiMu, T. €. BCTpeyaeTcs [o-
cTtaToyHo peako. K koHuy 2006 r. B reHe
CFTR vipeHTuduumpoBaHbl 6onee 1500
TOYEYHbIX MyTaLWiA, HECKOMNBbKO AeneLumn
1 QynnvKauui.

[MpoToKkon HeoHaTanbHOrO CKPUHWHIa
Ha MB B P® Bkntoyaet 4 arana: onpe-
JeneHne UMMYHOPEaKTUBHOIO TPUMCU-
Ha (MPT1), noBTOpHOe onpeaeneHune
UMMYyHopeakTuBHoro TpuncuHa (UPT),
notosbln TecT u OHK-guarHocTuky, npm
3TOM TOMbKO MepBble Tpy dTana siBNg-
oTCA 0b6a3aTenbHbIMU B HALMOHANbHOM
npoTokorne 1 obecneunBaroTcsa rocygap-
ctBom. [Mloatomy [OHK-gnarHoctuka BO
MHOIMX CIy4asix MpoBOAUTCA OrpaHu-
yeHHo. foctynHocTb OHK-gmarHocTukm
NMMUTUPOBaHA BbLICOKOW CTOMMOCThHO
N HebomnblIMM KONMM4YeCcTBOM Jlaboparo-
pviA, cnocobHbIX MPOBECTU 3TOT aHanms
[9,14]. [OHK-tectupoBaHne MB npo-
BOAMTCA C MCMOMb30BaHWEM AuarHo-
CTUYECKUX MNaHenewn, Tak, Hanpumep, B
«MIHL» wncnonb3yetcs naHernb, BKIHO-
varowasi Hanbonee 4yactole B MMpe My-
Taummn: F508del, CFTRdele2,3 (21kb),
3849+10kbC>T, W1282X, 2143delT,
2184insA, 1677delTA, N1303K, G542X,
R334W, E92K, L138ins, 394delTT,
3821delT, S1196X, 2789+5G>A, G85E,
2183AA>G, 604insA, 621+1G>T, R117H,
R347P, R553X, 3667insTCAA, G551D,
1507del, 1717-1G>A, 2184delA. Takum
obpasom, npu MCNoOnb3OBaHWM Crneuu-
anbHo pa3paboTaHHON naHenwu, BKo4va-
owen 28 myTtauun, yagaetcs obHapyXuTb
nnwb okorno 82,5% MyTaHTHbIX anne-
nen B obuen Bolbopke 06CnenoBaHHbIX
6onbHbIX MB. Toutn 20% nauneHToB
¢ MB HeobxoguMMo MpoBOAWTbL [OOMON-
HUTENbHOEe 0bcrnegoBaHME MO  MOUCKY
bonee pedkMx MyTauuin unu nonmumop-
dhn3MOoB, B TOM 4ncrie C NpUMEHEHUEM
MeTO[a CEKBEHMPOBaHUSA, KOTOPbIN Noka
pyTUHHO B P® He ncnonbayetca [14].

Xopesa TleHtuHrtoHa (XI) — npo-
rpeccupyoliee  ayTOCOMHO-AOMUHAHT-
HOEe HepBHO-MbILEeYHOe 3aboneBaHue,
XapakTepuaylLleecss pasBUTUEM  XO-
penyeckoro runepkuHe3a n AeMeHUUN.
CvmMnToMbl 3a6oneBaHus obycrnoBneHsbl
aTpodhmen putamen m xBocTaToro sigpa
B TONMOBHOM MO3re OOmbHbIX, CBA3aH-
HOWM C npexaeBpeMeHHoW u3bupatenb-
HOW rubenbko HenpoHoB. B 6GonbLlumH-
CTBE POCCUMNCKUX MNONynsAuMn pacnpo-
cTpaHeHHocTb X[ coctaBnsetr 1 Ha 10
000. OTmevarTCs 3HAUMTEmNbHbIE pas-
YN B OTHOLLEHMM BO3pacTa Havana u
TSHXKECTU TevyeHus 3aboneBaHus. bornee
TOro, Aaxe BHYTPU OTAENbHbIX CeMen
HabntofaeTcs YEeTKO BbIpaXeHHas Kru-
HU4Yeckas reteporeHHocTb. [pu Hacne-
noBaHun XI No OTLIOBCKOW NMHUM MHOTAA
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nposiBnsAercs addeKkT aHTuumMnaumm —
HapacTaHue TSHKECTU TEeYEHUS U YMEHb-
LeHne Bo3pacTa Havana 3aboneBaHus B
psAay nokoneHun [6].

