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OBLIASA XAPAKTEPUCTHUKA PABOTHBI

AKTyaJIbHOCTH W30paHHOW Tembl. Hapyiienus B CTpyKType NUTaHUS B
HACTOsIIlIee BpeMsl SBIAIOTCS (aKTOpaMHM pHUCKA PA3BUTHUA MHOTOYMCIEHHBIX
TSOKENIBIX W ONMACHBIX JJIs JKM3HM 4YeioBeka 3aboneBanmii (AnekceeBa H. C., 2012;
bapanosckuit A. [0., 2007). Koka kak Ba)kHasi COCTaBHas 4YacTh LEIOCTHOIO
opraHvM3Ma B3aMMOCBsi3aHa C ero nuranueM u 3aopoBbeMm (Matae C. U., 2004;
Tyrenssn B. A., 2008).

[Ipu 3a0oneBaHUSAX KOXH HU3MEHSETCS METaOOJIM3M MHILEBBIX BEIIECTB, UTO
BJ€YET 3a CcOOOM HapylleHHe HOPMAIbHOrO (YHKUMOHUPOBAHUS BHYTPEHHHUX
opranoB (AnexceeBa H. C., 2012; bypnsesa B. A., 2008). Casuru B meTtabonn3me
BELIECTB, (PYHKIMSAX OPraHOB M CHUCTEM MpPU KOKHOW MATOJOTHUU YCYTYOJSIIOTCS
pa30aJaHCUPOBAHHOCTHIO TMHUIIEBBIX KOMIIOHEHTOB B palMoHaX (haKTHYECKOro
nutanust (bapanosckuii A. 10., 2011; Bopob6eiikuna H. A., 2007; I'acskoBa H. I1.,
2007). AHanu3 STUX NATOJOTMYECKUX H3MEHEHUH MOXKET MOMOYb B pa3paboTke,
00OCHOBaHHOW C TOYKM 3pEHHUs TMaToreHe3a MOJEIU ONTUMHU3ALMK MUTaHUS
(bonbmmakoB A. M., 2009; Bacunses A. B., 2010; Maptunuuk A. H., 2005).

AKTyalnbHOCTb M3YY€HMs] JaHHOW MpoOJieMbl OOYyCIIOBJIEHA BBICOKOM
3a0oneBaeMoCThIO mcopua3zoM B Kysbacce, 0COOEHHOCTAMM KIMHUYECKOTO T€UEHUS
JAHHOTO JIepMaTo3a B YCIOBUAX PE3KO KOHTUHEHTAJILHOTO KJIMMaTa, HEOCTATOYHOIO
M3Yy4YeHHs] BOIIPOCOB HAYYHOrO0 OOOCHOBAHUS U MPAKTUYECKOIO PEIIeHHUs MPOoOIeMbl
(aKTHUeCKOro NMUTaHUs, MUIIEBOrO TOBEACHUs, 00pa3a >KM3HU U TUTHEHUYECKOTO
Bocnutanusi (Cxpunkun FO. K., 2003; I'nebosa JI. A., 2012). Bce 310 noka3biBaet
HEOOXOIUMOCTh OpraHW3allid TUTHMEHUYECKUX HCCIEeIOBaHUM Ha pPETMOHAIBHOM
YpOBHE € TOCHEAyIolIe pa3paboTKOW CHCTEMbl MEPONPUSITHI, HAapaBICHHBIX Ha
yIy4IlIeHHE KaueCTBa KU3HU OOJIBHBIX ICOPUA3OM.

Crenenb pa3padoOTaHHOCTH TeMbl JUCCEPTANMH. YUUTHIBAs IMOJTyYEHHBIE
paHHUE JaHHbIC 10 U3YYEHHUIO MUIIEBOr0 CTaTyca MAalMeHTOB C IICOPUA30M, MOXKHO
MPEANoJIOXKUTh, YTO €ro HapyleHUs BHOCAT CYIIECTBEHHBIA BKJIAd B
nporpeccupoBanue aepmatosoB (Jlomatuna A. b., 2012; JIsikosa C. T'., 2003).

Ho ceronusamuero nHs B Kys3bacce He mpoBojauiach KOMIUJIEKCHAsl OlLEHKa
MUTaHUS TAIMEHTOB C T[ICOPHAa30M, BKJIOYAIONIAs OJHOMOMEHTHOE H3yueHHUe
CTEpEOTUIIOB MHIIEBOr0 TNOBeACHUS U (HAKTOPOB, BIMSIONIMX HAa HHUX; aHAJIU3
XUMHYECKOT0 COCTaBa M MPOAYKTOBOIO HAa0Opa CYTOUYHBIX PAlMOHOB C Pa3HBIMU

(1)OpMaMI/I opraHu3alvy IMUTAHUA, 0COOEHHOCTH OTACJIBHBIX Mnokas3artejicu IIUIICBOIO



cTaTyca y OOJBHBIX TICOPHA30M C Pa3HOM CTEICHBIO TSHKECTH KIIMHUYECKOTO TCUCHUSI.

Hear ucciaemoBanms. Ha ocHOBaHUMM KOMIUIEKCHOW OIICHKH ITHTaHUS H
MTUIIECBOTO MMOBEJICHUS OOJBHBIX TICOPHUA30M OTPEICIUTh BIUSHHUE dTUX (PaKTOPOB HA
TEeYCHHUE 3a00JICBaHHUSI ¥ 0O0OCHOBATh CHCTEMY MPO(PHUIAKTHICCKUX MEPOIPHUATUHI TI0
UX ONTHUMH3AIHH.

3agauu uccjiea0BaHUA

1. JIaTh KOMIUICKCHYIO XapaKTePUCTUKY HEOPTraHW30BAHHOTO (HaKTHYECKOTO
MTUTAHUS TAIMEHTOB C TICOPHUA30M.

2. IBy4nTh 0COOCHHOCTH THUIIIEBOTO MOBEJCHHUS W OCHOBHBIX COCTABIISIOITUX
o0Opa3za XKu3HHU OOJIBHBIX IICOPUAZ0M.

3. [IpoBecTn aHANMM3 NPUYUHHO-CICIACTBEHHBIX CBS3ed MEXAy (HaKTopoM
MUTAaHUS U OCOOCHHOCTSIMH KIMHHUYECKOTO TEYCHHS ICOpHa3a B 3aBUCHMOCTH OT
CTEIIEHU TSHKECTH.

4. Pa3zpaboTaTh CHCTEMY MEpPOIPHUATHH IO ONTHUMH3AIUN THTAHHUS OOJIBHBIX
MICOpHUAa30M, HAIPaBJICHHBIX Ha YJIy4YIICHHWE ITOKa3aTelied IHIIEBOTO CTaTyca Hu
CTPYKTYpPBl TIOTPEOJICHHSI TMINEBBIX TNPOAYKTOB, (OpMUpOBaHHE aCKBATHBIX
CTCPEOTHUIIOB THIIECBOTO TOBEICHUS, MPUBOMAIIMX K VIYUIICHHIO KIMHUYCCKOTO
TEUYCHUS JCPMaTO3a.

Hayuynasi wHoBu3HaA. BrepBble mMojdydeHa KOMIUICKCHAs XapaKTCPHUCTHKA
(aKTHYECKOT0 HEOPraHU30BAHHOTO MHUTAHUS y OOJIBHBIX IICOPHA30M Ha TEPPUTOPUU
KemepoBckoii o0macTu, BKIOYas CTPYKTYpPY HMPOTYKTOBOTO HaOOpa, XUMHUYECKOTO
COCTaBa CYTOYHBIX pAallMOHOB, PEKHWMOB TIHUTaHHUA. [loka3zaHbl OCOOCHHOCTH
MUIICBOTO CTAaTyca W WX B3aMMOCBSI3H C OTACIBHBIMU OTKJIOHECHUSMH ITHUIICBBIX
PaIMOHOB OOJIBHBIX IICOPHA30M C PA3IMYHBIMU BapHaHTAMHU KJIMHUYCCKOTO TCUCHHSI.

YcraHosieHa pacnpoCTpaHEHHOCTh ATMMCHTAPHBIX bakTOpoB u
HEOJIArONPUATHBIX COCTaBIIIONMIMX 00pa3a JKW3HHW, BIMSIONIMX HA TEUCHUE U
KIMHUYECKUE TIPOSIBIICHHSI rcopuasa. Ha  ocuoBanun YCTaHOBJICHHSI
MIPUYUHHO-CJICJICTBEHHBIX CBS3CH JOKa3aHa 3aBUCUMOCTh KIMHHUYECKOTO TCUCHUS
rcoprasa ot ()aKTOPOB MUTAHUS U THUIIICBOTO TIOBEICHHMS.

BrepBeie  pa3paboTaHa =~ MHOTOYpPOBHEBas  CUCTeMa  MPOQUIAKTUKH
ATMMCHTAPHBIX HAPYIICHUH Yy OOJBHBIX IICOPHA30M, BKIIIOYAIOIIAS MOJCIb
ONTUMH3AIUN (DAKTUIESCKOTO MUTAHUS, YIydIIaonas TeYCHUE 3a00JICBaHMSI.

