YK 616.8-056.76

32017

T.C. Heyctpoesa, [.I. TuxoHos, ®.A. NnaTtoHoB., H.B. AkoBneBa

NMOKA3ATEJIN KAYECTBA XXWU3HU U KOM-
MYHUKALWUU BOJbHbIX CMTUHOLIEPEBEI/-
NAPHOWU ATAKCUEN | TUNA

MNMpoBegeHa oueHka kavecTBa xu3Hn (KXK) 1 coumanbHbix KOMMyHUKaumii 6onbHbix ¢ JHK BepuduumpoBaHHbIMK crnyYasiMu 3aboneBaHust
cnuHouepebennsapHon atakeuen | Tuna (CLIA1) ¢ nomoLsto aHkeTbl SF-36. YcTaHoBMNeHbl husnyeckune, NcMxo-amMmoLmoHanbHble nokasatenu KK
N KOMMYHVKaLMOHHOW cnocobHocTn 6onbHbix CLIA1T npu pasHon vyactote CAG-NOBTOPOB 1 B3aIMOCBA3b YCTAHOBIIEHHbIX NOKasaTenen mexay

coboi n yactoton CAG-NoBTOPOB.

KntoueBble croBa: cnuHouepebennspHas atakcus | Tuna, yactota CAG-nosTopoB, MyTaumusi B reHe SCA7, KayecTBO KU3HU, PU3NYECKOE U
ponesoe (hyHKLMOHNPOBaHUE, dMOLIMK, (OUSNYECKOE U NCUXUYECKOE 300POBbLE, NHBANMAHOCTD, CoLManbHoe (yHKLMOHUPOBaHME, KOMMYHMKaLIM-

OHHasi CoCOBHOCTb.

The quality of life (QOL) and the communication ability of patients with DNA verified cases of spinocerebellar ataxia type 1 (SCA7) were
assessed with the SF-36 Questionnaire. The physical, psycho-emotional parameters of QOL and the communication ability of the patients with
SCA1 with different frequencies of CAG repeats were revealed, and the relationship between the revealed parameter sand frequencies of CAG

repetitions was clarified.

Keywords: spinocerebellar ataxia type 1, frequency of CAG repeats, mutation in the SCA1 gene, quality of life, physical and role functioning,
emotions, physical and mental health, disability, social functioning, communication ability.

CnuHouepebennsapHas atakeus | Tuna
(CUA1) — peakoe B Poccun (0,1-0,4 Ha
100 TbIC.) ayTOCOMHO-AOMMHAHTHOE 3a-
bonesaHue, Bbipaxatoweecs B nopa-
XKEHUM KOpbl, MPOBOAALLMX MyTeW, saep
MO3)Xe4yKka W CcTBOMa, APYrux OTAenos
moa3ra [13,14,16]. Pa3suTtne 60nesHun Bbl-
3BaHO 9KCMaHCMeW TaHAEMHbIX TPUHY-
kneongHbix CAG noBTOPOB U CBA3AHO C
MyTaumen B reHe SCAT B KOPOTKOM nne-
Ye 6-11 nMapbl XpPOMOCOM, KOAMPYHOLLEM
CMHTE3 aHoMmanbHoro 6ernka atakcuHal
[5,11]. OT Temna HakonneHns aToro ben-
Ka B KreTkax Kopbl MO3)Xeuka 3aBuUCUT
Hayano 6onesHn, nposBnfAwLLleeca Mno-
cne 30 nNeT HeyCTOMYMBOCTbIO, HErMOB-
KOCTblO Mpu ObicTpon xoaopbe u Gere.
MocTeneHHO Moxodka CTaHOBUTCH «Kak
y MbSIHOTO», Pa3BUBAOTCSI BblPAXEHHbIE
NPU3HaKkM  HapyLlleHus  KoopAuHaumu
OBWKEHUSI: U3MEHEHME MoYepka, peyn
(ams3apTpus), rmotaHusa (aucdarns) un
MOBLILLIAKTCH CYXOXUIbHbIE pedoreKkchl,
NOSIBNSOTCS NaTONOrMyeckne CTOMHbIE,
KACTEBbIE 3HAKW W KITOHYCbl, CMacTWy-
HocTb. PaHHee Hauano (go 20 ner), Obl-
CTPOE MpOrpeccupoBaHne XapakTepHbl
Anst 3rnokadyectBeHHon dopmbl. [Mosa-
HSS CTagus MOXET NpuBecCTU K adharum,
aOoHNN, CHIKEHUIO YYBCTBUTENBHOCTMH,
notepe pedrnekcos. B douHane 6onbHble
CLA1 He B COCTOSIHUM XOAUTb, 06CNYXN-
BaTb ce0HA 1 MOryT cTpagaTth OT atpocum
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COXPaHSOT UHTENIEKT.