[en IT15, guHamunyeckne myTtauuun B
KOTOpOM MpuBOAAT K passutuio XI, akc-
npeccupyeTcsi BO MHOMMX TUMax KIeTok
1 koampyeT 6enok ¢ MoneKynsipHon mac-
con 348 k[, HasBaHHbIA FEHTUHTTUHOM.
B kogupytowei obnacTu IT15 Ha paccTto-
AHUM 18 KOOOHOB HWKE MO TEYEHU OT
Hayana TpaHCMAUUM NOKanuM3oBaH Mo-
NMMOPMHbLIA TPUHYKNEOTUAHbLIA MOBTOP
(CAG)n. Yncno CAG-NoBTOpPOB B reHe
IT15 B Hopme BapbupyeT oT 9 go 37, Tor-
[a Kak MyTaHTHble annenuv nauueHToB C
XI" HecyT ot 36 go 121 Tpunneta. O6-
HapyxeHa obpaTHas Koppensuus anu-
Hel CAG-noBTOpa C BO3pacToM Hayana
6onesHn 1 Npsimasi — Co CKOPOCTbIO Npo-
rPECCUMPOBAHUSA  KIMHUYECKMUX CUMMTO-
MOB. VI3MeHeHMe OnuWHbI NoBTOpa Mnpu
nepegade noTtoMkaM oObACHAET Gonb-
LUMHCTBO cny4vaeB aHTuuunauum [ 25].

Ona MyTaHTHbIX annernen B pAua-
nasoHe 36—40 TpuNNeToB XapakTepHa
HenomnHasi MeHeTpaHTHoCcTb. OnucaHo
3HauMTENbHOE KOnmM4yecTBo GomnbHbIX XI
C NogoOBHbIM YMCMOM MOBTOPOB Ha MYy-
TaHTHOM annene, U B TO Xe Bpems B
3TUX XK€ POAOCITOBHbLIX MOTYT BCTPEYaTh-
CS1 KNMMHUYECKM 300POBbIE MHOANBUAYYMbI
ctapwe 70 net. Annenu ¢ uncriom CAG-
nosTopoB = 40 Bcerga cBfA3aHbl C pas-
BUTMEM 3aboneBaHus. WccneposaHune
coctogHms CAG-noBTOpOB METOAOM
MLP B cembsaXx BbICOKOro pucka no3Bo-
NSIeT NPOBOANUTL MPSIMYK MOSEKYTSIPHYHO
OvarHocTuky 3aboneBaHuss Ha nbbIX
CTagusax OHTOreHesa, B TOM 4yucrne B J0-
cumnTomartudeckun nepwog [7]. Bmecte
C TeM BaXHO OTMETUTb, YTO reHeTn4e-
CKO€ KOHCYnbTMpOBaHue B ceMbsix ¢ XI
(kak 1 B cnyvae gpyrux 3abonesaHuii ¢
nosgHen MaHudecTaumen) ConpsKeHo
CO CIOXHOCTSIMW 3TMYECKOro XapakTe-
pa. YuntbliBas AOMUHAHTHBIN TUMN Hacre-
[OBaHUSA, PUCK MOMYYEHUS MYTaHTHOrO
reHa onsa geten n cubcos 6onbHoro XI
coctasnseT 50 %. EcTtecTBeHHO, 4TO UC-
KNntoYeHne HocuTenbcTBa, ©6e3ycroBHO,
OOMKHO VMETb MOMNOXWUTENbHOE BrUSA-
HMEe Ha NCUXMYECKOE COCTOsIHME Nuu U3
rpynnel pucka. Bmecte ¢ Tem, yuntbiBas
OTCYTCTBME [O HACTOSILLEro BpPEMEHU
apdhekTnBHLIX MeTofoB nedenusa X,
BbISBIEHME Y MauMeHTa annens c aKc-
naHcMen MpakTUY4eCKn pPaBHO3HAYHO
npuroBopy. B HacToswee Bpemsi npu-
HATO MPOBOAUTL MPECMMMTOMATUYECKOE
obcrnefoBaHMe TOMbKO COBEpPLLEHHONET-
HWX MWL, 13 TPyNMbl pyUcKa Mpu UX Hemno-
CpeacTBeHHOM OOpalleHun 3a KOHCYIb-
Taumen. CepbesHbIM JOBOAOM B MOMb3y
gocumnTomartmyeckoro  obcnenoBaHust

POLCTBEHHMKOB BOMbHBLIX SIBNSETCA BO3-
MOXHOCTb MpodunakTuki 3abonesaHus
B CEMbSIX BbICOKOrO pucka nytem npo-
BEOEHUS MnpeHaTanbHOW [AWarHOCTUKW.
Ho ecnu roBopuTb O mnpeHaTanbHOM
[OHK-TecTtMpoBaHun kak metoge npodu-
NaKTVKN MO3AHOMaHUMECTMPYIOLNX Ha-
CneacTBEHHbIX 3aboneBaHnii, K KOTOPbIM
otHocutcst X[, Hemnb3s He y4uTbIBaTb
CNOXHble MOpanbHO-3TUYECKUE acrnek-
Tbl, HEU30EXHO BO3HMKaOLLME Npu npe-
HaTanbHOM MEOWKO-TEHETUYECKOM KOH-
cynsTrpoBaHum [18, 43].