TeopeTuueckass M mnpakTU4yeckas 3HAYMMOCTh padotbl. Pa3paborana

4



KOHIEMIHUs JUEeTOTEepanuu OOJbHBIX TMCOPHA30M C YYETOM PpOJU CTEPEOTUIIOB
MUIIEBOTO TMOBEJECHUS U PErHOHANBHBIX OCOOEHHOCTEH ero ¢GopMHpPOBaHMUS.
OmnpeneneHa poib aTMMEHTApHBIX (PAKTOPOB, BIUSIOMIUX HA TSXKECTh KIMHUYECKOTO
TE4YEeHHUs [1COpUa3a.

Ha ocHOBaHMM YCTaHOBJIEHHBIX TUTHEHUYECKUX XapAKTEPUCTHK TMHUTAHUS
OOJBHBIX TICOPUA30M M BBISBIICHHON POJIM aJMMEHTApHBIX (PaKTOPOB Ha TEUEHHUE
3a0oneBaHusl pazpaboTaHa UM BHEAPEHAa MOJENb [0 ONTUMM3AIUU MUTAHUS JAHHOU
IPYNIIbI MAIIMEHTOB.

OnpeneneHa METOAOJOTHUS TOBBIIEHUS HHPOPMHUPOBAHHOCTH  OOJBHBIX
NCOpUa3oM B BOMpocax MNUTaHUS M nunieBoro mnoefeHus. C  1enbio
COBEpILIEHCTBOBAHMS KOHCYJIBTUPOBAHHUS IO BOMpPOCAaM NUTaHUS W TOBBILICHUS
3¢ pexTUBHOCTH  J1e4eOHO-NPOYUIAKTUUECKUX MEPONPUSTUA B  KOMIUIEKCHOM
Tepanuu AepMaToJIOrHYecKuX OOJbHBIX pa3padoTaHbl METOAMUYECKUE PEKOMEHAAINH,
MCIIOJIb3YIOIIMECS B KIIMHUYECKOM MpPaKTHKE.

VYcCoBepIIEHCTBOBAHBI ~ METOJMKH  JUETOTEepaluyd  Icopuasza,  BKIIOYAs
pa3pabOTKy OCHOBHBIX TpeOOBaHMI K TIOCTPOCHHUIO CYTOYHBIX pPaIlMOHOB
OpraHM30BaHHOTO TMUTaHUA TNpU  3a00JE€BaHUAX KOXKM Ha  mHIIEOI0Kax
J€PMaTOJIOTUYECKUX CTAllMOHAPOB.

VYcTaHOBJIEHBI COBPEMEHHBIE MOAXOAbl K ONTUMHU3ALMK HEOPraHU30BaHHOTO
(aKkTHUeCKOro MHUTAaHMS M MHUIIEBOIO CTaTyca IMalUeHTOB JIepPMaTOJIOTHYECKOIO
npodus.

MeTonoiorussi ¥ MeTOAbl JHCCEPTALMOHHOIO HuccjenoBanusa. s
JOCTM)KEHHS IOCTAaBJIEHHOW LENM IPOBEJEHO KOMIUIEKCHOE aHAJIUTUYECKOE
uccie10BaHne (PaKTUYECKOTro MUTAHUS U MUIIEBOTO NOBEACHHS OOIBHBIX ICOPUA30M,
BKJIIOUAlOIlee B ce0s  IPUMEHEHUE  aHKETHO-OIPOCHOrO,  KJIMHUYECKUX,
aHTPOIIOMETPUYECKOTO, 71a00paToOpPHOTroO, CTaTUCTUYECKOTO, HKCIIEPTHOTO,
aHAJIMTUYECKOI0 METOJI0B MCCIIEA0BAHUS.

ITos10:keHUs1, BBIHOCMMBbIE HA 3AIIUTY

1. dakTuyeckoe MUTaHUE, OCOOCHHOCTH MHILEBOrO MOBEACHUS OOIBHBIX
MICOPUA30M YacTO SIBJISIOTCS HEpAlMOHAIbHBIMM U HE 00ECHeuHuBalOT JOCTATOYHOE
MOCTYIJICHUE OCHOBHBIX MUILIEBBIX U OMOJIOTMYECKH aKTUBHBIX BEIIECTB, YTO BHOCUT
CYLIECTBEHHbIN BKJIaA B (POPMHPOBAHHE OCOOCHHOCTEW KIMHUYECKUX MPOSBICHUN

Icopuasa, yTsaKeJsisa €ro TCUCHUC.



2. [TumeBoe noBegeHue u 00pa3 KU3HU OOJBHBIX TICOPUAZOM C PA3TUUHOU
CTENIEHBIO TSXKECTU XapaKTEpHU3yeTCs HU3KOM HMHPOPMUPOBAHHOCTBHIO B BOIpOCaX
MUTaHUS, 3HAYUTEIBHOW PaCHpOCTPAaHEHHOCTHIO  HEPALMOHAIBHOTO  PEXKHUMA
MUTaHUS, TOTPEOJICHUS] MHILEBBIX MPOAYKTOB C BBICOKHUM CEHCHUOMIM3UPYIOLUIUM
MOTEHIIMAJIOM, BpPEIHBIX MPHUBBIUEK, BKIIOYAs KypeHHE, MOTPEOJICHHUS alKoTroJid,
J0CAJIMBaHUE TOTOBOM MUIIM, HU3KYIO (PU3NYECKYIO aKTUBHOCTb.

3. KoMmmnekcHast oljeHka NUTaHUS M TUIIEBOTO TOBEIEHUS OOJBHBIX
MICOPUA30M C MPUMEHEHUEM TPeX(PaKTOPHOTO JUCIEPCHOHHOTO aHAM3a MO3BOJIMIIA
YCTAHOBHUTH CBSI3U M 3aBHCHUMOCTU TSKECTH KIMHUYECKOTO TEUEHHUs IcopHaza oOT
(aKTHYeCKOro MUTAHMUS.

4. OcHOBHBIE HamNpPaBJICHHUS] ONTUMU3ALMM MUTAaHUS OOJBHBIX MCOPHUA30M
BKJIIOYAIOT ONTUMM3AIMIO €T0 PEeKUMA, PallMoOHa U XapaKTepa MUTaHUs.

CreneHb [J0CTOBEPHOCTH Pe3yJbTaToB. O JOCTOBEPHOCTH PE3YJIbTATOB
JUCCEPTALlMOHHOTO MCCIIEIOBAHUS CBUAETEIBCTBYET TOCTATOYHO MPEICTABUTEIbHAS
BBIOOpKA, MCIOJIb30BAHUE COBPEMEHHBIX CTATUCTUYECKUX MPOrpaMMm JUisi paboThI C
AIIEKTPOHHBIMU Ta0NHMIIAMU W aJIeKBAaTHBIX METOJIOB CTATHCTHYECKOW 00paboTKH,
HEIMOCPEICTBEHHOI'O YYaCTHUsI COUCKATENS B MOJIYUYEHUU UCXOHBIX JaHHBIX.

Anpobauus padorbl. OCHOBHBIE TMOJOXKEHUS AUCCEPTALUU JOJOXKEHBI U
oOcyxnenbl Ha 14-mM BcepoccuiickoM KOHIpecce JAMETOJIOrOB UM HYTPUIIMOJIOrOB C
MexayHapoJIHbIM y4acTueM «AJMMEHTapHO-3aBHUCUMAasi MATOJIOTHS: MPEIUKTHUBHBIN
noaxon» (MockBa, 2012), nHa 15-i1 PecnyOnukaHcKoW Hay4yHO-IPAKTHYECKOM
koH(pepeHun «CoIMaNbHO-TUTHEHUYECKUH MOHHUTOPUHT 3/I0POBBSI HACEICHUS»
(Pszanb, 2011), HAa MeEXpPETMOHAIBHBIX HAYYHO-NPAKTHYECKUX KOH(EepeHIUsIX
«AKTyallbHbIE BONPOCH NPOGUIAKTUKU 3a00JeBaHUIl U (OPMUPOBAHUS 3]I0POBOIO
oOpa3za xu3HM cpeau HaceneHus 3anagHoit Cubupm» (HoBokysuenk, 2011, 2012), Ha
0o0JIaCTHBIX JIHSX CIenHalIucToB-IepMaroBeHeposioro (Kemeposo, 2011, 2012,
2013), Ha TOPOACKOM KpYIJIOM CTOJI€ CIEHHAIUCTOB-IEPMATOBEHEPOIOTOB
(KemepoBo, 2012), ma Ky30acckoil MeXIyHapOJHOW Henene 3ApaBOOXPaHEHUS
(Kemeposo, 2014), na 18-t Cubupckoil MexperuoHanbHOW HAyYHO-NPAKTHYECKON
koH(pepenuu «JlepmaroBeneposorus Cubupu: Hayka u mpaktuka» (HoBocuOupck,
2014), na 49-i1 HayyHO-TIpaKTUYECKOW KOH(epeHnn ¢ MeXayHapoIHbIM y4acTUEM
«['uruena, opraHuzanusi 3apaBooxpaHeHusi u upodmaronorus» (HoBoky3Henk,

2014), Ha Hay4YHO-IIpaKTUYECKON KOH(pEepeHIun AepMaToBeHepoioroB KemepoBckoii



obJsacTu « AKTyalIbHBIE BOTIPOCHI iepMaToBeHeposiorun» (Kemeposo, 2017).