AKyTMa — camblii KpyMHbIA o4ar Ha-
kornneHua CLA1 (38 Ha 100 TbIC.) [1].
HecMoTpsa Ha M3y4eHHOCTb MPUYWH, He-
BPOMOrM4ecKon KapTuHbl 60onesHu, noka
HET MHTerpanbHOW OLEHKM hranyeckoro,
NMCUXOMNOrMYECKOro COCTOSIHUSA BO0mbHbIX
CLA 1, npoBeneHHOW C y4eTOM 4acTo-
7ol CAG-noBTOpoB. B 3TOM CBA3WM HaOo
oTmeTuTb, Yto B CLUA, EBpone B aTmx
uensx C noMoLlblo aHkeTbl Sort Form
Medical Outcomes Study, unu SF-36,
NPOBOASIT OLEHKY NoKa3aTenew kayecTsa
*m3Hu (KXK). Anketa SF-36 ¢ VHCTpyk-
umen nposedeHusi onpocoB (3OBMAEHC
—  KnuHuko-cbapmakonormyeckne  uc-
cnefosaHus) v opMynamn pacyeToB
nokasatenen KX (http://www.sf-36.org/
nbscalc/ index.shtml) [4,10] nepeBeneHa
Ha pycckuii a3bIK, anpobupoBaHa MHCTu-
TYTOM KINMHUKO-apMaKkornormyeckux mc-
cnepoBaHun B Poccun. 3To no3Bonuno
npumeHuTb ee ans oueHkn KXK 60nbHbIX
XpOHMYeckumn 3abonesaHusamm [2,3,6-
12,17].

Llenb uccnepgoBaHusi — HTerpanbHas
oueHka KXK, donamyeckux, ncuxo-amoumo-
HarnbHbIX BO3MOXHOCTEN 60mbHbIX CLIA1
Cc pasHou 4actoton CAG-noBTOpOB, a
Takke M3yYyeHvne B3aMMOCBSA3M Hadvana
pa3BUTUSE OCHOBHbIX MPOSiBNEeHN 6ones-
HK ¢ nokasarensamm CAG-noBTOpoB. ATO
NoO3BONUT OOBLEKTUBU3MPOBATL MPUYUHBI
BO3HMKAOLLIMX MPOSABNEHU GonesHn u
nameHeHun nokasatenen KX npu CLIA1.
Takon noaxod K W3YyYEeHW COCTOSAHMS
6onbHbix CLIA1 siBnsieTcs akTyanbHoun
Hay4YyHOW 3ajayen, peLleHne KOTopoWn
npeacTaBnsieT MpaKTUYeCKUn uHTepec
[ONS CneunanncToB, 3aHUMaloLLMXCS pas-

paboTkoi Mep onTMMM3aLUW BedeHust
6onbHbIX CLIAT B ycnosusix AkyTun kak
o4Yara HakonneHus 3Ton NaTonornu.
Matepuanbl n metoabl uccneno-
BaHuA. Onpoc 60nbHbIX OCYLLEeCTBASANM
C noMolLLblo aHkeTbl SF-36 cornacHo ee
WHcTtpykumm [4] B ycnosusix Bblesga B
cena, rge npoxueBanu Habnogarowm-
eca B HAW 3poposba CBOY mm. M.K.
AmmocoBa (HUN3) GonbHble CLAT. B
[aHHOW cTaTbe OnucaHbl MoKasaTenu
KXX 41 6onbHOro ¢ BepmgurumpoBaHHON
OHK metomom (4actota CAG-nosTopoB
konebanacek ot 41 go 53) CLUA1, corna-
CVBLLErOCsl y4acTBOBaTb B MCCMe0BaHU-
s1X. Onpocbkl NpoBeNK nocre NoBTOPHOIro
HEBPOSIOrMyeckoro ocmotpa 6onbHbIX 1
aHanm3a ocobeHHOCTElN TeYEeHUS KNUHU-
YECcKOro TeyeHusi 60onesHn Mo [aHHbIM,
xpaHsawmmesa B apxuse HUAN3 CBOY, un
nctopuam 6onesHn. Y 5 60mnbHbIX C Bbl-
PaXEHHbIMW HapyLUEHUSIMU  peyn, He
CMOCOBOHbIX CaMOCTOSTENbHO OaTb OT-
BeTbl Ha Bonpockl SF-36, oTBeThLI cocTa-
BUM NPWU MOMOLLM ONU3KUX POACTBEH-
HUKOB, YXaXXUBaWOLWKMX 32 OOnbHbIMU.
Mo metogmke Ocno y onpalunBaemMbix
YTOYHWUMM CNOCOBHOCTb YCTAHOBUTL CO-
umManbHble KOMMYHMKaUMM MO 4Yucny
ONU3KMX UM Ntoaen U cnocobHOCTU Mpu-
Bnekatb kK cebe BHMMaHue nogen co
CTOPOHLI, a Takke O0OUTbCA MOMOLLM
cocepen. CobpaHHble AaHHble aHanMau-
poBanu ¢ y4eToM 0COBEHHOCTEN HEBPO-
NOrMYyeckom CUMMNTOMaTUKN U aHaMHe3a
3aboneBaHus kaxaoro 6onbHoro. B Ha-
Lwem uccnegosaHum ctpagatowwme CLIA1T
SIBNSANMCh BbIXxoguamMu u3 manbix cen (¢
yuncnom xutenen ot go 300 n pexe 400
yen.), nNo ocobeHHOCTSM naHAwadTa
OTHOCSILLMXCS K MarnofdoCTyMNHbIM U Ha-
XOASILLIMXCA B 3HAYUTENBHOM OTAANeHun