MoaTomMy, Kak mokasblBaeT MpakTuka
[OHK-gnarHoctukm XI B pa3HbIx cTpaHax,
Ha npeHaTanbHyl AWarHOCTMKY corna-
LWwaeTcsa o4YeHb HebomblIOEe KONMMYECTBO
OTSITOLLEHHbIX ceMel. Tak, Hanpumep,
B lNMopTtyranuu 3a 5 net uccrnegosaHumn
y 158 cewmei, otsroweHHbix X[, 6binu
nposeaeHbl 338 reHeTU4eCcKnx TecCTOB,
13 KOTOpbIX 234 Ans AuMarHoCcTuku, 96
Ons npecuMnToMaTnyeckoro n Bcero 4
ans npeHatansHoro HK-tectupoBaHus
[34]. 3a 14 net B Kanage 6bino npose-
neHo 1061 npecnmntomaTtudeckoe OJHK-
TecTnpoBaHne XI, AMarHOCTUYECKUX
TecToB — 636, M3 HMX Ha nNpeHaTanbHoe
TecTMpoBaHue cornacunucs 15 oraro-
LeHHbIX cemen [37]. B Mpeunn nposenu
[OHK-TectmupoBaHue XI''y 461 yen. ¢ knu-
HUYECKON cUMNTOMaTukon un 256 uyen.
AN NpecMMnToOMaTUYeCKON AMarHoCTU-
kn. MyTtaums (yanvHeHne annens) 6ebina
noateepxaeHa y 278 vHameungos. MNpe-
HaTanbHas [uarHocTvka OCyLUecTBns-
nacb B 6 cnyyasx [27]. ABTOpbl OTMeYa-
I0T, YTO OCHOBHBLIMW MPUYMHAMKU OTKa3a
OT MpeHaTarnbHOW OMArHOCTUKN ABMSAOT-
csl Hagexaa Ha paspaboTtky nevenus XI
N HeXenaHuve npepbiBaTb 6epeMeHHOCTb
Mo NCUXOMOrMYeCcKUM NpuynHam [24].

CnuHouepebennsapHas aTakcus
1-ro TMNa OTHOCMKTCA K rpynne Hempoae-
reHepaTuBHbIX 3ab60NeBaHUin ¢ No3gHeln
MaHudecTaumen. HacnegosaHue xapak-
TEpU3yeTcsl BbLICOKOW CTENeHbio MeHe-
TpaHTHOCTW, (PEHOMEHOM aHTULMNaLmm.
MyTauuna reHa SCA7, pacnonoxeHHOro
Ha KOpPOTKOM nrevye 6-M XpPOMOCOMBI,
3aknoyaeTcss B OGECKOHTPOITbHOM yBe-
NIMYEHUN KOMMYECTBA TPUHYKINEOTUAHbIX
CAG-noBTOPOB B KOAMpyloLWen obnactu
reHa. KnuHunyeckne nposieneHus 6ones-
HM BecbMa pa3HOObpasHbl, OCHOBHbIMU
N3 HUX ABMSAIOTCS: MEeANEeHHoe nporpec-
CcupyloLLee HapyLlUleHWe KoopauHauum
OBWXKEHUI U peYn, Hanmyune MO3XKEUKo-
BO-NMMPaMUAHOIO CUHAPOMA, pasnuyHasi
CTENEHb MOPaXEHUs MO3Xeyka W ero
nposogsAwmx nyten [8].

B 1970-x rr. mo3xe4koBasi arakcus
Mbepa-Mapwu Bnepsble 6bina otandde-
peHuMpoBaHa OT KIMMHUYECKUX OPM
BUMONCKOro aHuedanomvenuta (B3),

