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CITIOPA/IUYECKHNU BOKOBOI AMUOTPO®PUYECKUI
CKJIEPO3 B PECITYBJIMKE CAXA (AKYTHS)

B Hacrosmee Bpems HabI0aeTCs TeHACHIUSA pocTa 3aboneBaeMocTr 60KOBBIM amuoTpodudeckum ckiepo3oMm (BAC) B SIkytun,
3HAUUTENbHAS 0N OONBHBIX KOTOPHIM MPUHAANEKHUT AKYTCKONH 3THHYECKOH rpymme. DNUIEMUONOTUs U PONb BHEHIHEH cpelsl Ha
pazBuTHE 3a0071€BaHN, XapaKTep naToreHe3a 00J1€3HM Ha TePPUTOPUH SIKyTHH OcTaeTcs He U3ydeHHBbIMU. OIHON U3 MPUYHH ABISETCS
Hepa3pabOTaHHOCTh JUATHOCTUKHU OOJIE3HH Ha yPOBHE MEPBUYHOIO 3BEHA OKa3aHUS MEAMIIMHCKOM MOMOIIHU B MOTHKIMHUKAX, y4acT-
KOBBIX OOJBHHUIAX, BCIIEACTBHE YET0 HAOTIOJAETCS CPABHUTENBHO MO3IHSS OpraHU3alysl AUCIIAHCEPHOro y4yeTa 3TOro 3aboneBaHus.
Ienpto nanHON pabOTHI SBISETCSA BBISBIEHHE OCOOEHHOCTEH KIMHUYECKOrO MOIMMOP(GH3Ma M 3MUIEMUOTOTHYECKOTO COCTOSHHUS
JaHHOTro 3aboseBanus cpenu HaceneHus SIkyTun. Ilo pesynbraTaM uccieoBaHus JaHA XapaKTePUCTHKA OCOOCHHOCTEH KIIMHUYECKON
KapTHHbI CHOPaJNYECKOro OOKOBOrO0 aMHOTPO(GUYECKOro CKJIEPO3a, ero OTIHYUS OT JPYyTUX HEHpPOJereHepaTHBHBIX 3a00JICBAHUM.
ITpuBOAATCS CBEJCHUS O KIMHUYECKOM MONIUMOPH3ME, IATOrCHE3e U SMUIEMUOJIOTMYECKOM COCTOSHUH ITaHHOTO 3a00JIeBaHUSL.

Kniouegvie cnosa: 60xoBoii amuoTpoduueckuii ckiepos, BAC, 6onesns asurarenasuoro HeBpona (BJIH), neHTpanbHblii MOTOHEH-
poH, nepudepuueckuit MoToHeipoH, mytauuu, red CO/I-1, peructp.

T. K. Davydova

Sporadic Amyotrophic Lateral Sclerosis
in Republic of Sakha (Yakutia)

Nowadays it is observed an increase in the incidence of amyotrophic lateral sclerosis in Yakutia, where a significant proportion of
patients belong to the Yakut ethnic group. Epidemiology and the role of the external environment in the disease development, the nature
of the pathogenesis of the disease in the territory of Yakutia remain unexplored. One of the reasons is that diagnosis of the disease is not
enough developed at the level of primary health care in clinics, district hospitals, so that causes a relatively late organization of regular
medical check-up of the disease. The purpose of the study is to identify features of polymorphism and infection control of the disease
among the population of Yakutia. The results give the characteristic of clinical features of sporadic amyotrophic lateral sclerosis, its
differences from other neurodegenerative diseases. The data on clinical polymorphism, pathogenesis and epidemiology of the disease
state are presented.