HucceprannonHass pabota anpoOupoBaHa Ha 3acedaHUM MPOOJIEMHOMN
komuccun «Koxxkuole u BeHepuueckue OosiesHn» PI'BOY BO «HoBocubupckuii
roCy/IapCTBEHHbIM MEAUIIMHCKUN yHUBepcuTeT» Munsapasa Poccun (HoBocubupck,
2018).

HuccepraniionHasi paboTa BBIIIOJIHEHA B COOTBETCTBUM C YTBEP>KIECHHBIM
HaIpaBJIeHHEeM Hay4yHo-uccienoBaTenbckoi padotsl ®I'6OY BO HI'MY Munsnpasa
Poccun no teme: «CoBEpHIEHCTBOBAHUE COBPEMEHHBIX TEXHOJIOTHMU YIPaBJICHUS U
KaJpOBOM TMOJUTUKU B 3APAaBOOXPAaHEHHMH W ONTHUMHU3ALUSA JEATEIBHOCTH
MEIULIMHCKUX OpraHu3alMidi Ha OCHOBE COLUMAJIBbHO-TUTMEHUYECKOW OLIEHKU
COCTOSIHUSL 3[I0pPOBbSl HACEJIEHUsA», HOMEP rOCYIapCTBEHHOU peructpauun AAAA-
A15-115120910170-4.

BHeapenue pe3yabTaToB HCCAed0BaHUs. Marepuanbl HCCIEI0BaHUS
ucnons3ywTcss B gestenbHocTH: [BY3 KO  «O6macTHOM — KIMHUYECKHI
KOYKHO-BEHEPOJIOTUYECKUN JHUcHaHcepy. Pe3ynbrarel HCClenOBaHUS BHEIPEHBI B
MPAKTUYECKYIO NIeATeNbHOCTh YTIpaBieHUus QeaepalbHON CiyKObl MO HAA30py B
chepe 3aummThl MpaB HoTpeduTeneld um Onaromonyuyusi yenoBeka 1no KemepoBckoit
obnactu. Kpome Toro, marepuayibl HCCIEIOBaHUS HCIONB3YIOTCA B Y4eOHOM
nporiecce Ha kKadeape aepmatoBeHeposorun DOBOY JIIIO HoBoky3HENKOro
rOCy/IapCTBEHHOTO  MHCTUTYTa  YCOBEpPUICHCTBOBaHUS  Bpaued -  ¢uinaia
benepaibHOro TOCYIapCTBEHHOTO OIOKETHOr0 00pa30BaTENbHOTO YUPEKICHUS
JOTIOHUTENIBHOTO TMpodeccuoHanbHOro obpaszoBanust «Poccuiickas MeauIMHCKas
aKaJeMus HempepbIBHOTO mpodeccuoHalbHOro o0pa3oBaHus» MuHUCTEpCTBA
3apaBooxpanenus Poccuiickon denepanuu.

Ha ocHoBanuum monoxeHud nuccepranuu paspabotranbl Meroauueckue
pekoMmeHaamuu «MeToau4YecKre acleKThl KOHCYJIbTUPOBAaHHS 1O BOIpOcCam
ONTUMU3AIMM  TNUTAaHUS U KOPPEKIMHM  HMMMYHOJIOTMYECKOIO  CTaTyca
JAepMaToiorudeckux OonbHbIX», yTBepxkaeHHble [IO3H KO, u Metoauueckue
pexomenganuu «OpraHuzanus Je4eOHOro MUTAaHUS B MEAUIIMHCKUX YUPEKICHHUIX
JepMaToBeHeposioruueckoro npoduisi», yreepxaeHusie JJO3H KO.

Myoaukanuu. Ilo Teme nuccepranuu omyOnukoBaHO 16 HaydHBIX paboOT, B
TOM 4ucie 4 CTaTbl B HAy4YHBIX JKypHajax M W3JaHUAX, KOTOPbIC BKJIIOUYEHBI B

MNEPpCYCHb PCUCH3UPYCMBIX HAYYHbBIX HBHaHHﬁ, B KOTOPBIX OOJIKHBI OBITH



onmyOJUKOBaHbI OCHOBHBIE HAYYHBIC PE3YJIbTAThl TUCCEPTALNI HA COUCKAHUE YUCHBIX
CTEMEHEeW IOKTOpa W KaHJIuJaTa HayK, U3 HUX 2 — B JXypHaJlaX, BXOJSIINX B
MEXIyHApOIHYIO pedepaTUBHYIO 6a3y JaHHBIX U CUCTEM ITUTUPOBAHUSI.

O0bem u crTpyKTypa aumcceprammm. [luccepranus U3JI0XKE€HAa Ha
168 crpannax MaIIMHONMUCHOTO TEKCTa YW COCTOUT W3 BBEACHUS, 3 TIIAB,
3aKJIIOYEHMs], BBIBOJIOB, MPAKTUUYECKUX PEKOMEHJAIUMA, CIUCKA COKpAIICHUH WU
YCIIOBHBIX 0003HAYEHUH, CIIUCKA JIUTEPATYPbl, CIIHCKA WUTIOCTPATUBHOIO MaTepHalia
1 npwioxkeHui. CIIUCOK JUTEpaTyphbl NpeacTaBieH 228 UCTOYHUKAMH, U3 KOTOPHIX
59 B 3apyOexHbIX u3fgaHugX. [lomydeHHBIE pe3yabTaThl MPOWLIIOCTPUPOBAHBI C
MOMOIIBI0 36 TabuIl ¥ 23 PUCYHKOB.

JIuuHblii BkjIag aBTOpa. Bece Marepuansl, NpeIcTaBICHHBIC B TUCCEPTALINH,
MOJIy4eHbl, 00pabOTaHbl U MPOaHATU3UPOBAHBI ABTOPOM JIUUHO.

MATEPUAJI U METOAbI UCCJIEJOBAHUSA

UccnenoBanne om00peHo  komMuTeToM 1o  3TUKe  HoBocubupckoro
roCy/1IapCTBEHHOTI'O0 MEJIULIMHCKOTO YHUBEPCUTETA.

HccnenoBanusi BbINOJHEHBI Ha TeppuTopun KemepoBckoil obnactu Ha 0asze
rOCYy/IapCTBEHHOTO OOJIKETHOTO  YUpexXAeHHUs 3/paBooxpaHeHus KemepoBckoi
obnactn «KemepoBckuii 00JaCTHOW KIMHUYECKUN KOMXKHO-BEHEPOJIOTUUECKUI
mucnancep» (I'bY3 KO KOKKBJ). B mnporpamMmmy uccieoBaHHUs BOUIEN
261 manueHT ¢ yCTaHOBJIEHHBIM MarHo3oM: «BynbrapHblii mcopuas» B BO3pacTe OT
18 10 59 ner BKIIOUYUTETBbHO, OOPATUBIIKMECS 32 MEAUIIMHCKON IMOMOIIBIO B TCUCHHE
1 rona (c cenrsa6ps 2010 roga mo centsiOpp 2011 roma) ¢ orpaHuyeHHOW u
pacnpocTpaHeHHoO (opmamu 3a00JieBaHMs, B CTALlMOHAPHOW M MPOTPECCUPYIONIEH
CTausAX NATOJIOTMYECKOro mpolecca. TsakecTh KOKHOTO Ipoliecca ONpenessiiach
IIpU IOMOLIM HHJEKca TshkecTu U pacupoctpaneHHocTH PASI. Munekc PASI ot 0 no
9,9 6annoB BKIIOYUTEIBHO COOTBETCTBOBAN JieTKOM crteneHu, ot 10 mo 30
CPEIHETSKETION U TSIKEJION CTereHH. BoJibHBIe TICOPUAa30M MY)KYWHBI M SKCHIIHHBI
oOclie1oBaHbl B IBYX Bo3pacTHhIX rpymmax: [ — 18-29 ner, I — 30-59 ner.

B cooTBercTBUU ¢ mporpamMMoi HCCIEAOBAaHUM Ha MOATOTOBUTEIBHOM JTarie
COCTaBJICHbI aHKEThl M0 M3YYEHHIO MUILEBOTO MOBEACHUS M COCTABIAIOMIMX OOpa3a
KU3HU, KaPThl OLICHKU COCTOSIHHS 3/I0POBBS MAIIMEHTOB C MCOPUA30M, OIPOCHUK TI0

OLCHKC (I)aKTI/I"IeCKOI‘O HCOPTaHHU30BAHHOTO ITUTAHUA.