. AKYTCKUM MEOVLIMHCKNN YKYPHAI

OT MarucTparnbHbIX aBTOOopOr U Meau-
LUMHCKUX LEHTpoB. B ogHOM n3 Takux
cen ¢ 350 xutenammn B KayecTse rpynmnbl
KOHTPONS aHKeTUPOBaHbl 47 Yen., YneHbl
CeMeln KOTOpbIX He COCTOAT Ha yyeTe no
noBody HacneaCTBEHHOrO HeBposoruye-
CcKoro 3aboneBaHWsi COrfacHO CBEeAEeHU-
SIM HEBPOSIOrMYeckon Ccryx0bl panoHa
W OaHHBbIM YyyacTkoBoW GonbHuUbl. Bce
OMNpPOLLEHHbIE B Tpynne KOHTPONs Aanu
cornacve yyactsoBaTb B onpocax. Bos-
pacT ux konebanca ot 18 oo 68 net. Bce
nony4YeHHble B MCCNeaoBaHUSAX AaHHble
cTatucTnyeckn obpaboTtaHbl C MOMOLLbIO
naketoB SSPS 22.

Pe3ynbraTtbl  o6cyxaeHue. Yacto-
Ta CAG-noBTOpPOB Cpean aHKeTUpOBaH-
HbIX 6onbHbix CLIA1 paBHa 46,89+1,12
(Hopma po 35-36). Bospact ux kone-
Gancsa ot 18 go 69 net n B cpegHem co-
ctaBnsaAn 46,67+2,05 netr. AHanus KX
GOrbHBLIX MO LIKanam rnokasar, YTo LuKa-
na «duanyeckoe QYHKUMOHMPOBaHWE
(Physical Functioning — PF)», oTpaxato-
Las cTeneHb, B KOTOPOW hr3nYecKoe Co-
ctosiHne 6onbHbix CLIA1 orpaHuumBano
BbINOSTHEHNE UMW (DU3NYECKUX HArpy30K
(camoobenyxvBaHue, xopbba, nogb-
eM Mo NecTHWUE, MepeHocKa TsKecTewn
MW T.N.), paccynTaHHas cornacHo WH-
cTpykunn aHketbl SF-36[4], cocTtaBuna
25,38+4,34 6anna. To ecTb y GomnbHbIX
CUA1 PF coctaBun 1/4 TakoBOW KOH-
TPOMbHON rpynnel, paBHon 98,78 Ganna,
Takke PF 6onbHbix CLIA1T pe3ko cHuXeH
MU NO CpPaBHEHUIO C AaHHbIMU XUTenemn
(500) r. Akyrcka (79,7 6anna) [6], He
cTpagasLumnx aton naronorven. MNpun aTom
PF 6onbHbix CLIA1 6bin oTpruaTtensHo
cBsi3aH ¢ vactotamm ux CAG-noBTopoB
(r= — 0,612 ¢ P=0,001 no Mupcony) n
BO3pacToOM Hayana passutusa gucdarum
(r=—- 0,42 c P=0,05 no MNupcoHy) n ycta-
HOBMeHuns nHBanugHoctn (r= — 0,352 ).
OTn [aHHble Jokasanu, YTo OT YpPOBHSA
myTtaumn npn CLIA1 3aBucsaT cnocob-
HOCTb (PM3NYECKOTO (PYHKLIMOHMPOBAHUS
BOMbHBIX N HAYarno pasBUTUSA HapyLLEHWUIA
rmoTaHus (aucdarnsi) u B LenomM Bo3pact
WHBanuausauuun.