Keywords: amyotrophic lateral sclerosis, ALS, motor neuron disease, MND, upper motor neuron, lower motor neuron, mutations,
SOD1 gene, Register.
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Bonesnn neurarensHoro HeBpona (BJIH) mpencrasims-
0T co00i TpPymIy HeHpomereHepaTUBHBIX 3a00JeBaHUI
C HEM3BECTHOW JTHOJOTHEN M MATOreHE30M, ISl KOTOPBIX
XapaKkTepHa TH0eNb HEHTPATbHBIX U MEepU(PEPUIECKUX MO-
TOHENPOHOB, HEYKJIOHHOE IPOI'PECCUPOBAHUE U JIETATIbHBII
nucxon. B aTy rpymnmy BkiIIOd9eHBI 00KOBOH amMHuoOTpoduye-
cknii ckiepos (BAC), mporpeccupyrorias MpITIIEYHas aTpo-
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¢ust (IIMA), nepsuunslit 6okoBoii ckiepo3 (ITBC) u npo-
rpeccupyromuii 0ynbbapHeiii napanuy. [Ipu [IMA u [1BC
MPOUCXOJUT U30IMPOBAHHOE MEJIEHHO IIPOTrpPecCUpyloliee
NOpaXCHHE LEHTPAIBHOTO I TNepupeprudeckoro MOTO-
HeiipoHa B otnnuue oT BAC, mpu KOTOPOM MHOpakaroTcs
OJTHOBPEMEHHO KaK I[EHTpaJIbHbIC, TaK U Nepudepudeckme
MOTOHEHUPOHBI. B pe3ynbprare 3TOro MpoMCXOAUT OBICTPOE
nporpeccupoBaHue 3a00JeBaHUs, KOTOPOE MPUBOIAUT K
paHHEH WHBAJIMIU3AUU M HEH3MEHHOMY (aTallbHOMY
ucxojy. bokoBO# aMHOTPOPHUUCCKHI CKICPO3 SIBISCTCS B
9TOW TpyIIe CaMbIM pPACIpPOCTPAaHEHHBIM 3a00JIEBAaHUEM
u coctapisieT 80 % [1]. PacpocTpaHeHHOCTh B MHUPE CO-
crapysieT mpumepHo 5 ciyuaeB BAC na 100000 nacenenus,
a 3aboneBaemMocTh OT 1-6 cmyvaeB Ha 100 ThIC. B rom. B
6omnpimuHcTBE ciyyaeB BAC npencrasiset co0oit criopau-
yeckoe 3aboneBanue. 5-10 % o0pa3yroT ceMelHbIC Ciyyau
C ayTOCOMHO-IOMUHAHTHBIM W ayTOCOMHO-PCILCCCHBHBIM
TunoM HacnenoBanus. Cnopannyeckuit BAC He BcTpeuaer-
sl B ICTCKOM BO3pacTe U y JIUI MoJoxke 16 ner.

JTHonaToreHe3 M KJINHNKA 3200/1eBaHUS

[IpuunHa rubean MOTOHEHPOHOB MPH CHOPAAMUYECKON
¢dbopme BAC ocTaeTcs 10 KOHIIA HE BbhIssCHEHHOH. [1o 001re-
NPUHATOW TOYKE 3PEHUS MPUUYNHHBIM (DAaKTOPOM Pa3BUTHS
6onesnn BAC cuuraercs codetaHue ACHCTBHS CPEIOBBIX
(akTOpPOB C IeHETUYECKOW MPEAPACIIONOKEHHOCTBIO Opra-
HU3Ma NalueHTa.

IIpuBneyeHue reHETUUYECKON TEXHOJIOTHU ISl OLIEHKH
BKJIaJla TEHETHUYECKOro KOMIIOHEHTa B MaroreHese 3a0o-
JICBaHUS TIO3BOJIMJIO BBIABUTHL PAJl T'CHOB-KaHAWJIATOB,
ACCOIMUPYIOLIUXCS C 00JIE3HBIO. DTH T'CHBI JIOKAJIN30BaHbI
Ha pa3HbIX XpoMmocomax. IlokaszaHo, uTo B 2-5 % cioydaes
cniopaaunueckoro BAC cBsizanbl ¢ reHom ¢pepmenta Cu/Zn
cynepokcuaaucmytassl (CO/-1), yaanstomei cynepokcu-
HbIe paJuKajbl B OKUCIUTENbHBIX Tpolieccax [2].

B 1ienom, 3To Habop reHoB, onpenensomux GpyHKIHo-
HaJIBHYI0 CIOCOOHOCTh MOTOHEHWPOHA: 3aITyCK CUT'HAJIbHBIX
NyTeH AaKTUBAaLMM U PEryisdluu Kackala BHYTPUKIIC-
TOYHBbIX 6I/IOXHMI/I‘ICCKI/IX IponeccCCcoB, HAIPAaBJICHHBIX Ha
(bopMHpOBaHHE CHHANTUYECKOW Iepeaadyn, odpa3zoBaHue
U (YHKIIMOHMPOBAHHUE SHIOCOM C CeKpeluell HelpoTpaHc-
MUTTEpA, MNOAACPKAHUC 3alMUTHBIX BHYTPUKJICTOYHBIX
MEXaHHU3MOB KHU3HECIOCOOHOCTH MOTOHelpoHa. HecMmoTps
Ha pa3HbIC ['eHBI, MpeApacoarariue 3adonesannio BAC,
KJIMHUYECKHUE MPOSIBICHUS CIOPAJAUYECKON U CEMEHHOU
(OpMBI IPAKTUYECKU HICHTHYHBI.