Ha srtame cbopa uHpopmanuu BBINOIHEH OTOOP MALMEHTOB, CTPAIAIOUIUX
MICOPUA30M C TOJYYEHHEM MUCHbMEHHOTO MH()OPMUPOBAHHOTO COIJIACHS HA ydacTue
UX B HMCCIIEJOBAaHUSAX C COONIOACHUEM KOH(MUIEHIHUATLHOCTH BO BCEX JOKYMEHTaX
0o0cJIe10BaHUS.

Co6op undopmManuu 0 MUTAHUU U TUIIEBOM CTaTyce OOJBHBIX OCYIIECTBIICH C
NPUMEHEHUEM  KIMHUYECKHUX, aHKETHO-OIPOCHOTO, aHTPOMOMETPUUECKHX,
71a60paTOPHBIX METO/I0B UCCIIEOBAHUIA.

Pe3ynpTaThl  UCCHEIOBaHMIA  CTATUCTUYECKM  0OpabOTaHbl  METOAAMHU
napamMeTpuyeckod U HemapaMeTpUUYeCKOM CTATUCTHKH, KOPPEISIUOHHOTO U
MHOTO()aKTOPHOTO JTUCIIEPCUOHHOIO aHaJIM3a C UCIOJIb30BaHUEM MakeTa «Statistica
6.0», wmoayneir «OCHOBHbIE CTaTUCTUKM U Tabmuibl», «Hemapamerpuueckas
CTaTUCTHKa»,  «JlMCIepCHOHHBIM  aHanmu3»  (JUUEH3UOHHOE  COIJIallleHHe
AXXRO09E747530FAN25).

AHanu3 pe3ynbTaTOB UCCIEIOBAHUN MpeaycMaTpUBall U3yUyeHHE MoKa3aTeseil
MUIIEBOTO cTaTyca, MUIIEBOTO NOBEACHUS u YCTaHOBJICHUS
MPUYUHHO-CIIE/ICTBEHHBIX CBS3€H MEXIYy OCOOCHHOCTSIMHM KIMHUYECKOIO TEUEHUs
aepmaro3a v pakTopoM MUTaHUS.

3aKIIOYUTENbHBIA  3Tal  HCCHeOoBaHUS ObLT HampaBlieH Ha pa3paboTKy
MEPOINPUATUNA N0 ONTUMU3ALMM MUTAHUS MALKUEHTOB, CTPAJAIOLIUX ICOPHA30M, a
Tak)ke pa3paboTKy MEePCHEKTUBHONU MOJAEIN CTPYKTYPbl MUTAHMUS.

B npomecce paboTel npoaHanu3upoBaHO 228 HCTOYHHUKOB HAyYHOU
JTUTEepaTypsl, nMpoBeAeHo 261 kinMHUYeckoe oOcieaoBaHue, u3ydyeHa 261 aHkeTa 1o
M3Y4YEHUIO0 (PAaKTUUECKOr0 MUTAHUS M MHUINEBOrO MOBEACHHSI OOJIbHBIX ICOPUA30M,
261 paimoH HEOPraHU30BAaHHOIO MHUTAaHUs, MPOBeAeHO 261 aHTpomomeTpuyuecKoe
HCCJIe/IOBaHME, OIpEeNIeHHe cocTaBa Tena, 261 wuccienoBaHue OOIIEro aHaIu3a
KpOBH, 258 OMOXMUMHYECKUX UCCIEIOBAaHUI KPOBH.

PE3YJBTATBHI UCCJIEJOBAHUSA U UX OBCYXKJIEHUE

HccnenoBanbl  B3aMMOCBSI3M  XapakTepa  KIMHUYECKOTO  TEYEHHS  C
aHTPONOMETPUUYECKUMH  TOKa3aTelssMH OONBHBIX McopuazoM. Ilpu TeueHuu
3a00yeBaHUsl CO CpElHEeW CTEeNeHbI0 TsKeCcTU pacnpocTpaneHHocTh WUMT Beiie
HOPMBI TIpEBBINIAJa AaHAJIOTMYHBIE [IOKAa3aTeldH, COOTBETCTBYIOLIME HOPME, W

BhIsiBIIeHA Y 57,1 % myxuuH u 65,2 % sxenuus (p = 0,003) (tabnuna 1).



Tabnuua 1 — CpaBuutenbsHblii ananu3 UMT y O0OdBHBIX MCOPHA30M C PA3NTUYHOU

CTEIICHBIO TSDKECTH TEUCHUS 3a00IeBaHUs

Myxunssl (n = 142) Kenmuns! (n=119)
Kimanueckoe

ynaensHbI Bec 605bHBIX (%) ¢ UMT | ynenbHbIi Bec 605bHBIX (%) ¢ UMT

TCUYCHHUC IICOpHa3a
Ha YPOBHC HOPMBI BBIIIC HOPMBI Ha YPOBHC HOPMbI BBIIIC HOPMBI

Jlerkoe n=237 63,8 | n=21 36,2 n=3l1 72,1 n=12 | 27,9
Cpenneit ctenenu n =36 42.9 n=48 |57,1 n=27 35,5 n=49 | 64,5

Baxno, uyto pacnpoctpaneHHOCTh MMT Bblllle HOPMBI JOCTOBEPHO 4YaIllEe
BCTpeyasach y TMAalMEeHTOB OOOUX TOJIOB TPHU KIMHUYECKOM TEUCHHHU CpPEIHEH
CTEINEHHU TSHKECTH B CPAaBHEHHHM C TaneHTamu ¢ jgerkuM (p = 0,000).

Cpenu o0cneoBaHHBIX HE ObLIO BBISBIIEHO HU OJHOTO CiIy4asi HEJJOCTATOYHOM
Macchl Tena. OueHka JMHAMHUKY Beca MallMeHTOB 3a moclieqHue 6 MecsIeB nokasana,
YTO TIPU CPeJHEN CTENEHM TSHKECTH TEUSHUS TIcopHa3a TOT MOKa3aTelb YBEIMUUIICS
y 35,6 %, ocrancs crabuiabHeiM y 55 % OonbHbIX. [lpu cpaBHEHUM JaHHBIX
MoKa3zaTesel y MalMeHTOB C JISTKUM W CPEIHETSHKENbIM KIMHUYECKUM TEYEHUEM
YCTaHOBJICHO, YTO B TPYIIE C KIMHUYECKUM TCUCHHEM CPEIHEH CTENEHU TSHKECTH
yBeJIMUCHUE Beca BcTpewaercss Ha 12,8 % moctoBepHO damie, 4eM C JIETKUM
(p =0,015). BmecTe ¢ TeM, yCTaHOBIICHO, 0€3 U3MEHEHHUSI BEC OCTAETCS MPHU JIETKOM
TEUCHUU JIepMaTo3a CTAaTHUCTHYECKHM 3Hauumo 4damie Ha 16,3 %, udem 1mipu
cpennersbkenom (p = 0,049). Ananu3 mnokasaj, yTO B TpYIINE MNAlMEHTOB CO
CPEHETSKEIBIM IICOPHAa30M CPEeIHUN YpOBEHb skupa coctaBui (20,80 £ 2,52) kr, yTo
B 1,4 pa3a BblllIe 3TOTO MOKa3aTels y OOJbHBIX C JIETKOW CTENEHbIO 00JIE3HU, KOTOPOE
coctaBuio (14,97 + 0,86) kr. O1Tu pa3zauuus craTucTU4Yecku noctoBepHbI (p = 0,003).
B pesynbrare ornenku TortaabHoro ooreMa Boabsl (TOB) ycTaHOBIIEHO, YTO B TPYIINE
MY>KYHMH, CTPAJaIONIUX ICOPHUA30M, ATOT MOKa3aTeIb CTATUCTUYCCKA 3HAUUMO BHIIIIE,
gyem y sxeHmuH (p = 0,0000001). B 1o ke Bpems pe3yabTar Tpex(paKTOPHOTO
JUCTIEPCUOHHOTO aHajinu3a y KEHIIUH CO CPEAHETSDIKENIbIM KIMHUYECKUM TEeUEeHHUEM
ricopuasa BeIsiBIII ypoBeHb TOB 3HauMTEILHO BBIIIE IO CPABHEHUIO C MAIUCHTKAMHU
C JITKUM TE€UEHHUEM.

HccnenoBanre OOUIEKIMHUYECKUX, a TakkKe OMOXMMHMUYECKUX MOKa3aTenei
nepudepruueckoil KpoBU, XapaKTEpU3YIOIIMX METabO0JIMYEeCKUN CcTaTyc, MoKa3ajo,
9TO y OOJIbHBIX KJIMHUYECKUM TEUCHHUEM IIcOpHa3a CpeaHEH CTEeNeHU THKECTH

AOCTOBCPHO Yalll€ BCTPCUAJIUCH UX OTKIIOHCHUA OT HOPMbI, d UMCHHO: IIOBBLIIIICHHOC
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cojiepkanue JiekoruToB B 2,3 pasza (p = 0,00001), moBbIllIeHHBIA YPOBEHB caxapa B
kpoBu B 7 pa3 (p = 0,03), aktTuBHOCTH TIe4eHOYHBIX (hepMeHTOB B 5 pa3 (p = 0,007),
cojiepkanue xonecrepuHa B 3,4 paza (p = 0,007), ownmnpyouna B 2,5 paza (p = 0,035)
B CPaBHEHUU C MAIMEHTAMU C JIETKUM KJIMHUYECKUM T€UeHHEM OO0JIe3HHU.