3HayeHne «PomneBoro  yHKUMOHM-
poBaHusi (Role-Physical Functioning —
RP)» KX 6onbHbix CLIA1, oTpaxatoLee
CMOCOBOHOCTb  UCMOMHSATL  MPUBbIYHbIE
0653aHHOCTM, 06YCNOBNEHHYIO NX PU3N-
YECKUM COCTOsIHUEM (MpuBbIYHas pabo-
Ta, BbIMOSIHEHME NOBCEAHEBHbIX 00513aH-
HocTen), paBHanocb 15,28+4,20 Ganna.
YcraHoBneHHoe RP 6onbHbix CLIA1 co-
ctaBuno 1/6 TakoBOW LuKanbl rpynmnbl
KoHTpons (95,73 Ganna), unnocTpupo-
BaB ero B 6 pa3 CHWKEHHbIN YPOBEHb U1
Mo CpaBHEHWIo ¢ ypoBHeM xutenen (500)
AkyTtcka, He 6onbHbix CLIA1 (73,6 6an-
na [6]). AHann3 KoppensuMOHHbIX CBHA-

3ein RP 6onbHbix CLIA1 nokasan Hanu-
Yyne oTpuLaTenbHOM CBSA3M C YacToTamu
CAG-nosTtopoB (r=-0,485 npu P=0,05
no [lMupcoHy). Tem cambiM BbISCHUNN,
4yTO YyeMm Bbiwe Yactota CAG-noBTOPOB
y 6onbHbIX CLIA1, TEM HMXE Ux cnocob-
HOCTb WCMOIMHATH MpUBbIYHbIE 0653aH-
HOCTW. Hanuume npsiMon BbLICOKO [O-
CTOBEPHOW CBSA3N Mexay wkanamu RP u
PF (r=+0,632 npn P=0,001 no MupcoHny)
oTpaxkano TEeCHYH CBS3b MoKasaTtenewn
dumsunyeckmx cnocobHocter npu CLA1.
Mexny ypoBHem wkanbl RP 60onbHbIX
CLA1 n cnocobHocTamMu uX MNOMyYnTb
coumarnbHyl NoadepXKy, T.e. obpaTuTb
BHUMaHWE Nofel CO CTOPOHbI U MOony-
YNTb MOMOLLb coceaewn, YCTAaHOBUIUN Bbl-
paxeHHble npsimble cBa3u (no r=+0,480 ¢
noctoepHocTbio P=0,001 no MupcoHy).

LLkana «MHTeHcuBHOCTL 6onu (Bodily
pain — BP)» n BnusHne ee Ha cnocob-
HOCTb 3aHMMaTbCA MOBCEAHEBHON Aesi-
TENbHOCTbLIO, BKIOYas paboTy o AoMy U
BHE [OMa, NoKasblBatoLlasi orpaHnyeHne
6onbto cnocobHocTn BonbHbix CLIAT k
neatenbHocTH, pasHsanace 70,4215,43
fanna. YcTaHOBNEHHOE NOKa3bIBAET, YTO
WHTEHCMBHOCTb Gonn 6onbHbix CLIA1
He3HauMTeNbHO OrpaHuyMBana ux cno-
COBHOCTb 3aHMMaTbCs paboTon No AoMy
N BHe ero. XoTs 3TW AaHHble Mano OT-
nnYanucb OT AaHHbIX TPYNMbl KOHTPOMS
(76,25 6anna), a Takke AaHHbIX ropoa-
ckon nonynaumm (78,00 6anna) [6], HO
[eTanbHbIi aHanuM3 [AaHHblX GoneBbiX
owlyLieHun 6onbHbix CLLA1 nokasan, 4to
yAernbHbIN BeC cTpagarolmx 6onesbiMu
owyueHmamu cpegn  GonbHbix CLA1
oonbwe (40,54%) B 1,73 pasa, 4yem B
KOHTponbHon rpynne (23,4%).

3HavyeHne KX no wkane «Obuee
coctosiHne 3popoBbsi (General Health
— GH)» y 6onbHbix CLUA1T B 1,5 pasa
6bino Hwxe (paBHa 40,41+2,08 6anna)
TakoBoro (61,76 6anna) B KOHTPOSIbHON
CenbCKOW rpynmne 1 cpeam ropoackoro Ha-
cenenus (61,3 6anna) [6].