paHee p[aHHoe 3aboneBaHWe OTHOCK-
NN K 0HOW 13 dopM XpoHunyeckoro B
[3]. KomnnekcHoe wu3yyeHne Hacneg-
CTBEHHOW Mo3xe4ykoBon atakcum (HMA)
B AKyTum Gbino Havato B 1992 1. B xoae
peanu3auum Hay4YHon nporpammel «buro-
NOrunsi BUMKOMCKOro aHUedanoMmenuTa.
MonekynsipHo-reHeTu4eckne  nccneqo-
BaHna HMA npoBogunucb B pamkax
HayyHoro npoekta «WoeHTudmkaums
FEHOB W FEHETUYECKNX MEXaHU3MOB, Bbl-
3bIBaIOLWMNX HACMNeACTBEHHbIE HEBPOMO-
rmyeckue 3abonesaHusi», paspabaTbiBa-
eMoro oTaenioM HewiporeHeTukn Hauwmo-
HanbHOIO MHCTUTYTa HEPBHbIX bonesHewn
(NINDS/NIH) CLUA. B 1993 r. 3aBepLum-
nMCb uccregoBaTenbckue paboTbl JOK-
Topa H. Orr et al. no BbigeneHuno rexa
Spinocerebellar ataxia type 1 (SCA1)
[23]. B 1994 r. BbIlWNa nepBad paboTa no
MOMEKYNAPHO-reHeTUHECKOMY N3YYEHNIO
HMA B sakytckon nonynauuun. A.Lunk-
es et al. (1994) BbigBUNM annenbHyO
accoumaumio  BbICOKOMHAOPMAaTUBHbIX
mapkepoB D6S274 n D6S89, cnaHkmpy-
towmx nokyc SCA1 Ha 6-1 xpomocowme, ¢
3abonesaHnem HMA. Accounauuns bbina
abCconTHOM B Criyyae Mukpocatennura
D6S274, Ttorga kak ans D6S89 3aduk-
cMpoBanu annenbHyl 3aMeHy nullb B
ABYX CeMbsiX, YTO [ano nosog npeano-
narate 06 wucTopuyeckon peKkoMOuHa-
UMM U OaBHOCTM pacrnpocTpaHeHus 3a-
bonesaHusa B AKyTCckown monynsuum [19].
B 1996 r. 6binn onybnmkoBaHbl pe3ynb-
TaTbl COBMECTHOIO MpoeKkTa SIKyTCKUX W
aMeprKaHCKMX uccrnegosaTtenen, B Ko-
TOPOM HacCneACTBEHHYK MO3XXEYKOBY!HO
aTakcuio, pacnpoCTPaHeHHY B AKyTUN,
nageHtTudmumnposanu kak Spinocerebel-
lar ataxia type 1 (SCA1) — cnuHouepe-
6ennsipHyto atakcuio 1-ro Tuna. B gak-
HbIX NCCNEefoBaHUsX CMBUPCKMIA ovar Ha-
KonneHus 3abonesBaHns onpegensiercs
KaK KpYNHENLIMIN 13 N3BECTHBLIX B MUPE,
CKITOHHbBIN K AanbHeNWeMy yBenmyeHunio
[41].

MonekynspHo-reHeTu4eckne MeTOoAbI
OHK-tectnpoBanns CLIA1 Obinn BHe-
apexbl B 1999 r. B MeQMLMHCKYIO Mpak-
TUKY MeAMKO-TEeHETUYECKOW KOHCynbTa-
umn PecnybnukaHckon 6GonbHuubl Net
- HauvoHanbHOro ueHTpa MeauuuHbI
MwuHucTepctBa 3gpaBooxpaHeHus Pe-
cnybnukn Caxa (Akytnsa) u npruobpenu
CTaTyC PYTUHHBIX KIMHWYECKUX aHanu-
30B, HECMOTPS Ha OTCYTCTBME COOTBET-
CTBYIOLLMX MHCTPYKLUUA U NPMKa3oB no
nposeaexno OHK-grnarHocTnkn Hacnegn-
CTBEHHbIX 3aboneBaHuii B KNMHWKO-Ana-
rHocTuyeckmx nabopatopusax. Bnepsbie
Obinn paspaboTaHbl anropuTMbl paboThbl
npu npoeeaeHun [OHK-tectupoBaHus,
npeHatansHon AHK-gnarHoctukn n 6uo-
3TUYeckne npasuna MegmKo-reHeTuye-



CKOrO KOHCYNBTUPOBaHUS MauWEHTOB U3
OTAroLLEHHbIX cemel [2,4].

HacnepctBeHHas rnyxota. Wccne-
AOBaHMAMW YCTaHOBIMEHO, YTO OKOMo
50-60% BpOXOEHHOW TYroyxoCTu UMeELoT
HacneacTBEHHbIN xapakTep. Camown 4a-
CTOM U3 HacneacTBeHHbIX POpM Bblae-
NSIETCS CEHCOHeBparsbHasi TYroyxocTb,
NMPUYNHON KOTOPOW SABMAOTCA MyTauum
B reHe GJB2, kogupytowem 6enok KoH-
HEeKCVH 26, B HacTosee BpeMs UX Ha-
cuntbiBaetca G6onee 150 [21]. OaHHyto
¢dopMy HacneacTBEHHOW  TYroyxocTu
BbIABNAT y 1 13 2000 HOBOPOXAEHHBIX,
4YTO B 2 pasa valle MyKoBucUMao3a U B
5 pa3 vaule cdeHunketoHypun. O6bIYHO
poauTenu rnyxoro pebeHka nmeT Hop-
ManbHbIA CMyX, Tak Kak sBMAOTCA rete-
PO3UTOTHBIMW HOCUTENAMU MyTauuu [5].

