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BBepeHue. bokosoit amuotpotmyeckuii cknepos (bAC) — fereHepatTBHoe 3a60NeBaHNe HEPBHOI CUCTEMbI, PacnpoCTpa-
HEHHOCTb KOTOPOTO 3Ha4YNTENbHO BapbipyeT B Pa3Hbix pernoHax mMupa. Inupaemmnonoruyeckune nccnefosanns bAC s Poc-
cuiickoit ®epepayim HEMHOTOUYUCEHHDI.

Llenb nccnepoBaHuA — npoaHann3npoBatb anupemMuonorudeckue ocobeHHoctn bAC B Pecny6nuke bawkoptoctan (PB)
No AaHHbIM eANHOW rocyAapCTBEHHO MH(OPMALMOHHO cuCTeMbI B cepe 34paBOOXPAHEHMNA U €ro KNUHNYEeCK1e Xapak-
TEPUCTUKM MO AaHHbBIM GONBHUYHOO perncTpa 3a nepuog 2013-2024 rr.

Marepuansl u meTopbl. [IpoBefeH PETPOCNEKTUBLIA aHANN3 3NEKTPOHHBIX MeAULMHCKMUX KapT BCeX NaLUEHTOB, MPOXN-
BaloWux B Pb, KOTOpbIM B TEYEHME aHANN3UPYEMOro NepUOfa Bbin ycTaHoBAEH anarHo3 G12.2 no MexpyHapoaHol knac-
cudmkauuu 6onesHeir 10-ro nepecmotpa. MccnepoBaHue KAMHUYECKUX XapaKTePUCTUK nauueHToB ¢ BAC BbinonHeHo
C MCNONb30BAHNEM [laHHbIX 6ONILHUYHOTO perucTpa, Kotopslit Bencs ¢ 2013 r.

Pesynbtathl. MepeuyHas 3abonesaemocts BAC B Pb 3a nepuoa 2013-2024 rr. Beipocna ¢ 0,7 go 1,1-1,3 cayuas
Ha 100 Tbic. HaceneHus. 06was 3abonesaemoctb BAC 3a faHHbIi Nnepuoa ysenuymunack 6onee yem B 3 pasa - ¢ 0,8 go 2,7
cnyyas Ha 100 Tbic. HaceneHus. Mepable NposBNEHNs GONE3HN Yalle OTMeYanuch B Bo3pacTte 53-66 neT, cpeau nalueH-
TOB npeo6naganu xutenu cena (59,5 %), nogn dusmnyeckoro Tpyaa (48,3 %). MyxuuHbl yawe 6onenu bAC B rpynne
c pebloTom fio 45 net (p = 0,028), y eHILMH Yalie oTMeyanach bynbbapHas dopma 6onesuu (p = 0,046). [lnaryos ycra-
HaBNUBANCA B CPEiHEM Yepe3 rof noce NosABNEHUA NEPBLIX CUMNTOMOB 60NE3HU.

BbiBoAbl. 3a 2013-2024 rr. oTMevancs poct 3abonesaemocti bAC, KOTOpbIA, BEPOSATHO, OTPAXKAET yiydlleHne AnarHo-
CTUKM AaHHoro 3abonesaHus B Pb. bynyuine nccnefoBaHus JOMKHbI YTOUHUTL PONb CPEOBLIX U GUoNOruyeckux dakTo-
pos B pa3sutun bAC.
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Background. Amyotrophic lateral sclerosis (ALS) is a degenerative disease of the nervous system, the prevalence of which
varies considerably in different regions of the world. Epidemiologic studies of ALS in the Russian Federation are scarce.
Aim. To analyze the epidemiological features of ALS in the Republic of Bashkortostan (RB) according to the data
of the unified state information system in the field of health care and clinical characteristics according to the hospital
register for the period 2013-2024.