LWkana «XXn3HeHHas  akTMBHOCTb
(Vitality — VT)», nokasbiBarowias oLuy-
LeHne cebs NOonHbIM CUM 1 3HEPrun Unu
obeccuneHHbiM GonbHbix CLIA1, Gbina
paBHa 28,85+4,50 Ganna, 4TO cBUAe-
TENbCTBOBANO O Hanmuyuu xanob, xa-
paKkTepHbIX AN YTOMIIEHUS!, CHUXKEHUS
3Heprm un obeccunueaHusa. B rpynne
koHTpona VT coctaeuna 91,67 6anna, a
y XuTenen ropoga — 62,9 6anna [6]. To
€CTb YPOBEHb >XU3HEHHOW aKTMBHOCTU
6onbHbiXx CLIA1 6onee yem B 3,17 pa3a
CHWXKEH, YeM B Tpyrnne KOHTPOns, a B
CpPaBHEHUWN C FOPOACKUMU XKUTENAMU — B
2,18 pasa. Npn aTom nokasartens VT Bbl-
COKO AOCTOBEPHO MPSAMO Koppenvposarn
CO Wwkanamn cusndeckoro (r=+0,685 no
Mupcony P=0,001), poneBoro yHKLK-

oHupoBaHusa (r=+0,647 npu P=0,001 no
MupcoHy). Takum obpasom, mexay VT
n PF, RP y 6onbHbix CLA1 ycTaHoB-
NEeHO HannumMe npssIMON CBA3U. Takxke
y 6onbHbix CLIA1 mexay wkanon VT un
konunyecTBom 6nm3kumx (r=+0,450 no Mup-
coHy P=0,001), obpawaBwmnx Ha HKX
BHMMaHue niogen (r=+0,382 no MNupcoHy
P=0,05) 1 okasbiBalOLWMUX MOMOLIb CO-
cegen (r=+0,496 no MupcoHy P=0,001)
nMenuch npsamMble cBa3un. [Npu aTom mMex-
Ay ypoBHem VT U wwikanon counansHOro
dyHKUMOHNpOBaHMSA (06wweHne) 6Gonb-
Hbix CUA1 (c r=+0,671npn P=0,001 no
MupcoHy) nmena mecTo npsimasi 3aBUCK-
MOCTb (CM. HUXe). UTak, ypoBeHb VT npu
CLA1 npsimo 3aBUCUT He TOMbKO OT hu-
31MYECKNX, HO U BIMSIET Ha CouMarnbHble
KOMMYHMKaLMN.

LWkana «CoumanbHoe ¢yHKLUNOHMPO-
BaHue (Social Functioning — SF)», noka-
3blBaloLLas ypoBeHb oOLeHns BonbHbIX
CUA1, paBHsnacb 49,01+6,32 6Ganna,
YTO COCTaBWMO Y2 TaKOBOTO KOHTPOIs
(98,69 6anna) v B 1,5 pasa MeHbLUE AaH-
HbIX xuTenen ropoga (74,7 6anna [6]).
Ee ypoBeHb BbICOKO [J0OCTOBEPHO (MO
MupcoHy P=0,001) 6bin cBA3aH He TomMb-
ko ¢ PF(r=+0,681), RP (r=+0,647), HO n
¢ VT. Yactota CAG-noBTOpOB 60MbHbIX
CLUA1, oTpyuatensHo BnvsBLUas Ha BO3-
pacT Havana («gebtortay) 6onesHn (r=-
0,673 npn P=0,001) n Hayana HapyLe-
Hus peun ( r=-0,680 npu P=0,05), no4tn B
TaKoW e CTeMNeHn CBA3aHa C BO3pacToM
Hayarna HapyLleHus koopauHauuu (war-
KoCTb noxogku r=-0,600, HEMOBKOCTb pykK
r=-0,505 npu P=0,001). Takum o6pasom,
yeMm OGonblue BblpaxeHa MyTauus, TeM
paHblUe pasBMBANUCb HapPYLUEHUS peyn
N KOOPAMHALMSA TOHKUX [OBUraTernbHbIX
dyHkum npu CUA1. B douHansHom cTa-
OVN HapyLUeHWe peyn Nepexoamro rnod-
TV B nonHyto adgasmio (M3 41 GonbHoro
y 5), CO4ETaHHYI0 C BbIpaXXE€HHbIMU Ha-
pYLIEHMAMY  KOOPOUHALUWM  OBWKEHWUIA
KOHEYHOCTEN W rnoTaTenbHONn, rnason-
BraTenbHoOn Mmyckynartyp. Wtak, ypoBeHb
SF y 6GonbHbix CLIA1 komebancsa ot
3HAYUTENBHOMO OrpaHUYeHNsl KOHTaKTa
¢ 6rnmskumn (o6LweHre ¢ 1 ven.) go non-
HOro npekpalleHusa obLLEeHNsT C OKpyXe-
HMEM M MPSIMO BAMAN Ha CrocoBGHOCTb
OOnbHbIX A0OUTBCS BHUMaHUSA noaen
(r=+0,481 npn P=0,001) n nomoLum coce-
aen (r=+0,593 npu P=0,001). Mpu atom
SF 6onbHbIX npsmo 3asucuT (r=+0,739 ¢
poctoBepHocTbio 0,001 no MupcoHy) ot
wkanbl RE (cm. ganee).