[IpoBenen aHanu3 (QaKTUYECKOTO HEOPraHM30BAHHOIO MHUTAHUS OOJIBHBIX
ncopuazoM. lccnenoBaH MpOAYKTOBBI HAOOp, XMMHUYECKHUH COCTaB CYTOYHBIX
panuoHoB OONBHBIX NICOpUa3oM. M3yueHo nuuieBoe noBeaeHne 00IbHBIX ICOPUA3OM,
BKJIIOUMBIIIEE B C€0Sl OLEHKY ypOBHS MH(GOPMUPOBAHHOCTH, TOTOBHOCTH CJIE€IOBAThH
pEeKOMEHJalusIM  Bpayda-ClieMajucTa B BOMpOcaX MHUTaHUS, JOCTATOYHOCTh
MaTepuadbHBIX CpPEJACTB JMJIsi OpraHW3aludyd MUTaHUS, OILEHKY HE0OXOIUMOCTH
KOPPEKIIUU COOCTBEHHOTO NMUTAHUS, PEKUMOB MUTAHUS B TEUYCHHE CYTOK, 4aCTOTY
JOTIOTHUTENIBHOIO BHECEHHsS TOBapeHHOW COJM B TOTOBOE OJIOJ0, YacTOTY
yIOTpeOIeHNsT ajakoroys, (pakTopa KypeHUs, PEerylspHOCTh MpHeMa BHUTAMHHHBIX
IpenaparoB U ypOBEHb (PU3NYECKOIl aKTUBHOCTH.

AHanu3 NpoAYKTOBOIo HabOpa CYTOYHBIX palMOHOB HEOPTraHW30BAHHOIO
nuTaHus OOJNIBHBIX TIICOPHAa30M IMO3BOJIMJI BBISIBUTh, YTO OHU C(HOpPMHpPOBAHBI
HecOaTaHCHUPOBAHHO, C MpeodsiaJaHueM MPOTYKTOB-UCTOUHUKOB kUpoB (110 % ot
HOPMBI TIPH JIETKOM cTeneHu ncopuasza u 120 % — npu cpeHeTsKeN0i) U yriIeBOI0B
(120 % ot HOpMBI nipu serkoit cteneHu u 110 % — npu cpeanetsokenon). Ilpu aTom
CHMYKEHO KOJUYECTBO MOTPEOJICHUS MsAca U MACONPOAYKTOB, PhIObI (Ha 25-35 % oT
HOPMHUPYEMOTO YPOBHS), MOJIOKa M MOJIOYHBIX MPOIYKTOB, (PPYKTOB, COKOB, SITOJ,
sut (Ha 45-50 %), 6o u3 kaprodens u apyrux osormiei (Ha 13,3—16,7 %). [lpu
ATOM Yy MAalMEHTOB CO CPEIHETIKENBIM TEUEHUEM JIepMaTo3a AePUIUT MOTpedIeHus
OCHOBHBIX MPOAYKTOB BBIPD@KEH CHUJIbHEE, YeM Y OOJBbHBIX C JIETKOH CTENEeHbIO
TSKECTH.

AHanu3 XMMHUYECKOTO COCTaBa CYTOYHBIX palMOHOB  (haKTHYECKOTO
HEOPraHW30BAaHHOTO TMHUTaHMUS OOJBHBIX I[COPUA30M B 3aBUCUMOCTH OT IIOJA,
BO3pacTa U CTENEHU MHTEHCUBHOCTU TPYJIOBOTO Ipoliecca MoKa3ai, 4To y JIUI 000uX
MOJIOB OHU SIBJISUIMCHh HECOAJTaHCHUPOBAHHBIMU 110 OCHOBHBIM BEILIECTBAM M HHEPTUU
CO CTaTUCTUYECKU JOCTOBEPHBIM AePUIUTOM TMOCTYIUIGHHS ¢ Tuiieil Oenka B
BOo3pacTHOU rpynne 18-29 ner y myxuus ot 1 % g0 12,6 % B rpynne crapue 30 ser
(p =0,008). ¥V xeHIIUH, HANPOTUB, C TEUYEHUEM >KH3HU NePUIUT Oeiaka B MHIIE

ymenbmancsa ¢ 11,2 % B mononom 1o 5,2 % B GoJiee crapiieMm Bo3pacte. Takas ke
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TCHACHIMA Ha6JIIOIIaJIaCB n 110 yrHCBOI[HCTOﬁ COCTAaBJISIOLICH paduoOHOB 0OOJIBHBIX

nicopuazoM xeHuuH: ¢ 13,3 % mo 4,9 % (p = 0,05). Kpome Toro, yarie BcTpedasiach

IMOHMKCHHAA JHCProCMKOCTH PAIIMOHOB HE3dBUCHUMO OT T'CHACPHOTO IIPHU3HAKA: Y

48,6 % u y 47,9 %, uzbbitounas — y 24,6 % u 26,9 % MyX4YuH U SKCHIIWH,

COOTBCTCTBCHHO.

HpI/I HU3YYUYCHUU IMUIICBOTO IMOBCIACHUA BBIABJIICHBI CTATUCTHUYCCKU 3HAYHUMBIC

pasiiniuuAa 110 YpPOBHIO I/IH(i)OpMI/IpOBaHHOCTI/I KCHIIIMH, 0O0JBHBIX ncopuasomM B

CpaBHCHHU C MYXYHMHAMMU. HaI_II/IeHTBI MYXCKOT'O II0JIa XYIKC I/IH(i)OpMI/IPOBaHBI B

BOIIpOCax MUTaHUs B cpaBHEHUH C keHCKUM (p = 0,0004) (Tabnuia 2).

Tabmuma 2 — OueHka ypoBHS WH(POPMHUPOBAHHOCTH TAIMEHTOB C IICOPHA30M B

BOIIpOCaXx IMUTAHUA

Kputepuu cyObeKkTuBHOI

Bcero manuenTos (n = 261)

MYX4HHBI (n = 142)

XKeHIIMHbI (n = 119)

OIICHKHU
HH(OPMHPOBARHOCTH B YHCII0 yIIeITbHBII YHCII0 yIIeTbHBII p
HaOroIe- Bec, % HaOIIroIEe- Bec, %
BOTIPOCAX MUTAHHS
HUM HUM
HocraTouno
64 45,1%* 66 55,5* 0,0004

MH(OPMHUPOBAHBI
Maiio unpopMupoBaHbI 65 45,8 48 40,3 0,18
He undopmupoBanbl 13 9,1 5 4,2 0,06

Ananus PEKUMOB IHUTAHHUA OTYUYCTIMBO BHU3YAJIM3UPOBAJI HCAOCTATOYHYIO

KpaTHOCTb NMPHUCMOB IMHIOKX B TCUYCHUC CYTOK Y OOJIBHBIX nmcopnuasomM MYKUYUMH H

KCHIIINH, OOJIBHBIX rncopuasom CpCI[HCﬁ CTEICHMU TSKECTU. Y MYXYHUH M KXCHIIWH

ITOU I'pyHIibl OOIBIINI MPOHCHT UMCJIM HEAOCTATOYHYIO KPATHOCTDb IIPUCMOB ITUIIN

B TCUCHUC CYTOK (1-2 pas3a B I[CHB) IO CPAaBHCHHUIO C MMAMUCHTAMU U IMATUCHTKAMU H3

TPYIII ¢ JerkuM TeueHueM 6osesnu (p = 0,00001) (Tabnuia 3).
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Tabmuma 3 — CTpyKkTypa pacnpeacsieHus: peKUMOB MUTaHUS Y O0JIbHBIX IICOPUA30M B

3aBUCHUMOCTH OT CTCIICHHU TAKCCTHU KIMHHUYCCKOI'O TCUCHUA

[IpornieHT M1l ¢ TSHKECTHIO KIIMHUYECKOTO TeUCHUS p
Kparnocts _
ncopuasza (n=261) VI —

MIPUEMOB TTHIITA

JIETKOU cpeaHen HEI HEBI

B CYTKH
MY)KYUHBI | JKCHIIWHBI | MYKYUHBI | IKSHIIMHBI

1-2 pa3za 13,2+£5,4 8,144 36,5 £6,1 32,0£6,6 | 0,00001 | 0,00001
3 paza 42,1 +8,1 | 351+7,8 | 34,9+6,0 30,0 £ 6,4 0,12 0,19
4 paza 29,0+7,3 | 46,0+8,1 12,7 +4,1 24,0 £ 6,0 0,0006 0,0001
bornee 4-x pa3 15, 75,9 | 10,8 +5,1 15,9 £4,6 14,0 £4,9 — 0,22

I[JISI YCTAaHOBJICHUA BO3MO’KHOM B3aMMOCBS3H TSIKECTU KIIMHUYECKOTO TCUCHUS

rcopuasa HCCIEAOBaHO TMOTpeOJeHHe MPOAYKTOB-TUCTAMUHOIMOEPATOPOB Y
MAIUEHTOB C JIETKUM U CPETHETSDKENIBIM KIMHUYECKUM TCUCHHEM.