Materials and methods. A retrospective analysis of electronic medical records of all patients living in the RB who were
diagnosed with G12.2 according to the 10t revision of the International Classification of Diseases within analyzed
period was performed. The study of clinical characteristics of patients with ALS was done using data from the hospital
registry, which was maintained since 2013.
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Results. The primary incidence of ALS in RB increased from 0.7 to 1.1-1.3 cases per 100,000 population over the period
2013-2024. The overallincidence of ALS for this period increased more than 3-fold, from 0.8 to 2.7 cases per 100 thousand
population. The first manifestations of the disease were more often noted at the age of 53-66 years, among patients
prevailed rural residents (59.5 %), people of physical labor (48.3 %). Men were more often suffered from ALS in the group
with onset before the age of 45 years (p = 0.028), women more often had bulbar form of the disease (p = 0.046).
The diagnosis was established on average one year after the development of the first symptoms of the disease.
Conclusion. There was an increase in the incidence of ALS over 2012-2024, which probably reflects improved detection
of the disease in the RB. Future studies should clarify the role of environmental and biological factors in the development
of ALS.
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BBepeHue

BokoBoii amuorpopuueckuii ckiepos (BAC) — Tske-
JIoe JereHepaTuBHOE 3a00JieBaHUE HEPBHOM CHCTEMBI,
MpUBOAsIIEe K MOCTEIIEHHOW Imbean MOTOHEHPOHOB
U TIPOSIBJISTIONIEECS TTPOTPECCUPYIOIIMMU IBUTATEIbHBIMU
HapymeHusiMu. KiimHudyeckast KapThHa 0OJIe3HU Xapak-
TEPU3YeTCs 3HAYUTETLHOM reTePOreHHOCTBIO 1 OTTPEIeIIsi-
€TCSI BO3pacToM Ne01oTa, HayaJlbHBIMU MPOSBICHUSIMU,
TEMITOM MPOTrPECCUPOBAHUS, CTEIICHbIO BOBJICUEHMS LICH-
TPaJIbHOTO U NIepUpepUIeCKOro HelipoHa, HaJTMIMeM He-
MOTOPHBIX CUMIITOMOB. CpemHsisi MPOAOJIKUTEIbHOCTh
>XM3HU MalMEeHTOB COCTaBIIsSIeT oKoyio 2—3 jeT. B HacTo-
siIiee BpeMs HeT MaTOTeHETUYECKOTO JICYCHHYsI, 3HAYMMO
Bnusioliero Ha tedeHue BAC [1-3].

DNUAEMHUOJOINYECKIUE MCCICIOBaHUS TIOKa3alu,
4yTO pacrnpocrpaHeHHOCTh BAC 3HauMTeIbHO BapbUpPYyET
B pa3HbIX peruoHax Mmupa. Hampumep, B DkBanope ob1iast
3aboneBaeMocTh BAC cocraBisieT okojio 0,26 ciaydast
Ha 100 TbIC. HaceneHusi, B fAmoHum — 23,5 ciayyas
Ha 100 teIc. Hacenenud [4]. B Poccuiickoit Menepanmm
MPOBOIMIIMCH ENMHUYHBIC UCCICIOBAHUS 10 AIMUIEMUO-
snorun BAC. B ogHoM 13 oKpyroB MockBbI 00111ast 3a00-
JIeBaeMoCTh cocTaBuia 1,25 cimyyast (95 % noBepUTEeTBHBIN
untepsai 0,78—1,89) Ha 100 Toic. HaceneHus [5], a B Kpac-
HosipckoM Kpae — 0,5 caydas Ha 100 ThIC. HaceneHUs B Te-
yeHue roja [6]. Ctonb 6oJblIasg BaprnadbeTbHOCTh MOXKET
OBITH CBsI3aHa KaK ¢ OpPraHM3allMOHHBIMU (IIOCTYITHOCTh
CIIeIIMATM3UPOBAHHON MEIULIMHCKON TTOMOIIM, HU3Kast
BBISIBJISIEMOCTD 00JIC3HM), TaK U C MEIUKO-OMOJIOTMIESCKI -
MM (4acTOTa ONpeaeIeHHbBIX MOJIUMOPGU3MOB B Pa3HBIX
STHUYECKMX TPYMIIax, BIUSHUE OKPYXAIOIIel CpPeabl)
U TIPOYMMHM (paKTOpamu.