Bo Bcem Mupe cnekTp OCHOBHbIX Na-
TONMOMMYECKMX MyTauWi, Bbl3blBAKOLNX
HapyLleHus criyxa, LUPOK M pasHoo-
OpaseH. Tak, B pasfu4YHbIX 3THUYECKUX
rpynnax: eBponeuubl, UHAYCbl, €Bpewn,
apabbl, 6egyuHbl, NakucTaHubl u ap., 06-
HapyxeHa myTauusa c.35delG, y eBpeeB
alukeHasn Hauboree 4yacTo BCTpeyaeT-
ca myTauusa c.167delT, B asnartckmx no-
nynaunax — mytaums c¢.235delC [26,35].
Cpeon skyTOB MonNynsilMoHHasi yacToTa
¢.35delG kpaiHe Huska (0,2%), 4TO MO-
XKET CBMOETENLCTBOBATb O Hecneuudmny-
HOCTWM [aHHOM fJerneunn Ans SKYTCKOW
nonynsiuMm Wnu  eauvHUYHbIX  CcryYasx
mMeTucauum [1]. B nonynaumm SkyToB oc-
HOBHOW NPUYMHOWN BPOXAEHHON TYroyxo-
CTU ABNSIeTCS MyTaLus JOHOPHOMO cau-
Ta cnnancuHra c.-23+1G>A reHa GJB2
(Cx26), B cOOTBETCTBUM C MEXAYHApOa-
HbIM katanorom OMIM (Online Mende-
lian Inheritance in Men) knaccudnumpy-
IoLLasCs KaK annenbHbI BapuaHT ayTo-
COMHO-peLeccuBHOM myxoTbl 1A Tuna
(APT" 1A) [44].

Mo aaHHbIM H.A. Bapawkosa (2011),
pacnpocTtpaHeHHocTe APl 1A cocTas-
ngaet 16,2 Ha 100000 sikyTckoro Hacene-
HWS, @ YacToTa reTepo3nUroTHOr0 HOCK-
TenbctBa MyTtauum c.-23+1G>A Bapbu-
pyet ot 3,8 oo 11,7 % cpenun KoOpeHHoro
HaceneHuss AKyTUW (3BEHbl, 3BEHKW,
JonraHbl, siKyTbl). PedynstaTtel uccnego-
BaHWS MyTauuu canTa CnnancuHra reHa
GJB2 (Cx26) cB1OeTenbCTBYOT O CyLe-
CTBOBaHMKN Haunbornee KpynHoro B Muvpe
«3HOEMUYHOIO o4ara» HaKOMMeHus C.-
23+1G>A B Bocto4uHon Cnbupm [20].

Bbicokasi 4actoTa MyTaumm rnyxoTbl
c.35delG (22,3%) y 6onbHbIX eBpone-
ougHoro npoucxoxaeHus B Pecnybnu-
ke Caxa (fAkyTus) npegnonaraet BO3-
MOXHOCTb npoBefeHus npamon OHK-
AVarHoCcTukn, AuddepeHumnansHon u
npeHaTtanbHOW [OuarHocTWKW, a Takke
NpoBeAEeHNs] CKPVMHUHIa HacneacTBeH-

HbIX POpPM TNyXOTbl CPEeAM LUMPOKMX
rpynn HaceneHusi, Tak Kak MpUMEpPHO
50% >xwuTenen FAkyTvn SIBASOTCA €BpO-
neovgamu [31].

Mo paHHbIM B.T. MNweHHmKoBom (2017),
[00nsi NaToreHHbIX BapuaHToB reHa GJB2
coctaBuna 51,10% ot uucna wmuccneno-
BaHHbIX XpomocoM 393 HepOACTBEHHbIX
naumeHToB. Cpean HUX ObINo BbISBNEHO
Tpu Haubonee pacnpocTpaHeHHbIX (arn-
nenbHasi yactota >1%) naToreHHbIX Ba-
puaHTa: c.-23+1G>A (42,3%), c.35delG
(5,9%) n ¢c.109G>A(1,9%). Mpwn pacnpe-
OEeneHnn HepOACTBEHHbIX NaUMEHTOB MO
3THUYECKON MPUHAANIEXHOCTU: cpeau
nauMeHToB $KyTOB Haubonee uvacTbiii
naToreHHbln BapuaHt — Cc.-23+1G>A
(51,8%), BTOpbIM MO 4YacToTe SABMSET-
cq BapuaHT ¢.109G>A (2,4%), TpeTbum
— ¢.35delG (1,6%). Cpeau pycckux na-
LIMEHTOB Hamboree 4acto BCTpevanvcb
c.35delG (22,3%) n c.-23+1G>A (5,3%)
[13]. YuuTbiBas BbIsiBNEHHblE OCOOEH-
HOCTW CMeKTpa M 4acTOTbl MATOrEHHbIX
BapuaHToB B reHe GJB2 y naumeHToB C
HacneaCTBEHHbIMU HapyLUeHMsIMU cryxa
B Akytun, 6bin paspaboTaH anroputm
pyTvHHon [OHK-gmarHocTuku aytocom-
Ho-peLeccusHon rmyxoTel 1A Tuna. An-
ropuTM OCHOBaH Ha MocrefoBaTeNlbHOM
novcke Haubornee pacnpoCTPaAHEHHbIX
BapuaHToB reHa GJB2 (c.-23+1G>A,
c.35delG n ¢.109G>A) ¢ nocnegywLwmnm
pecekBeHupoBaHmem 6enok-Hekoaupy-
owen (9k3oH1) u Benok-kogupytoLei
obnacTten (9k30H 2) reHa GJB2, a Taxe
NOVCKOM NpOTsKeHHoW Aeneuunn c.del(G-
JB6-D13S1830) n no3BonsieT TakMum 06-
pasom getektuposaTtb A0 99% naToreH-
HbIX BapWaHTOB, OTBETCTBEHHbIX 3a AP-
A B Axytun [15].