[TanieHTHI U3 TPYIINBI ¢ TEUCHUEM CPEJIHEH CTENEeHH TSIKECTHU B CPABHEHUHU C
TPYIION ¢ JIETKUM TEUEHHEM ICOpHa3a CTAaTUCTHYECKU 3HAUYMMO Yallle MOTPeOIsiin
MPOAYKTHl — THUCTAMHUHOJIUOEpaTophl: crymeHHoe Mosioko (p = 0,03), KOHCEpBBI

(p =0,0007), maiione3 u keruyn (p = 0,00001), Gynsonnsie kyouku (p = 0,01),

nammy Obictporo mnpurotoBieHus (p = 0,005), xobe u kakao (p = 0,02),
razupoBaHHbie HanmuTKu (p = 0,02) u Boineuky (p = 0,02).
[Ipy momoOmM  CTATUCTUYECKOTO  METOJa  paclio3HaBaHUs  00OpPa3oB,

3aKIIIOYAIOIETOCS B OTHECEHUH O00BEKTa MO (PMKCUPOBAHHOU TPYIINIE €ro CBOMCTB K
OJIHOMY OOBEKTY U3 MHOXECTBa 0O0pa3oB IO 3apaHee OrOBOPEHHOMY IIpaBUILY,
orpeaeneHbl (HaKTOpPhl, OKAa3bIBAIOIINE BIUSHUE HA TSKECTh KIMHHUUYECKOTO TCUCHUS
ncopuaza. B psagy omnpexpensiomux (GakTopoB Ha MEPBOM MECTE O0Kas3aloch
ynotpebJieHrne ajuKoroiisa nanueHTamu — BecoBoil uuaexc (BU = 5,4), na Bropom —
UMT Beime nopmel (BU = 3,9), Ha tpetheM — Bo3pact (BU = 3,5), mamee —
JO0CTaTOYHOCTh MOTpebneHus Oenka ¢ numed (BU = 2,5), mapyuieHue pexxuMoB
nutanuss (BU = 2,2), 3anarus ¢usmyeckoit kynbrypoit (BU = 2,1), xpaTHOCTbH
npuemoB numu (BU =
(BU =

Bonpocax nuranus U kypenue (BU = 1,3), momoxutenbHas JuHAMUKa Beca 3a

2,0), mpueM BUTAaMHUHHBIX KOMIUIEKCOB M (uiu) BAJ|

1,9), nocTaTtoyHOCTH MaTepUATbHBIX CPEICTB, WH(GOPMHUPOBAHHOCTH B

nocaeaane 6 mecsies (BU = 1,2).
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[IpoBeneHHbI aHaIU3 TPUUYUHHO-CJICACTBEHHBIX CBs3ed MeEXny (akropom
MATAHUsI, OTACIBHBIMU COCTABISIOMIMMHU o0Opa3a J>KU3HU M OCOOCHHOCTSIMH
KIIMHUYECKOTO TEUEHMsI Tcopua3a IMoKa3all, 4yTo (PaKTHYECKOe IMUTAHHE B TPYIINE
MAIMEHTOB O0OMX TOJIOB CO CPEIHETSKEIBIM TEUEHHUEM IICOopHa3a CTaTUCTUYECKHU
JOCTOBEPHO OTJIMYAJIOCh MEHBIIECH pPAIMOHATIBHOCTHIO, YEM B TPYyNIE C JETKUM. Y
OOJIbHBIX C KIMHMYECKUM TEUEHUEM CpEJIHEH CTENEeHH TSHKECTH B CPAaBHEHUU C
TPYIION C JIESTKUM TEUYEHUEM ICOpUa3a CTATUCTUYECKHA 3HAYMMO Yallle BCTpedascs
HEpALIMOHAJIBHBIA PEXHUM THUTAHUS B TEUYEHHE CYTOK, XapaKTepPU3YIOLIHUICS
HEJIOCTATOYHOM KPaTHOCTHIO MPUEMOB TMHUILIHU, OTCYTCTBUEM WM HEPETYISIPHBIMU
MpueMaMu THUIU Tepel U BO BpeMs paldOThl, BPEMEHHBIM HHTEPBAJIOM MEXIY
nocieaHuM npuemMoM mumu U cHoM (p = 0,0001) B cpaBHeHUH C TaNMEHTaAaMU C

JIETKUM TEUCHHEM TcopHrasa (pucyHok 1).
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BO3pacTHas rpynna:
BO3pacTHas rpynna:

Jlerkas cteneHb 3aboneBanHns Cpe,ClHFIFI cTeneHb 3aboneBaHust

Pucynok 1 — I'paduku cpeHuX 3HaYEeHUN KOMITIOHEHTHI, XapaKTepU3yromiei
PalMOHAILHOCTD (DaKTHUECKOTO MUTAHUS B 3aBUCUMOCTH OT 110J1a, BO3pacTa U

CTCIICHH TAXKCCTHU IICOPHUA3a

C IIOMOIIBIO TpeX(l)aKTOpHOFO AUCIICPCUOHHOI'O aHaJIn3a HUCCICIOBAHBI B

KOMIUJIEKCE cocTaBiisitole oOpa3za >ku3Hu OosibHbIX TicopuazoMm (COX). Ounu
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XapaKTEepU30BAIUCh 0oJie€ BBIPAXEHHOW HEPAIMOHAJIBHOCTBIO Yy OOJBHBIX C
KIIMHUYECKUM TEUEHUEM CpEHEH TSKECTH MO CPABHEHUIO C OOJIbHBIMHU C JIETKUM
TEYEHUEM TI0 HaJUYHUIO0 HE3I0POBOM MPUBBIYKK JIOMOJHHUTEIBHOIO BHECEHMS
noBapeHHOW coyiv B rotoBeie Omoaa (p = 0,0001), a Takke BpeAHBIX MPUBBIYCK —
ynotpedsieHne ankorojbHbIX HanmuTKkoB (p = 0,02) u KypeHue TabayHBIX WU3AEIUN
(p=0,044). Bmecte c TeM, B pe3ynbTaTe HCCIEIOBaHMs YCTAaHOBJIEHO, YTO BEJIU
Oonee mMpaBUIIBHBIM 00pa3 >KM3HM MALUMEHTKH >EHCKOro I0Jla B CPaBHEHUHU C
MalMeHTaMU MY>KCKOTO TM0Jla HE3aBUCUMO OT BO3PACTHOW TpPYMNIbI U CTENEHU

TSOKECTH KJIMHUYECKOTO TEYEHUS Icopuasa (PUCYHOK 2).
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Pucynok 2 — I'paduku cpeTHUX 3HaYEHUI NTOKa3aTeNsl, XapaKTepU3YIOIIEro
COCTaBJISIOIIME 00pa3a *KU3HU B 3aBUCUMOCTH OT I10J1a, BO3pacTa U TSHKECTH

Incopuasa
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Takum o0pa3oM, BbICIEHA COBOKYMHOCTh (PAKTOpPOB, (HOPMUPYIOIIUX
HEJIOCTATOYHOCTh NMUTAaHUS y OOJBHBIX TCOPHA30M M HUX POJb B (HOPMUPOBAHUU
OCOOCHHOCTEM  CTCIEHM  TSHKECTH  KIMHHYECKOTO  TeueHHS  3a00JIeBaHUS:
HETIOJTHOIICHHBIN pa30aJaHCUPOBAHHBINA PAIIMOH MUTAHUS MO MPOAYKTOBOMY HabOpy
U XHMHUYECKOMY COCTAaBY, HEAJCKBATHBIM PEKHUM MHUTAHUA, XAPAKTEPU3YIOLIUKUCS
HEJIOCTATOYHOM KPATHOCTHIO MPUEMOB MHUIIU, HEPETYJSIPHOCTBIO €€ MoTpeOieHus,
HEPALMOHAIBHOM 3HEPrOEMKOCTBIO PALMOHOB; 3HAYMUTEIbHAs PACHPOCTPAHEHHOCTH
ynoTpeOeHus MPOAYKTOB, SIBISIOMIMXCS THMCTaMUHOJIUOEepaTopaMu, HEAOCTaTOUHAS
MH()OPMHUPOBAHHOCTH B BOMPOCAX MUTAHUs, HU3KUK YPOBEHb KYJIbTYPhl NMUTAHWUS,
HEJIOCTATOYHBbIC IS OOCCICUCHHMS IIOJHOIICHHOTO IIMTaHMS JOXOAbI, HU3Kas
MOKYyTaTeJIbHasl CIIOCOOHOCTh, HENPaBWIbHBIE W BPEIHBIC MPUBBIUKKA B MHUIIEBOM
MOBEJICHUM M, B 1IeJIOM, B o00pa3e JKHU3HU;, HEperyasipHoe TOoTpebeHune
BUTAMUHHO-MHUHEPAIbHBIX KOMITIEKCOB Wiu BAJl u Hu3kas pusnyeckas akTHBHOCTb.