Pecniyonuka bamkoprocran (PB) — cyobekT Poccuii-
ckoit denepanu ¢ HaceJIEHUEM OKOJIO 4 MJIH YEJIOBeK,
JIOJISI TOPOACKOro HaceleHuss — 62 %, 1Mo 3THUYECKOMY
coctaBy 0K0JI0 90 % cOCTaBIISIIOT pyCCKUE, OaIlIKUPBI ¥ Ta-
tapel. Cronuua — I. Yda, ¢ HaceneHueM 1,163 MIH geso-
BeK. B pecny6iuke pa3BuTa HedTernepepadaTbiBaolast

MPOMBIIIJIEHHOCTh, a TaKXKe 3ePHO-XKMBOTHOBOIYECKOE
HarpaBJIeHUE CEIbCKOTo Xo3sdiicTBa [7]. YHUKAIbHBIE 3T-
HoreorpaduyecKyie 1 COLMaTbHO-3KOHOMMYECKIE OCOOCH-
HOCTH pervoHa 00YCIOBIMBAIOT OCOOCHHOCTU IMUACMHO-
JIOTUU MYJIBTH(haKTOPHAJIbHBIX 00JIe3Hel. B cBsi3u ¢ 3TUM
aKTyaJIbHO U3yYeHUE KIIMHUKO-3MUAEMUOJIOTMYECKUX OCO-
oenHocteit BAC B Pb. DTo m0o3BOJIUT ONTUMU3UPOBATh
IUIAaHMPOBaHUE MEAMIIMHCKOW MOMOIIY MPH JTaHHOM 3a-
00JIeBaHUU, a TaKXKe YJIyYIIUT MOHUMaHNe 3aKOHOMep-
HOCTE, JIeKalluX B OCHOBE BapMabeIbHOCTH €ro pacipo-
CTPaHEHHOCTH.

Ienp uccaenoBanus — MPoOaHATM3UPOBATh STUACMU--
osiornyeckue ocobeHHocT BAC B Pb no naHHbBIM enHOI
rocyaapcTBeHHOI MHMOPMALIMOHHON CUCTEMBI B cdhepe
3IPaBOOXPAHEHUS M €ro KIMHUYECKUE XapaKTePUCTUKU
Mo JaHHBIM OOJILHUYHOTrO peructpa 3a nepuond 2013—
2024 rr.

Martepuanbi u metopbl

151 oLIeHKM MepBUYHOI U 0o0leli 3a00J1eBaeMOCTU
BAC mipoBeneH peTpOoCIeKTUBHBIN aHaIU3 JIEKTPOHHBIX
MEIULIMHCKUX KapT BCeX MallMeHTOB, poXKuBatonux B PB,
KOTOpBIM ObLT ycTaHOBIeH auarHo3 BAC (G12.2 mo Mex-
JTyHapoAHo# Kiaccudukauuu 6ose3Heit 10-ro nepecmo-
Tpa) 3a niepuon 2013—2024 rt. AHAIM3UPOBAIUCH JOCTYITHBIS
KIMHUKO-aHAMHECTUYECKHE TaHHBIE OCMOTPA MalliEHTOB
Bpa4OM-HEBPOJIOTOM, PE3YJIBTaThl J1a0OPAaTOPHBIX MCCIIe-
JIOBaHMUIA, 3JIeKTpoMUorpadru, MarHUTHO-PE30HAHCHOM
ToMorpacuM TOJIOBHOTO ¥ CIIMHHOTO Mo3ra. Eciii umeto-
LIMecs TaHHbIE COOTBETCTBOBAIA TUArHOCTUIECKUM KpPH-
tepusiM BAC [1], maniieHTOB BKJIIOYAIU B aHAJIU3 C PETU-
CTpalleil ITOJIOBO3PACTHBIX XapaKTePUCTUK, MecTa
KUTEJIbCTBA, TPOJOJKUTEIbHOCTH XXU3HU.