[OHK-TecTnpoBaHue Tyroyxux/rmyxmx
NtoJen COMpPsSPKEHO CO MHOXECTBOM Op-
raHU3aUMOHHbIX U 3TUYECKMX Mpobnem.
B obweHnn ¢ rmyxvumn nogbmMn Heob-
XOAMMO UMETb B BUAY, YTO OHU — YNeHbl
coumanbHo obocobrneHHoro coobLlecTsa
«MUpa rMyXux» CO CBOMMU A3bIKOM, Kyrlb-
Typon v npusbldkamu [39]. Pactet konu-
YeCcTBO accopTaTuMBHbIX OpakoB cpeau
rNyXUX, WHOrZa Cynpyrm MOryT W3bsiB-
NSATb XKernaHve MMeTb yxoro pebeHka,
HECMOTpPS Ha HecnpaBeaSIMBOCTb TAKOro
pEeLLEHNS MO OTHOLLEHWIO K peBEHKY.

B ntobom cnyyae, cpaBHuBas cebs co
crnbllwawmmn nogeMu, Gonbluas YacTb
rnyxux nogen cuutaet cebs yuepOHbl-
MU K coumansHO obaeneHHbimn [42].
MpumeHenne [OHK-tectnpoBaHua gns
ObHapy>XeHnsi MyTauun, OTBETCTBEHHbIX
32 pa3BUTUE MYyXOTbl, MOXET 3aKno4aTb
B cebe onacHOCTb NCUXONOrMYeCcKoro Ha-
NPsHKeHNa U ycyrybneHns 4yBCTBa He-
MOMHOLIEHHOCTN Yy Nu4YHOCTU. [loaTtomy
HeobxooumMo co3gaTb 0OCOoOble YCnoBus

32019 NN

[ONsi reHETUYECKOro KOHCYNBTUPOBaHNS 1
nony4YeHnss MHOPMUPOBAHHOIO Cormna-
cusa y myxux [10].

3akntouyeHue. 3HaveHve TpaHcnsAum-
OHHOV MeaWUMHbI NS peLUeHns NpakTu-
Yyeckux 3agad 34paBoOXpaHeHust nepe-
OLEHUTb HEBO3MOXHO, 6O TaKon NOAXoA
yXXe npuBen K nepesody ponu u Mecrta
NpPaKTU4eCcKoro Bpaya B UHYH MITOCKOCTb,
rae onepuvpyroT NPUHLMNNANBHO HOBbIMU
TexHonormsmu. pn Tom BceBo3pacTa-
oLlas AMCTaHUMS MeXAy NpaKTU4ecKum
30paBOOXPaHEHMEM U HaKannMBatoLen-
cs1 HcpopMaumen B obnact oyHaameH-
TanbHOM GroMeanLUHbBI AUKTYET HeobXo-
OMMOCTb MPSAMOro NpodeCCMOHarnbLHOro
KOHTaKTa Mexay Bpavyamu KIMHULMCTa-
MU U y4eHbIMU-uccriegoBatensmu. Mpu-
YeM TaKoro pofda KOHTaKT 00si3aH OxBa-
TbiBaTb HE TOMbKO Buonoruyeckne n me-
OVLIMHCKME HayKW, HO 1 LiENbIV psig CMexX-
HbIX OUCLUMNINH, FTeHEPUPYLLNX haKTbI
CTpaTerm4yeckor 3Ha4MMOoCTH, KOTopble, B
CBOIO Oovepefpb, HYXOalTCA B aKTUBHOM
nepeHoce (TpaHcnaumn) B cdepy Bpava-
npakTuKa, a COOTBETCTBEHHO, B cdepy
peanbHou 1 3PHEKTUBHON NMOMOLLMN KOH-
KpeTHOMy naumeHTy [16].