LWkana «PonesBoe dyHKUMOHMPOBa-
Hue» (Role-Emotional — RE)», o6ycnos-
NeHHas 3MOLUMOHarbHbIM COCTOSIHUEM 1
YPOBHEM BbINONMHEHUS paboThbl Unn apy-
rovi NOBCeQHEBHOW AeATENbHOCTU (BKMHO-
Yyas 6onblune 3aTpaTbl BPEMEHU, YMEHb-



weHne obbemMa paboTbl, CHUXEHNE ee
kadyectBa U T.N.) y 6onbHbix CLA1, co-
crtaBuna 29,04+5,76 6anna, 4To paBHA-
nocok 1/3 (97,92 6anna) TakoBOW B rpyn-
ne KOHTPOMNS U HEMHOTMM ObINIO MeHbLUE
1/2 nokasatens B ropoze (70 6annos [6]).
3HaveHuve wkanbl RE y 6onbHbix CLIA1
Takke npsiMo 3aeuceno ot wkan PF, RP
(nor=+0,63n + 0,531 ¢ P= 0,001 no Mup-
coHy), VT (no r=+0,683) n SF, a Takke oT
ncuxudeckoro 3goposbd MH (r=+0,829
npy P=0,001 no MupcoHny).

Wkana «lcuxmyeckoe 300pOBbE»
(Mental Health — MH), xapakTtepusyto-
Wwasa oH HACTPOeHUst (HanM4me unm oT-
CyTCTBUE Oenpeccun, TPeBOrn) 1 amoum-
OHanbHOro coctosiHua 6onbHbix CLIAT,
paBHsinacb 1,31+0,80 Ganna. B rpynne
koHTponsa MH 93,70 6anna, a y xuTenew
AxkyTcka — 67 6annos [6]. BeisiBneHHble
OCODEHHOCTM MCUXMYECKOro 300pOBbS
6onbHbIX CLUA1 oTpaxkanu Hebnaronony-
yne, Bnusiwee Ha PF n RP (no r=+0,510
no Mupcony ¢ P= 0,05 n 0,001).

WHTerpanbHbii - «OU3NYECKNA  KOM-
noHeHT 3gopoBbs»  (Physical health
— PH) KX 6onbHbix CLA1 paBeH

39,0410+1,42495 6anna, 4TO COCTaBUMNO
74,22% nokasaTtens utenen, He cTpa-
parowmnx CUA1 (52,68 G6anna). A nHTe-
rpanbHbIA MCUXOSNOTMYECKUA KOMMOHEHT
3p00poBbsi KK 6onbHbIx CLIA1 GonbHbIX
paBHsincsa 24,4153+1,41797 6anna, 4to
coctaBuno 45,37% 3HayeHusi TakoBOro
KOMMOHEHTa 3[40pOBbs HE CTpadaroLLmX
CUA1 mopen (53,8 6anna [6]).

Hapsigy ¢ aTumu xapaktepuctvkammu
cHmxeHus KK 6onbHbix CLIA1 paHee
cpeay HUX YCTaHOBMEHbI TPyMmnbl: He
nmMerLwmx 6nmskmx (12,9%), NULEHHbIX
BHMUMaHWA okpyxarowmx (12,9%) wnm ¢
HeoCTaToOMHO OKasblBaeMblM BHUMAaHU-
em okpyxarwwmx (7,7%), He paccyuTbl-
BaKLMX Ha nomoLLb cocenelt (5,1%) nnn
[oOMBalOLLNXCA ee C O4YeHb OonbluMm
Tpyoom (5,4%) [9]. MNputom oT umcna
0Kas3bIBaKLLMX BHUMaHNE B60nbHbIM MNpsi-
Mo 3aBuceno (r= +0,676 npu P = 0,001)
KONMMYEeCTBO OONbHbIX, MOMyYaBLUMX MO-
MoLb cocegen. ObpaTHO 3aBUCENO YmC-
no 6nuskux nogen (r= — 0,415 npu P =
0,05 no CnupmaHy) oT uucna nwogen,
oKkasblBalwLWNX BHUMaHWe. [locnenHui
rnokasartenb Haxoauncst B obpaTHoOM 3a-
BucumocTu (r =— 0,522 npu P = 0,001) ot
yacTtoTbl CAG-NoOBTOPOB.