Kinnnka 3a0oneBaHMsi  TPOSIBISIETCS  pa3BUTHEM
nape3oB W mapaiuyed, arpodueld MbIII TYJIOBHUINA
n KOHe‘IHOCTeﬁ, HCTIPOU3BOJIbHBIMHA COKpallCHUAMHA
MBILICYHBIX BOJIOKOH. B ne0rore 3aboseBaHus] WK T10
MEpe IPOrpeECCUPOBAHUS IPUCOCAUHSIOTCA CUMIITOMBI
nceB100yIb0apHOro U OyIb0APHOTO CHHAPOMOB, KOTOPBIC
HPOSIBJISIIOTCST HApyIICHHEM pe4H, IJIOTaHUs, (OHAIMH,
aTpodueil s3piKa, HACHIIBCTBCHHBIM CMEXOM M ILJIAUueM.
Bonbuble morubarT M3-3a IBIXATENBHOW HEIOCTATOYHO-
CTHU, KOTOpas pa3dBUBACTCA BCJCACTBHUC Mapajiiya MbIIII]
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nuadparMbl U acnyupanvMoOHHONW THEBMOHUH. XapaKTepHOU
O0COOCHHOCTBIO KJIMHMUYeCKoW kapTuHbl BAC B oTiamume
OT APYTHUX HEHpoJiereHepaTHBHbBIX 3a00JIEBAaHUI SBIISETCS
OTCYTCTBHE IJIa30[IBUTATEJIbHBIX PACCTPOUCTB, NEMEHLUU
(32 MCKITIOUYEHHEM HEKOTOPBIX MOATPYII: CeMEHHOI (hopMbI
U TpH KOMIUIEKCE «IHapKUHCOHU3M-BAC-nemennus» Ha
ocrpose ['yam) [3], HapyuieHuit GpyHKIMIT TA30BBIX OPraHOB
U OTCYTCTBHE MPOJICKHEH HECMOTpPA Ha TO, YTO OOJIbHBIC
JUIUTENIBHOE BpeMs MpPUKOBaHBI K moctenu. CpenHss
JUINTEILHOCTh 3a00JIEBaHMs cocTaBasgeT or 1,5 1o 3 jer.
Knunundeckue nposiBiaeHus 3a001€BaHUSA HACTYAIOT, KOraa
MPOUCXOIUT rudens npumepHo 80 % MOTOHEHPOHOB Mepe-
HUX POTOB CIIMHHOTO MO3ra, B Pe3yJibTaTe Yero, BEpOsiTHO,
ocrasiuecst 20 % He MOryT KOMIEHCHUPOBATh (YHKIHIO
MOTUOIIUX MOTOHCHPOHOB [3]

B Hacrosimee Bpemsi HaOIIO#AETCsl TEHICHIHS pPOCTa
3abosneBaemoctd BAC B SIkyTHH, rie 3HaYUTENbHAS OIS
OOJIBHBIX TPUHAJICKUT SIKYTCKOM STHHYECKOH TpyIe.
OnuaeMuoiorus W posib (akTOpOB BHEIIHEH cpenbl Ha
pa3BuTHE 3a00J€BaHUS, XapaKTep MaroreHe3za OOJIE3HU Ha
TeppuTopuu SIKyTHM OCTaroTcs HeuzydeHHbIMU. OmHOM
U3 TPUYMH SIBISETCH Hepa3pabOTaHHOCTh JUATHOCTUKH
0O0JIe3HN Ha ypOBHE NEPBUYHOrO 3BEHA 3PaBOOXPAHEHHS
U CBSI3aHHAsl C 9TUM IO3[HSS OpraHM3alUs ydeTa 3TOro
3a00JIeBaHuUs CpeIM HaceeHus SIkyTnu.