Ha ocHoBaHMM BBISIBICHHBIX HapyIICHUN y OOJBHBIX MCOPHA30M MPEIoKeHa
MHOT'OYPOBHEBasi MOJI€JIb ONTUMU3ALIUUA TTUTAHMS, BKJIIOUAIOIIas B ceOs Ha MEPBOM
JTare — MOBBIIICHNE YPOBHS MH(POPMUPOBAHHOCTH OOJBHBIX IICOPHA30M B BOMPOCAX
MUTAaHMUS, HA BTOPOM IJTale€ — ONTUMHU3ALMI PALMOHOB IMHUTAHUA, B TOM YUCIIE,
BKJIIOYAIONIYIO B ce0s HOpMau3alluio pEeXUMOB TuTaHus. [Ipu pammoHanuzanuu
pallMOHOB HEOOXOMMO YBEIUYUThH MOCTYIUICHUE Oelika U BUTaMUHOB rpynisl A, C,
B, E, I, MuHEpanbHbIX BEIIECTB — KAJbLMUA, XpOMa, MEIH, [IMHKA, CEJIEHA, WOJa, C
OJHOBPEMEHHBIM YMEHBIIEHUEM IIOCTYIJICHUS HACBIIMIEHHBIX YXUPOB M MPOCTHIX
yIJEBOJIOB TMOCPEJACTBOM YBEIMYCHUSI TOTPEOJICHUS] MSCHBIX, MOJIOYHBIX M PBHIOBI
HEXUPHBIX COPTOB, CYOINPOJYKTOB OBOIIEH, (DPYKTOB, SITOJ U IEIHHO3EPHOBBIX
MPOJYKTOB U OrPAHUYEHUS CIMBOYHOIO MACia, CaJia JKUPHOM MSICHOW IaCTPOHOMMHU.
Kpome TOro, HEoOXOAWMO WCKIIOUUTH W3 palldOHA MPOAYKTHI, SBISIONIAECS
TUCTaMUHOJIUOEpaTOpaMH.

JI7g OCYIIECTBIIEHHST HA MPAKTUKE IPOLECCA BHEIPECHUS MEPOIPUITUN IO
onTUMU3AIUK (HAKTUYECKOTr0 THUTaHWs Yy OOJBHBIX IICOPHUA3oM pa3paboTaHa
JIBYXYpPOBHEBas CTPYKTypa MeponpusaTtuud. IIepBblli ypoBEHb — HWHAWMBHUIYaJbHBIM,
KOTOPBIM MpeycCMaTpUBAET MOBBIIICHUE YPOBHS 00pa30BAaHHOCTH CaMOTO MallUeHTa
B BOIpocax MUTaHUs, (HOPMUPOBAHUE TPABUJIBHBIX MPUHIIUIIOB IHIIEBOTO
MOBEJICHUsI, OTKA3 OT BPEIHBIX MPUBBIYEK (BHECEHHE TOMOJHUTEILHOTO KOJWYECTBA

HOBapCHHOﬁ COJIN B T'OTOBOC 6JIIOIIO, KYpCHHUC, YHOTpC6J'ICHI/IC aHKOFOHH), a TaKXKC

16



(dbopMHpOBaHUE TMOJNE3HBIX MPUBBIYEK (3aHATUS CIIOPTOM U (U3HYECKOU KYJIbTYPOU,
IpUeM BUTAMUHHO-MHHEPAJIbHBIX KOMILIEKCOB). BTOpoil ypoBeHb mpeaycMaTpuBaeT
OTBETCTBEHHOCTh JIEYAIIEro Bpada 3a OPraHU3alUI0 KOHCYJIBTUPOBAHHUS OOJIBHBIX
rcopra3aM B BOINpOCax MHUTAHUS, MOMOIIb B ONTHUMH3ALMU PAlMOHOB, OKa3aHUE
JUETOJIOTUYECKONM MOMOIIM Ha aMOyJaTOPHOM M CTAallMOHApPHOM JTare BeIeHUs
MaIlMEHTOB.

BbIBO/IbI

1. HeopranuzoBanHoe QakThyeckoe MNHUTaHWE MAlUEHTOB C IICOPUA30M
XapaKTepu3yeTcss HepalMoOHAIbHBIM BbIOOPOM PpAlMOHOB, 0oJjiee BBIPAXKEHHOM Y
OOJILHBIX CO CpeJHEeN CTeNeHbIo TshkecTH 3aboneBanus (nedurut 13,3-50,0 % ot
PEKOMEHIyeMbIX 3HAUYEHUI), B TOM YUCJIE MOJIOYHBIX MPOJYKTOB, OBOIIEH, (PPYKTOB,
Aro/, pbIObI; BBHICOKOM YAaCTOTOM MCHOJIB30BaHUS W MpeoOJagaHUuEeM KUPOBBIX
poayKToB (110—120 % ot HOpMBI Y OOJIBHBIX JIETKOW U CpeHEN CTETIEHBIO TSIKECTH
KIIMHUYECKOrO0  TE€YEHHs), M30BITOYHOW  YacTOTOM  MCIOJb30BaHUS  caxapa,
koHguTepckux wuznenudt (120-110% or HOpMBI y TMALMEHTOB C JIETKOM U
CPEIHETSDKEION CTEeNeHbI0 3a00JIeBaHMsI COOTBETCTBEHHO), a TaKXe MPOJIYKTOB,
SBJISIIOIIUXCS TUcTaMuHONMuOeparopamu (5,9-50,0 % B 3aBUCUMOCTH OT CTEIICHU
TSOKECTH  KJIMHUYECKOTO TEUEHMs) TMpPU BBIpAXKEHHOM JAeUIMTE MPOAYKTOB-
BUTAMUHOHOCUTEJIEH W HMCTOYHUKOB MHHEPAIbHBIX BemlecTB. I[lutanue OOJbHBIX
ncopuasoM QopMUpYyeTCsl MNpH Y4YacTHUH psia (PaKToOpoB, BKIKOYAs CTOUMOCTb,
COOCTBEHHBIE BKYCOBBIE MPHUBBIUYKH, YTO MPUBOJUT K HU3KOW MJIOTHOCTU CYTOUYHBIX
PaIMOHOB 10 COJIEPKAHUIO OMOJIOTUYECKU AKTUBHBIX HYTPUEHTOB U (POPMUPOBAHUIO
PUCKOB HEAJIEKBATHOI'O UX MOCTYILJICHUS.

2. [Tumesoe MOBEJICHUE OOJBHBIX NICOpUA30M oTpeaensieTcs
HEJIOCTATOYHOU MH(POPMHUPOBAHHOCTHIO B Bompocax nutanus (44,5-54,9 % xeHimuH
U  MYXKYUH COOTBETCTBEHHO) U (opMuUpyeTcs TMpU Yy4yacTUHM KOMILIEKCa
HeOJIaronpuaTHBIX (aKTOPOB, BKIIOYAIONIMX HEAJCKBAaTHBIM PEXUM MUTAHUS
(55,3-71,4 % manueHTOB C JIETKOM M CPEIHETSKEION CTENEHbI0 COOTBETCTBEHHO);
OTKa3 BBINOJHATh PEKOMEHJALMKM Bpaya MO BONPOCAM pPAIlMOHAIBHOIO MUTaHUS
(80,7-90,1 % manMEHTOB KEHCKOIO M MYXCKOrOo TI0JIa COOTBETCTBEHHO);
HEJOCTaTOYHbIE [Isi O0OecleueHus TMOJHOLICHHOrO0 NHUTaHUS JOXOJAbl, HU3Kas
MoKymareiabHass cnocoOHOCTh (y 54 % manueHTOB); HENpPaBUJIbHBIE U BPEIHBIC

MPUBBIYKA B MHIIEBOM TOBEACHUU U, B IeJoM, B oOpaze xu3zHu (13,9-45,6 %
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MAlMEHTOB); HEPEryJIsIpHOE MOTpeOJIeHUE BUTAMHUHHO-MUHEPAIbHBIX KOMILJIEKCOB
WU OMOJIOTUYECKH aKTUBHBIX J00aBOK (43—46 % manueHToB) U HU3Kas (pu3HYecKast
akTUBHOCTD (39 % marnueHToB 3aHUMAIOTCS (PU3UYECKON KyJIbTypol uHoraa, 49 % —
HHUKOT/IQ).