Mo mHenno P. Lunt (2010), obwmmn
0COBEHHOCTAMM OpraHM3aLun KrmHuYe-
CKMX MOMEKyNnsipHO-reHeTnyecknx nabo-
paTopuii ABRSATCS:

— OrPaHMYEHHOCTb KOHTWHIEHTa, ANns
KOTOpOro npefHasHadyeHa OuarHoCTuKa,
3TO MPEVMMYLLECTBEHHO CEMbW, OTSro-
LLleHHble HacneacTBeHHbIM 3aboneBaHu-
€M 1 UX POACTBEHHUKY;

— obsizaTenbHOe COoMnpoBOXAEHUE Ma-
LUMEHTA KOHCYNbTATUBHOW WM MCUXOMOru-
YeCKoW NOMOLLIbH MOArOTOBIEHHBIM Bpa-
YOM FeHETUKOM;

— HebonblIOoN 06LEM BbINOMHSAEMbIX
nuccnenoBaHuii; bonee Bbicokas LieHa Kak
BMOXEHHbIX B nabopaTopuio CpPeAacTs,
Tak U CTOMUMOCTM aHann3oB.;

— CMOXHOCTb MHTEpnpeTauun pesynb-
TATOB  MCCMNeaoBaHusl, ANUTENbHOCTb
OXVAaHuns pe3ynbTaToB aHanuaa;

— CyLeCTBOBaHWE MOpanbHO-3TUYe-
CKMX acneKToB reHOMHbIX aHann3os [33].

MonekynspHo-reHeTu4eckne uccrne-
[OBaHUSI HacneacTBeHHbIX GonesHen B
SAKyTMM OTKpbIBAKOT LUMPOKME BO3MOX-
HOCTM B obnacTu TpaHCMSUUOHHON Me-
OVLMHBI, @ UMEHHO BHEAPEHWS pesynbra-
TOB Hay4HbIX UCCneaoBaHui B MeOULNH-
CKYI0 MpakTuKy B Buae pyTuHHon OHK-
anarHoctukui. Bmecte ¢ Tem coBpemeH-
Hasi nepcoHanuavpoBaHHasi MeauLMHa,
ncnonb3yoLwasi reHOMHble TEXHOMOruw,
TpebyeT obsizatenbHOro yyera GuoaTU-
YeCKUX, NCUXOINOTMYECKNX U CoLManbHbIX
aCMeKTOB TPAHCIALUMOHHOW MEeAULMHBI.

Paboma eblinonHeHa npu ¢buHaHCco-
8ol noddepxxke 2oc3zadaHusi MuHobpHa-
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N.0. CtapoctuHa

CPABHUTENbHbIW AHANN3 300POBbE-
CBEPETAIOLWLEIO NOBEAEHUA

YYHALWUNXCA OBLLEOBPA3OBATEJIbHbIX
LLKOJN U CTYOEHTOB BY30B r. AKYTCKA

B uccnenosaHuu, nposeeHHOM Cpeaun yvallnxca 06L|.|,eo6pasoBaTeanb|x LLKONT U CTYOEHTOB BY30B T. ﬂKyTCKa, CpaBHMBAIMCb COCTaBIA-
e noseaeHud, onpeaendrounero oTHoweHne NIMYHOCTU K CBOeMY 300POBbLIO. Tak, 6binn O6Hapy)KeHbI pas3nuyna B LleHHOCTHO-ﬂOTpeGHOCTHOIZ,
KOrHUTMBHOW, 3MOLIMOHANbHOW 1 NOBEAEHYECKON COCTaBNSOLWLMX. BbisBNeHb 0COOEHHOCTU CBOWCTB JIMYHOCTU, €€ CAMOCO3HAHUS Y OTHOLLEHWIA,
CBA3aHHbIX CO 3,q0pOBbe06epera+ou.w|M noBefeHNeM. YCTaHOBKUN Ha COXpaHeHue 300p0oBbA U NOTOBHOCTL K OencTBMAM B 3TOM obnactu cnepyer
cynTaTb HEAOCTATOYHO Cq)OpMVIpOBaHHbIMVI B 06eux rpynnax. anI pa60Te C mMorogexbio B obrnactu CbOpMI/IpOBaHI/IFI 300P0OBbLEOPUNEHTUPOBAHHOIO
CaMOCO3HaHWs 1 NoBeAeHNst Heobxoanmo onunpaTbCAa Ha BbICOKUE NMPUTA3AHUA MOINOAEXU K CaMOYyTBEPXAEHUIO ﬂOTpeGHOCTb B CaMOpa3BUTUN.

KnroueBble cnoBa: 3,D,OpOBI:IIZ 06p83 XU3HU, mopoabecGeperarou.Lee nosegeHue, nOD,pOCTKOBbIVI BO3pacT, CTy,D,eH"IeCKI/IVI BO3pacT, OTHOLLUEeHne

K 300pPOBbH0, CaMOCO3HaHue.