Leabro maHHOW PabOTHI SABISETCS BBISBICHHE OCOOCH-
HOCTEH KJIMHUYECKOro MOJIMMOp(GHU3Ma U DIUJEMUOJIOTH-
YEeCKOr0 COCTOSIHHS JaHHOTO 3a0ojeBaHus B SIKyTuu ais
YIIYUIIEHUs] AMaTHOCTUKU U MEAMKO-COI[HATbHON OMOIITH
OOJIBHBIM C OOKOBBIM aMUOTPO(YUIECKUM CKIIEPO30M.

MaTepuaJjibl 1 MeTObI HCCIeIOBAHUSA

B SxyTtuu ¢ 01. 01. 2006 r. BegeTCst perucTp NarMeHToB ¢
BAC. B nanHbIl perucTp peTpoCHeKTUBHO MOCTIe U3YUCHUS
MEUIMHCKOW JOKYMEHTAIIMHU OBbIITN BKIIOUEHBI OOJIBHBIC C
KJIMHUYECKU TOCTOBEPHBIM, BEPOSTHBIM U BO3MOXKHBIM 3a-
6oneBanrieM BAC, naunnas ¢ 1986 r. Bce onu Habmroganuch
B HEBPOJIOTMUECKOM OT/AeIeHUH PecryOnnkanckoii 00abHH-
el Ne 2. Knuangeckoe o6ciienoBanne 00JBHBIX BKIHOYAIO
OLIGHKY COMaTH4YeCKOr0 M HEBPOJOTMUYECKOro cTaryca,
UCMOJIb30BaHUE (PyHKIMOHAIbHON mikaiel ALSFRS (mns
OIIpEJeNICHHUs] THIa IPOrPECCHPOBaHUs 3a00JeBaHMS),
CIIUPOMETPUU U IJIEKTpOMHUOTpadUU, a TaKKe KIHMHH-
KO-OMoXnMu4eckne aHaansbl KpoBu u Mouu. C 2006 r. mist
UCKJIFOYCHHUS 3a00JIeBaHUI CO CXOIHBIMU KIMHHUYECKUMHU
MPOSBICHUSMH TIPOBOJUTCS MAarHUTHO-PE30HAHCHAs H
KOMITBIOTEpHAsi TOMOrpadusi TOJOBHOI'O M BCEX OT/AEIOB
cnHHOro Mosra. COop ceMeiHOro aHamHe3a W COCTaBJIe-
HUE POIOCIIOBHBIX TPOBOJIUTCS B X0JI€ O€CEbI C MAlUEHTOM
U €T0 POACTBEHHUKAMU.

JluarHo3 ycTaHaBIMBAeTCs B COOTBETCTBUM C JHa-
THOCTHYECKUMH KpuTepusimu Bcemupnoii  denepannn
HEBPOJIOTOB [S]. DTU KPUTEPHUU BKIIOUAIOT KIMHUKO-IJICK-
TPO(MU3NOIOTHYECKHE KPUTEPHH C Pa3IUYHBIM YPOBHEM
noctoBepHOCTH KinHH4Yeckoro BAC. KnuHHKO-371€KTpo-
(PU3UOIOTUYECKUMU KPUTEPUSIMH SIBIISIOTCSL:
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1. mpu3HaKM JereHepalid HUKHET0 MOTOHEHpoHa
(Bkirouasgs OMI-pu3HaKy B KJIMHUYECKU HE MOPaKEHHBIX
MBIIITax);

2. IpU3HAKHU JAETeHepallii BEpXHEro MOTOHEIPOHa;

3. mporpeccupoBaHue CUMIITOMOB.

OnHOBPEMEHHO HCTONB3YIOTCS KPUTEPUU HCKIIOUCHUS
BAC, KaKOBBIMU SIBJSIOTCS:

1. HapylIeHHe Yy BCTBUTEIBHOCTH;

. HapymeHue GpyHKInuu cUHKTEPOB;
. HApyIICHUs 3pEHUs;

. BETETaTUBHBIC IPU3HAKH;

. OKCTpanupaMuIHbIC TPU3HAKH;

. KOPKOBBIM THUII JIEMEHIINH;

7. npyrue 3a00JICBaHMs CO CXOIHOW KIMHUYCCKON Kap-
TUHO.