3. K dakrtopam, BIusionuM Ha OCOOCHHOCTH KJIMHMYECKOTO TEUYEHUS U
CTEeNEeHb TSXKECTHU MCOopHa3a, OTHOCITCS: HAJIMYME MHJEKCAa MAcChl TeJla BbILLE HOPMbI
(57,1 % myxuuHn, y B 65,2 % >XKEeHIINH) U )UpoBoro kommoneHnrta (14,97 £0,86) u
(20,8 = 2,52) kr y maiMeHTOB C JIETKOM M CpeHEl CTENEeHbIO TSKECTH) B COCTaBe
TeJa, MOJOKUTEIbHAs AMHAMUKA (akTHdeckoi Macchl Tena y 22,8 % OONBHBIX C
nerkoi u 35,6 % co cpenHell CTeNeHbIO TSKECTH, TTOBBIIICHHBIN YPOBEHb TOTAIBHOTO
o0beMa BOABI y OOJIBHBIX CO CPEAHETSIKENbIM KIMHUYECKUM TEYEHHEM, a TaKKe
JeBUALlMM  METAa0OJMYEeCKUX T[OoKa3arejed; XapaKTepU3YIOLIUX JKUPOBOM U
yIJI€BOAHBIA OOMEHBI, BKIIIOYAs YBEJIUUYEHHE YPOBHS caxapa KpPOBH, IMOBBIIICHHOE
coJiep>KaHHe XoJiecTepuHa, Ounupyouna, noseimeHne aktuBHocT AJIT u ACT, uto
OBLJIO TOCTOBEPHO O0JIee BHIPAKEHO Y MAIMEHTOB CO CPEAHETSHKEIIBIM TICOPHUA30M.

[Ipu pamxupoBanuu (HakTOPOB, BIUAIOMIMX HAa OCOOEHHOCTH KIMHHYECKOTO
TEYeHUsl TIcopuasa (C MPUMEHEHHWEM CTaTHCTHYECKOr0 MeETOAa paclo3HaBaHUS
00pa3oB), K NMPUOPUTETHBIM OTHECEHBI CIEAYIOIIHE: YNOTpeOIeHNnEe aaKOTOJIbHBIX
HamUTKOB dYamie 1 pasza B Hememo — BecoBoil wuHAekc (BU) =54,
aHTpOIOMETpHUUecKre Mmokazatenu Bbiie HOpMmbl (BU = 3,9), Bo3zpact (BU = 3.5),
HEJIOCTATOYHOE MOTpedIieHne Oenika ¢ cyTouHbIM pannoHoM (BU = 2,5), napyiienue
pexxumoB nutanus (BU =2,0), npu »Tom nanHble (pakTopbl MMENH HauOOIbIINE
BECOBbIE HMHIEKCHI Yy OOJIBHBIX CO CPEIHETSDKENbIM KIMHUYECKUM TEYeHHEM, B
CpPaBHEHUM C TPYMNIOW MALMEHTOB C JIETKUM IICOPUATUYECKUM IPOILIECCOM, YTO
CBUJIETENIbCTBYET 00 MX 3HAYEHUU B YTSHKEJICHUM KIMHUYECKOTO TeUEHHUs ICopHrasa.

4. O6ocHOBaHa W BHEJpPEHAa CHUCTEMa MEPONPUATUNA MO0 ONTUMHU3ALUU
NUTaHus OOJIbHBIX IICOPMA30M, HaNpaBJICHHAs Ha YJydllleHUWe MoKa3zarenen
MUIIEBOr0 CTaTyca U CTPYKTYPbI NOTPEOICHHS MUILIEBBIX TPOIYKTOB, (HOPMHUPOBAHUE
aJIeKBaTHBIX CTEPEOTUIIOB MUIIEBOTO MOBEICHUS, U BKIIIOYaroIas B ce0s, B KaueCTBe
MPUOPUTETHOTO, H3Tall TUTHEHUYECKOTO OOy4YeHuss ¢ Lelablo  (OpMHUPOBAHUS
palMOHAJILHOTO TMWUTAaHMS M 30pOBOrO0 00pas3a JKH3HU, 4YTO CIOCOOCTBYET

YIYUIICHUIO KIITMHUYCCKOT'O TCYCHHA IICOPHA3a.
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NPAKTUYECKHUE PEKOMEHJIAIIUU

1. Ontumuszanus (aKTUYECKOro MUTAHUS OOJIBHBIX IICOPHA30M JOJDKHA
OCYILIECTBIIATHCS KOMIIJIEKCHO npu y4acTUH caMoro MalueHTa,
Bpaueh-crienuaiucToB. I[lpu 3ToM HE0OXOAWMO YyUHUTHIBaATH Haubojee 3HAYMMBIC
(dbaxTopbl: TOBBINICHUE YPHEKTUBHOCTH THUTHEHUUYECKOTO BOCHUTAHUS U OOYUYEHUS
OOJILHBIX B BONpOCAaX  pallMOHAJbHOrO MHTaHUA W oOpa3a  KHU3HH,
COBEPIICHCTBOBaHUE MH(OPMAIIMOHHOTO OOECIICUCHHS MAIMEHTOB U CIICIMAIUCTOB
Ne4eOHO-NPOPUTAKTUYECKUX YUPEIKICHUM, OKa3bIBAIOIINX MEIUIIMHCKYIO MOMOIIh
OOJILHBIM TICOPHUA30M, O CBS3SAX IMOKAa3aTeJiel 3M0pOBbs U (PAaKTUUECKOT'0 MUTAHUS,
MMIIEBOr0 MOBEJCHUS, a TAK)KE X BIIMSIHUN HA OCOOCHHOCTH KJIIMHHYECKOTO TCUECHHS
0oe3HM.

2. st ipoUNakKTUKA PEIUAUBOB U YTSDKEICHUS KIMHUYECKOTO TEYCHUS
rcopuasa, OOYCIOBJICHHBIX PSIOM (AKTOPOB U, B TOM HYHCIIE, METaOOJIUYECKOM
ne3ajanTaiued BCIEICTBME HEPALMOHAIBHOIO TMUTAHUSA, BAXKHBIM  SIBISETCS
WCIIOJb30BaHUE B pallMOHaX OOJBHBIX (PYHKIMOHAJIBHBIX, OOOTAIICHHBIX M
GbopTUGUIIMPOBAHHBIX THUIIEBBIX MPOAYKTOB, a TaKXKe IPUMEHSIEMBbIX KypcaMu
BUTAMUHHO-MUHEPAIBHBIX KOMIUIEKCOB, COACPKAIIUX AaHTUOKCUIAAHTBI, COJU IIUHKA,
KaJIbLIMs, oaa, OnodiaBaHOUBI.

3. TouHble CBEeIEHUS O MUILEBBIX MPEATOUTCHUSAX U YACTOTE MOTPEOICHUS
T€X WIM WHBIX TPOAYKTOB TMHTAHUS, a TaKXKE COLMAIbHO-3KOHOMUYECKUE
JETEPMUHAHTBl THUIIEBOTO TOBEJACHUS OOJILHOTO JOJDKHBI yUUTHIBATBCSA TIPH
MIJIAHUPOBAHUM, TIPOBEJCHUM U OLIEHKE PE3yJIbTATOB IMETOTEPAIIUU TICOPHUa3a.

4, JInkBHuamus HH(POPMAITMOHHOTO nedurmra JIOJDKHA CTaTh
MIPUOPUTETHBIM 3TAOM MPHU (POPMUPOBAHUU y OOJBHBIX HABBIKOB ONTHMAJILHOTO
NMUTaHus U 00pa3a *Ku3HU. Llenbio JaHHBIX MEPONPUATUIA TOJDKHBI OBITH CO3aHUE U
MoJ/ICp>)KaHNe CTPEMJICHHS JIIOJIeH K IMO3UTHBHBIM M3MEHEHUSIM B X 00pa3e KU3HHU.
IIpu sTOoM nocroBepHass WH@OpMAIUMS O HEOOXOAMMOM MHUTAHUU U THUIIEBOM
MOBEJICHUH  JOJDKHA  CIIOCOOCTBOBAaTh  (POPMHUPOBAHUIO MOTHUBAIMM K  €ro
OINTHUMHU3AIINH.

5. HeobOxonnmo CO3JlaHuEe MMOCTOSIHHO JIEUCTBYIOLIEH CHUCTEMBI
TUTHEHUYECKOTO0 OOYy4YeHUS W BOCHUTAHHS OOJIBHBIX TICOPHUA30M, YUUTHIBAIOIICH
BO3PACTHYI0 M TIPOPECCHOHAIBHYIO CHeIUu(dUKy, OCOOCHHOCTH SHEPreTUYECKOM

OCHHOCTH U XUMHUYCCKOI'0 COCTaBa palliOHOB.
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6. Tpebyercs YCOBEPILIEHCTBOBAHUE CHUCTEMBI oOy4eHus u
MEePEnoArOTOBKM MEIUIMHCKUX paOoTHUKOB. [Ilpu wux oO0yueHHMM Ha Kypcax
MOBBIIIEHUS KBATU(PUKALMY 3HAYUTEIbHOE BHUMAHKE JIOJDKHO YIEISATHCS BOIpPOCaM
ONTUMAJIBHOTO MUTAHUS U JUETOTEPANIUU OOJIbHBIX ICOPUA30M.
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