The research compares the behavior components defining the attitude of the person to his health at comprehensive schools and university
in Yakutsk. So, distinctions in value-required, cognitive, emotional and behavioral components have been found. Individual peculiarities, con-
sciousness and attitude to health-saving behavior have been revealed. Health-saving set and readiness for actions in this area are insufficiently
generated in both groups. We should rely on youth high aspirations to self-assertion and self-development when we work with them in the field of

health-saving consciousness and behavior.

Keywords: healthy lifestyle, health-saving behavior, teenage age, student's age, attitude to health, consciousness.

BeepeHue. PopmumpoBaHune 300po-
BbecheperarLlero nosegeHus sBnsieTcs
Ba)XHOW 4acTbl BOCMUTAHUS JTMYHOCTW.
ViccnegoBaTtenu OTMeYarOT TECHYH B3a-
MMOCBSI3b MeXay 300pOBbEM, 3[40pO-
BbecOeperawwm noBegeHneM 1 pas-
BMTWEM MOTeHUMana yenoseka. Bonpo-
Cbl OTHOLUEHUSI K 340POBbI, (HaKTOPOB
dopmmpoBaHnst  3gopoBbecbepraroLlero
noBedeHUss B  MOAPOCTKOBO-MOMOOEX-
HOV cpene paspabatbiBancb MHOMMMMU
uccnegosatenamu. Tak, Hanpumep, B
pabotax P.A. BepesoBckoi paccmaTpu-
BaeTcsl npobrema OTHOLIEHWUsI K 300po-
Bbt0 1 pa3paboTaH ONPOCHUK ANs OLEHKN

CTAPOCTUHA Jw6oBb [OMUTpUeBHaA —
K.NCUXOM.H., goueHT MH-Ta ncuxonorun CBOY
um. M.K. AmmocoBa, lyudmira@inbox.ru,
ORCID: 0000-0002-9609-9900.

300poBbecheperatoliero nosegeHus [2].
Bonpocam camocoxpaHuTensHOro nose-
[OeHus1, ynpaBrneHust 300poBbeM Morlofe-
X 1 pakTopam ero hopMmpoBaHuS no-
cBsiLLeHbl paboTbl A.B. Ywakosoi [8, 12,
13]. B nccnegosanuax U.N. AwumapuHa,
6. CtenaHoBOW wu3yyancsa 4yenoseue-
CKWIA noTeHUman cTyaeHdYecTsa 1 gakTo-
pbl, CNOCOGCTBylOLME €ro peanusaunv
[1]. 3mopoBbe Monogexm kak OObekT
coumanbHOM  MOMUTWKM  paccmarpvBa-
nocb B TpyAax W.B. XKypaenesown, H.B.
Jlakomosoi [3]. IHO. KoanHow nayyanoch
OTHOLLEHWE MONoAEeXM K pakTopam 340-
poBoro obpasa xu3Hu [4, 6]. J1.I. Posen-
dunba onvcan BeayLume akTopbl pucka
HapyLleHns 300poBbs cTyaeHToB., a Ho.I.
MuvpoHoBa — camocoxpaHuTenbHoe Mo-
BeJeHVe CcTyaeH4Yeckor monogexu [7, 9].
VccnenoBaHus no AaHHOWM TemaTtuke npo-

BOAMMUCH U cpean nogpocTkos [5, 11].

dopmumpoBaHme 300poBbecbeperato-
LLero noBeaeHnst 1 OTBETCTBEHHOCTU 3a
CBOE 300pOBbE AOMKHO OblTb HEOTbEM-
nemon 4acTblo obpasoBaTeribHoro npo-
Lecca B LUKOMbHOM U CTyAEHYECKOM BO3-
pacte [14]. B coBpeMEeHHON XW13HN 3TOT
nepuop 3a4acTylo COMpPSXEeH C HEecBo-
€BPEMEHHbBIM MPUEMOM MULLK, CUCTEMA-
TUY4ECKUM HefocCbinaHneM, HegocTaToy-
HbIM NpebbiBaHNEM Ha CBEXEM BO3ayXe,
HU3KOW ABUraTenbHON akTUBHOCTbLIO, OT-
CYTCTBMEM 3akanueawLmx npoueayp,
KypeHvem 1 ap. YcnewHas peanusauus
cTpaTterMm npuobLLEHUST MOMOAEXM K
LEHHOCTAM 340poBoro obpasa B By3e
3a4acTyl0 OrpaHM4YeHa HeaoCTaTOYHOMN
MaTepuanbHO-TEXHUYECKO ©0a3on, oT-
CYTCTBMEM afanTUPOBAHHbIX K YCIIOBUSM
pernoHa 3gopoBbecbeperatomx TEXHO-