JlonogHUTENbHBIE KPUTEPUH, COMYTCTBYIOIINE MU JO-
HOJHSAOLME TuarHocTuky bAC:

1. pacuukynsuu B OqHOU U Oojice 00IacTsIX;

2. HelfporeHHble u3MeHeHus npu SMI;

3. HOpMaJIbHAsI CKOPOCTh IPOBENCHUS HMIIyJhca IO
MOTOPHBIM U CEHCOPHBIM HEpBaM;

4. orcyTcTBUE OJIOKAJIBI TPOBEJICHMSL.

Ha ocHoBe ydeTa Bcex 3TUX KPHUTEpHUEB YCTaHABIIMBA-
I0TCS YPOBHU JIOCTOBEPHOCTH KIMHHYecKkoro bAC:

JlocTOBEpHBIN — yCTaHABIMBACTCS NMPH HATUYUH CHM-
NTOMOB MOPAKEHUS BEPXHEr0 U HUKHETO MOTOHEIPOHOB B
3-x obnacTsx.

BeposiTHBIM — yCTaHaBIMBACTCA IPU HAJIUYUM CUM-
NTOMOB MOPAXXCHUSI BEPXHET0 M HUYKHErO0 MOTOHEHPOHOB
HE MeHee, YeM B 2-X 00JIacTaX Ipu 0053aTeIbHOM YCIOBUU
HAJUM4MS MPU3HAKOB TOPAKEHHUS BEPXHEr0 MOTOHEHpoHa
POCTPANIbHO MO OTHOIIEHUIO K HUKHEMY MOTOHEHPOHY.

Bo3MOXHBIE — yCTaHaBJIMBAEICS IIPU CUMITOMAax
MOpa)keHUs BEPXHETO M HUKHETO MOTOHEHPOHA TOJIBKO B
OJIHO¥ 00J1acTH, JINOO BEpXHET0 MOTOHEHPOHA B COYETAHUHU
¢ nMCYHKIIMEH HI)KHEro MOTOHEHpOHa, KaKk MUHUMYM Ha
2-X ypoBHsX (10 faHHbIM OMI).

Pe3yabTaThl M 00cyKAeHUE

B Sxytuu 6onbubie BAC cocTaBasioT camyto 60IbIIY IO
TpyIIy TMalMEeHTOB C HapyLICHUSIMU JIBUTATEIBHOTO
Heifpona. Hamu Ha O1. 01. 2015 r. 3apeructpupoBano 120
nanueHToB BAC, uto cocrasiuseT 83,9 % u3 o0iero unciia
OOJIBHBIX C HAPYIICHUSMH JBUTATCIBHOrO HeWpona. U3
HUX 60 % mnpuHagIekKaT SAKYTCKOH 3THHYECKON TpyIIe,
octanbHble 40 % OOJBHBIX EBPOMEHCKOr0 WM HHOTO
npoucxoxkjeHus. IlomydeHa nocToBepHas pas3HHUIIA B
npeoliajaHuy SIKyTOB CPEIU APYTUX ITHUYECKUX TPy
(p=0,0019) y naiueHToB ¢ OOKOBBIM aMHOTPO(PHUCCKUM
cksepo3oM. COOTHOIIEHHUE KEHIIUH U MY KUYHUH COCTABIISICT
1:1,5. Cewmeiinble cinyudau 3abosneBanus BAC B Skyrun
PEeAKU U 3aperuCTPUPOBAHBI TOJIBKO B OTHOM ceMbe.

3aboseBaeMoCTh OOKOBBIM aMHOTPOPHUECKUM CKJIEPO-
3oM B PC () mmeeT TeHaeHIMIO K pocTy. CTaHIapTH30BaH-
HEBIH TTOKa3aTelb 3a0oeBaemMocty coctasui 0,3 na 100 TrIC.
Hacenenus B 2006 . u 0,5 ma 100 TeIC. Hacenenus B 2014 T.