Bce uv3noxeHHble akTbl Mokasanu,
YTO MPU BblpaXXEHHbIX HAPYLUEHNSIX peyn
6onbHble CLA1 uncnbiTbiBanM 6onblue
CMNOXHOCTEWN OOLLEHUSI U YCTaAHOBMEHWS
KOMMYHMKaLMn C okpyxawowumn. [pu
3TOM 0N UCTbITLIBAIOLLMX MCUXONOrn-
yeckne npobrembl, Takme Kak TPeBOX-
HocTb (58,5+0,78%) u penpeccuBHoe

coctosHne  (53,7+0,778%), cooTBeT-
cTBoBana nokasatento MH, paBHoOmMy
1,31£0,80 6anna cpean 6onbHbIX CLIAT.
370 3HaunT, BONBHBIM C BbIPAXXEHHBIMU
KOMMYHUKALUMOHHBIMW U MCUxonormye-
Cckumu npobrnemamu HeobxoLmMma CBOEB-
pemMeHHas crneuuannsavpoBaHHas Meau-
KO-coLparnbHasi MoMOLLb. XOTsi OKa3aHue
€€ OCIMOXHEHO MNpOoXMBaHNEM BOmbHbIX
CLA1 B oTAaneHHbIX cenax ¢ TpaHcnopT-
HbIMK Mpobrnemamu, HO MOXHO ObINo KX
peLmnTb cnunamm pecnyonmku.

3aknwo4yeHune. BnepBble npoBeneH-
Hasa uHTerpanbHasa oueHka KXK 6onbHbIX
CLUA1 ¢ nomoLubto aHkeTbl SF-36 nokasa-
na 3HaunTenbHoe cHmxeHne KX 3a cuer
pPe3Koro orpaHuyeHust unsnyeckoro, po-
NEeBOro ABWUraTenbHOro yHKLMOHMpOBa-
HUSA, COYETAHHOIO C HaPYLUEHUAMU KOM-
MYHUKATUBHbIX (OYHKUUA W OyLLIEBHbIM
Hebnarononyynem, VMEBLUMMU MECTO Y
bonee 4yem 1/2 nccnepoBaHHbIX. bonb-
HbiXx CLIA1 ¢ Takumun nposiBNeHnsiMm He-
0obXxoaMmMo BEeCTU Kak rpynny BbICOKOro
pucka.

[aHHble wuccrnegoBaHUs MpoBeneHbl
BrepBble B AKYTUM Kak B o4are Hakonse-
Husa CLIA1 meTogom onpeneneHns noka-
3atenen KXK 6onbHbIX. HeratnBHbIN Xa-
pakTep yCTaHOBMEHHbIX U3MeHeHun KK
6onbHbIX CLIA1 cBsi3aH C ypoBHEM MYy-
Tauun B reHe SCAT. VX nsydeHune npea-
CTaBnsAeT Hay4HbI UHTEPEC U MO3BONUT
packpbITb CcoUManbHO-NCUXonoruyeckme
ocobeHHocTn  knuHukn  CLA1. Tlony-
YeHHble [aHHble MOryT ObiTb UCMOMb30-
BaHbl NPW COCTaBIIEHUN pPEeKOMeHAaLuii
no neyexuto, BeaeHnto GonbHbiXx CLIA1
1 NOMOryT crneumanuctam, OCyLecTBns-
oMM BbIGOp cpeacTs peabunuraumm m
nopaepxaHusa 6onbHbix CLIA1T Ha gowmy,
a Takke BpadaM, onpefensowmm npo-
dunu  yupexaeHu, Kyaa HanpasuTb
YCTaHOBMEHHYO rpynny GOonbHbIX BbICO-
KOro pucka.