N BN

HabmronaeTcst HEpaBHOMEPHOCTH ClTydacB 3a00J1eBacMOCTH
BAC B pa3HbIX reorpapuuecky pacroyioKEeHHBIX pailoHax
Sxytun. HauGonmee BbICOKME TOKa3aTeld OTMEYAINUCH
B 1eHTpanbHOM (Amrunckui, [opubiii, KoOsiickuii,
Meruno-Kanranacckuii, Tartunckuii, Hamckuii, YcTh-An-
JNaHckui, YypamduHCKui, XaHralacCKui) W I0KHOM
(Annanckuit, Jlenckuii, Heprourpunckuit, O1eKMHUHCKHN)
peruonax pecnyOnuku. B roxunoMm permone — 1,0 mHa 100
ThIC. HACEJICHU S, B LIeHTpabHOM pernone 0,5 — Ha 100 ToIc.
HacesieHud. B Boctounom (Bepxue-Komsimckuii, Momckuid,
Cpenne-Konbimckuii, Tommoncku#i, YcTb-Maiickuil) u
ceBepHOM (AOBIiicKUN, AJIauXOBCKHH, AHaOapCcKuid,
bynynckuii, Bepxostackuit, OimMsikoHckuii, OneHEKCKUH,
Hwxne-KonbiMckuii, 3OBeHo-boiTanTaiickuii, Ycrb-SH-
ckuii, JKuranckuii) pernonax cnydaes bAC He 3apeructpu-
poBano. Haunbonee BricOKHe 1oka3aTenn 3a00JeBaeMOCTH B
I0)KHOM PETHOHE MOT'YT OBITh CBSI3aHBI C COCPENOTOUCHHEM
34€Ch MPOMBIIIJICHHOCTU H MHFpaLIHeﬁ HacCeCJICHUs U3
OTNAJICHHBIX PalilOHOB B LIEHTPAJIbHbIN peruoH. Poct noka-
3aresei 3a00JeBaEMOCTH MOXKHO OOBSCHUTD YJIyUlICHUEM
JAUarHoCTuKu 3a00JIeBaHUS 1 YBCIINYCHUEM B CBA3U C OTUM
YHCJIa BEISIBJICHHBIX OOJIbHBIX.

OTHOCUTEIBHAS PEIKOCTH U (haTaTbHOCTH 3a00JICBaAHUS,
MMPUBOAAIINC K 6I)ICTpOMy JICTAJIbHOMY HUCXOHY, ABJIAIOTCA
OJHUMHU U3 TNPHUYUH, KOTOPBLIC BBI3BIBAIOT TPYAHOCTH
[IPOBEICHUS DJHNUAEMUONIOIMYeCKUX uccienopanui. Tak,
B Poccun 3a mocnennue 10 et 3MUAEMHOIOTHYECKOE HC-
cnenoBanue BAC 3a pnurtensHbI nepuon ¢ 1992-2004 rr.
npoBe/ieHo Tobko B CankT-IletepOypre u JlenuHrpanckoi
obnactu. [Ipu aTOM HccnenoBannn 3a00I€BaEMOCTh COCTa-
Buna B cpeanem 0,44+0,8 u 0,2140,7 na 100 Thic. HaceneHUs
cootBeTcTBeHHO [6]. Takum oOpa3zom, 3a00JIeBaEMOCTH
BAC B Sxytun Ha 01. 01. 2015 r. oxa3anach BbIIIE, UM B
Cankr-IlerepOypre u B Jlenunrpanckoit obnactu. Ilomy-
yeHHble JaHHBIE 10 PC (SI) cOOTBETCTBYIOT MOKa3aTeNIsIM
3abosneBaemoctd BAC B Mupe, KoTOopasi COCTaBISET, MO
JNAHHBIM pa3HbIX uccienopatenei, ot 0,2-3,0 caydaeB Ha
100 TriC. Hac. [7-8]. OcobennocTrio Teuenust BAC B SIxyTun
SBJISICTCsI Oosiee paHHMit Ae00T Oosie3nn. CpeaHuit Bo3pacT
MPOSBIICHUS MPU3HAKOB O0s1e3HN cocTaBiseT 50 net [9].

Bo Bcell rpynme OONBbHBIX 32 MCCIIENYEMblil MEpUuox ¢
2006-2014 rr. cpenuuii Bo3pact mo 95 % moBepUTEILHOMY
UHTEpBaNy Kojeonercs ot 47 siet o 54,9 ner u cocrapisier
50,9£10,5 e, T. €. MOTyYECHHBIE PE3YIIBTAThl CBUACTEIBCTRY-
10T 0 ToM, 4T0o BAC B SIKyTHH BCTpedaeTcss B OTHOCUTEIIBHO
MOJIOJIOM BO3pacTe M0 CPaBHEHHIO C JIPYTMMH pErHOHAMHU
kak B Poccun, Tak u B mupe. ITo nanasmv O. Y. CamomkuHOM
[6], cpenuumii Bo3pact 6oibHbIX BAC B Cankt-IletepOypre
u Jlenunrpajackoit obmactu cocraBun 52,8+11,3 ner. B
Wranmuu npu  SMUAEMHOIOTMYECKUX HCCIEJOBAaHUSAX 32
28-netaumii nepuog ¢ 1971 r. mo 1998 1. [10] cpenuuii Bo3pact
cnopaguueckoro BAC cocrasun 56 jaet. B . Pouectep mrara
Munnecora CIHIA snuaemMuonorudyeckoe MCCieoBaHUE 3a
nepuof ¢ 1925-1977 rr. moka3zano, 4To MEAUAHHBII BO3pacT
nosinenus: cumnromoB ipu BAC 6b11 paBen 66 rogam. [11]
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Puc. KOppeHHHI/IOHHaH CBA3b MCXKY MJIUTECIIbHOCTBIO 3a00J1€BaHUs Y MYXKYMH U KCHIIWH

Taxke B HAIIMX HCCIEAOBAHUIX IOJIydeHa OoOpaTHas
3aBUCHMOCTh JUIMTEIBHOCTH 3a00JIeBaHMS OT BO3pacTa
Havasia 0OJIe3HW: YeM CTapIle MalHeHT, TeM KOpode -
TEIBHOCTH 00JIe3HHU (pHC.).

[Ipn amanm3e KIWHUYECKUX CHMIITOMOB, IIPOSBISIO-
mUXCcs B Ae0roTe 3a00JIeBaHUs, BBISBIEHO HX OOJBIIOE
MHOT000pasue W pasHas JIUTeabHOCTh TeueHus BAC B
3aBUCUMOCTH OT KJIuHHUYecKoh (popmer 6ome3nu. [Ipomgon-
KUTEIBHOCTh OoJe3Hu mpu OynpbapHoit Gopme BAC B
cpemHeM cocTaBiseT 27,5+14,2 mecsma, mpu meHHo-Tpy/I-
HOH (opme — 42+17 Mecsna, TPHU MOSCHUYHO-KPECTIIOBOM
— 4743 Mecs1a v Ipu MePBUYHO-TEHEPATN3OBAHHON opMme
— 2742 mecsma. JletaneHbIi mexop pu Bcex hopmax BAC
HACTyMaeT OT JbIXaTeIhHON HEIOCTATOYHOCTH Ha (OHE
ATUMEHTApHOTO Ae(PHUIHUTa B PE3yNbTaTe IMOCTETIIEHHOTO
BOBJICUCHHS B ITATOJIOTUYECKUH TIpoIiecc OyIp0apHBIX saep
YEpEINHO-MO3TOBbIX HEPBOB M MOTOHEHPOHOB IIEHHOrO
OT/IeJIa CITMTHHOTO MO3Ta.

Tepanuss BAC

Iockoneky sTnomorus m marorene3 BAC ocrarorcs
HEeSICHBIMH, d()()EKTHBHBIX METOJIOB €T0 JICUCHHS IMOKa HE
CymIecTByeT. M3-3a OTCYTCTBHUS ITHOTPOITHOTO W TAaTOre-
HETHUYECKOTO JICYCHHS] OONBHBIM IPOBOAMUTCS TEPAaIHs,
HaIllpaBJICHHAs HA YMEHBIICHHWE OTICIBHBIX CHMIITOMOB
607e3HU. DTO MpemapaTsl, YMEHBIIAONINE CIIOHOTCICHHE,
(acuKyIANUN, MBIMICYHBIA TOHYC; aHTHICHPECCAHTEHI,
WHJIMBHIyaTbHO TonoOpaHHas QuU3NOTEepamnus, JeUYeHUE
CONYTCTBYIOLIEH natosoruu u ap. llosBieHue Ha pbIHKE
MMOPTATUBHBIX alllapaTOB HEMHBA3UBHOW BEHTIUISIINH JIET-
KUX, YCTICITHBIH OIBIT IPUMEHEHUS MTOT00HBIX allliapaToB B
MHpE, X UCTIOTH30BaHUE B JOMAIIHUX YCIOBHSIX MOTJIH OBl
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YIYYIIUTh KQYeCTBO )KHU3HM MAIIEHTOB U CIIOCOOCTBOBAIN
OBl ee mpojIeHN0. B Hamed nmpakTuke 3apuKCUpOBaHO 2
cilydasi ¢ IPUMEHEHHUEM arnapara UCKYCCTBEHHON BEHTH-
JSUY JIETKUX B aMOyJIATOPHBIX YCIOBUSX C MPOJJICHUEM
JKU3HMA Ha 4 ¥ 2,5 I. COOTBETCTBEHHO.