Cmambsa HanucaHa 8 pamMkax 6bi-
rnonHeHuss npoekma no 6a3oeol Yacmu
2ocydapcmeeHHo20 3adaHusi «KnuHuko-
2eHemuyeckue acriekmsbi 3abonesaHull,
XapakmepHbIx O KOPEHHbIX xumeneul
SKymuu 8 COBPEMEHHbIX YCrI08USIX»,
ymeepx0eHHOo20 Mu+Hucmepcmeom
obpasosaHus u Hayku P® c¢ wugpom
17.6344.2017/B4 u kodom 8.9. [Jama pe-
eucmpauvuu 13/02/2017.
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AHAINN3 ACCOLUMUALMN TEHETUYECKUX
NOJIMMOP®U3MOB 481C>T, 590G>AU
857G>A TEHA ®EPMEHTA N-ALIETUJTTPAH-
C®DEPA3bI 2 (NAT2) C PUCKOM PA3BUTUA
PAKA JIEFKOIo Y AKYTOB

BnepBble npoBeaeH novck nonvMopdHbIx BapuaHToB reHa NAT2, accoumMmMpoBaHHbIX C Pa3BUTUEM paka Nnerkoro B AkyTun. BeissBNeHbl reHeTu-
Yeckne MapKepbl NMOBbILLUEHHOMO U MOHUXXEHHOIO pyUCKa Pa3BUTUSI paka NIerkoro y sikyToB. YCTAHOBIIEHO, YTO Mapkepamy NOBbILLEHHOIO pucka pas-
BUTWS paka nerkoro Ans sikytoB sensitoTcs annenb NAT2*857A v reHotun NAT2*857G/A, mapkepamMu noHWxeHHoro pucka — annens NAT2*857G,

reHotun NAT2*857G/G.

KntoyeBble cnoBa: pak nerkoro, nonnmopdHslie BapmaHTbl, N-auenuntpaHcdepasa-2.

For the first time the search of polymorphic options of a gene of NAT2 associated with the development of lung cancer in Yakutia has been
carried out. Genetic markers of the increased and lowered risk of development of lung cancerin the Yakuts have been revealed. It is established that
markers of the increased risk of development of lung cancer for the Yakuts are the allele of NAT2*857A and a genotype of NAT2*857G/A, markers
of the lowered risk — NAT2*857G allele, NAT2*857G/G genotype.

Keywords: lung cancer, polymorphic options, N-acetyltransferase-2.
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BBegeHue. B cTpykType oHkonoruve-
ckon 3abonesaemocTtu B Poccum pak ner-
KOro 3aHMMaeT NuaupyloLiMe no3vuum —
3abonesaemMocTb UM 3a nocnegHue 20
net yeBenuuunacek Gonee yem B 2 pasa
M HaxoguTcsi Ha MepBOM MecTe cpeau
3r10Ka4eCTBEHHbIX HOBOOOpasoBaHui [5].
ExerogHo B Poccuu gaHHas natonorus
aunarHoctupyetcsa 6ornee yem y 63 ThiC.
nauneHToB. [pobnema paka nerkoro
aKkTyanbHa v ans Akytiu, rge gadHHas
dopma paka Ha NPOTSHKEHUN MHOTUX feT
3aHMMaeT NepBOE MECTO B CTPYKTYPE OH-
konartonorun. B Pecnybnuke Caxa (Aky-
TVSA) C¢ HaceneHvem B 982,1 Tbhic. yen.
eXerofHo pakoM rnerkoro 3abonesatoT
6onee 300 yen. [2]. OcTpoTa npobremsl

obycnoBneHa He TOMbKO BbICOKOW pac-
NPOCTPaHEHHOCTbI 3aboneBaHusi, HO U
NO3AHeN ANAarHOCTMKON, Tak Kak Ha paH-
Hen cTaguu pak nérkvx yaaércsa gmarHo-
cTuposaTtb He 6onee Yyem B 15% cnydvaes
[4]. OTO penaer akTyanbHbIM M3y4YeHue
BCeX PaKTOpOB, MPUYACTHbLIX K KaHLIepo-
reHesy.

Pak nerkoro, Kak 1 MHOTMe OHKOMOru-
Yeckne 3aboneBaHusl, SBNAETCS MHOMO-
dakTopHbIM 3aboneBaHneM, B pa3Bu-
TN KOTOPOrO BaKHYK POfb UrpaoT Kak
BHeLLHecpenoBble (KypeHue, acbecT, pa-
[OOH, MbILbSK U AP.), TaK U reHeTU4Yeckne
dakTopbl [7, 9, 11, 17]. Hekotopbimu
aBTOPaMM MOKa3aHO, YTO NONUMOPMHbLIE
BapvaHTbl reHa NAT2 BHOCAT Bknag B