3akJoueHue

[TpoBeneHHbIE KIMHUKO-3MHAEMHUOIOTHYECKHUE HCCIe-
JoBaHUsI O0KOBOTO amuoTpoduaeckoro ckiepos3a B PC (5)
MOKa3aJii JOCTOBEPHYIO Pa3HUILY B MPEOOIalaHUH SIKYTOB
Cpeau APyTHUX dTHHYECKHUX Tpynn (p=0,0019) y nanueHToB
¢ OOKOBBIM aMHUOTPO(GHUUECKUM CKJIEPO30M, HEpaAaBHOMED-
HOCTH ciiydaeB 3a0oneBaemMocTd BAC B SIkyTuu: Hanbonee
BBICOKHE I10Ka3aTeld OTMEYaINCh B I[EHTPAIbHOM U
F0XKHOM pErnoHax pecrnyOiIvKd ¥ HU3KHE — B CEBEPHOM U
BoCcTOYHOM pernonax. OcoOeHHocThIO TeueHUss BAC B
Sxytuu sBnsgercs Oonee paHHuUit 1e6r0T 601e3HN. CpenHuit
BO3pACT TPOSBJICHHUS TPU3HAKOB Ooyie3HU cocTaBisieT S0
aer. IlomydeHa oOpaTHas 3aBUCHMOCTH JUIMTEIbHOCTH
3a00JeBaHMs OT BO3pacTa Hadaja 00JIe3HH: YeM CcTapIIle ma-
LIUEHT, TeM KOpOYe JTUTEIbHOCTh Oone3Hu. KiinHndyeckunii
aHaJU3 BBIIBHUI OOJbIIOe MHOTOoOpasne opM U pasHYyIO
JUIMTENbHOCTh TeueHuss bBAC B 3aBUCHMOCTH OT KJIMHHYE-
CKO# opMBI O0JIe3HHU.

Takum 00pa3oM, BOIPOCH AIHAEMHOJIOIHH, BKIOYAs
BJIHsIHUE (DAaKTOPOB BHENTHEH Cpe/ibl HA pa3BUTHE OOKOBOTO
aMHOTPO(GHUECKOro CKJIepo3a U MOJIEKYJISIPHO-TeHETHYe-
CKHE HCCJIEJOBaHMS, HTOro 3aboneBanus B PecrmyOnnke
Caxa (SIxyTus) TpeOyIoT Kak JaTbHEUIIero H3yYeHN A, TaK ’
OpraHu3aIluu MEIUKO-COIMAIBHOM TTOMOIIU Ha PA3IMYHBIX
YPOBHSIX 3[paBoOXpaHeHus. [IpuMeHeHHe MOPTATUBHBIX
anrapaTroB HEMHBA3MBHON BEHTUIISIIUH JIETKUX YBEITHYNIIO




T. K. Jlaebiooea. CTIOPAJIMYECKUI BOKOBOI AMHUOTPO®UYECKHIA CKJIIEPO3 B PECITYBJIMKE CAXA (SIKYTHSI)

OBbI JUTUTCIIBHOCTD dTAra MPOAJICHHON KU3HU Y OOJBHBIX C
OOKOBBIM aMHOTPO(PHUCCKUM CKIICPO30M U MOTJIO OBI CTAaTh
OJJHUM W3 MCPCICKTHBHBIX HAIpPaBICHUA B pa3padOTKe
NMaJUTHATHBHBIX METOIOB JICUCHHS HE TOJBKO Yy OOIBHBIX
¢ BAC, HO u apyrux 3aboneBaHUi, COMPOBOXKIAIOIINXCS
JIBIXaTEeJIbHON HEJOCTATOYHOCTHIO.

Cmamvsi Hanucana 6 pamkax 6a3060i uacmu 20cyoap-
cmeennoeo 3adanus Munobpnayku Poccuu: 3adanue Ne
2014/257 na svinoanenue 20cyoapcmeenHulx pabom 6 cpepe
HAYYHOU 0esimeabHOCTU.
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