HccnenoBanre KIMHUYECKUX XapaKTEPUCTUK Il -
eHTOB ¢ BAC ObL10 BBITIOJTHEHO C UCITOJIb30BAHUEM JTaHHbBIX
OOJILHUYHOTO perucTpa, Kotopslii Bescs ¢ 2013 . B peructp
BKJIIoUanuch Bee cirydau BAC, BoisiBieHHBIE B Pecry0min-
KaHCKOM KiImHu4eckoir 6onabHuiue uM. I.I. KyBaTtoBa
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¢ 2013 r. 1 oTHese HEBPOJIOTUHU TeParieBTUUECKOIO OTAe-
JIEHWST KJIMHUKY Balknpckoro rocy1apcTBEHHOTO MEIM -
LuHckoro yuuBepcuteta (T Y¢ga) ¢ 2020 . B ykazaHHbIe
MeauuuHckue opranusauuu 111 ypoBHS TpaauMLIMOHHO
HampaBJIsII0TCS MalMeHThI ¢ mogo3peHreM Ha BAC u apy-
rve penkve 00Je3HU HEPBHOM CUCTEMBI CO BCEM pecIty-
ok, PeructpupoBaiu gemorpadudeckue, aHTpOroMe-
TPUYECKUE NaHHbIC, BO3PACT HA MOMEHT YCTaHOBJICHUS
JIMarH03a ¥ BOBHUKHOBEHUS ITEPBBIX CUMIITOMOB, MECTO
JKUTETbCTBA, BUI TPYIOBOU AESITEILHOCTH HA MOMEHT OC-
MOTpa, IO BbIXOAa Ha MEHCUIO UM YCTAaHOBJICHUS] MHBA-
JIMAHOCTH, COLIMAJIbHBIA CTAaTyC Ha MOMEHT YCTaHOBJICHMS
JIurarHo3sa (padotaeT, 6e3paObO0THBINM, IEHCHOHED, MHBAINUI),
YPOBeHb 00pa3oBaHus (BBICIIEE, CPEIHEE WIK CPEIHEE CIie-
LIMaibHOE, HETIOJHOE cpeHee), popMa 00s1e3HM (CITUHATb-
Has1, OyabbapHasi, BAC-1110C, IepBUYHBIN JaTepabHbI
CKJIEpO3, TeHepalM30BaHHast). PaccunThiBayv BpeMsi ¢ MO-
MEHTA BO3HUKHOBEHMSI IIEPBBIX CUMIITOMOB JI0 YCTAHOBJIE-
HUS AuarHosa (Mec), MPOIOKUTEIbHOCTh 00J1e3HN (Mec)
OT MOMEHTA BO3HMKHOBEHHSI TIEPBBIX CUMIITOMOB I MOMEH-
Ta yCTaHOBJICHMS nuarHo3a. OLIEHMBAIU TSDKECTh O0JIE3HU
no mkaje King’s College Hospital (JIonaoH) [8] perpocnek-
TUBHO Ha OCHOBaHUU MMEIOLINXCST KIMHUIECKUX TaHHBIX
Ha MOMEHT YCTaHOBJICHMSI IMarHO3a, a 3aTeM IPOCIIEKTHBHO.
PaccunThiBasii CKOPOCTh MPOTPECCUPOBaHUS 0OJIE3HU
o ¢opmyie: 48 — 6ain mo ALFRS-R (Revised Amyotrophic
Lateral Sclerosis Functional Rating Scale) Ha MOMEHT ycTa-
HOBJICHUS JYarHo3a/IIuTeIbHOCTb 00Je3HN B Mecsiax
Ito mepBoii oueHkH [9, 10]. Temm nporpeccupoBaHuUs B yc-
JIOBHBIX €IMHULIAX CYUTAJICS MEIJICHHBIM IIPU ITOKa3aTe-
ne <0,45, obictpeiM — oT 0,45 10 0,54 1 CTpEMUTETTLHBIM —
ot 0,55 u GoJtee.

151 CTaTUCTUYECKOTO aHaJlM3a UCIIOJIb30BaHa IIPo-
rpamma IBM SPSS Statistics v.27 (IBM, CIIA). I1pume-
HSUTUCh METOIbI HETTapaMeTPUUECKOM CTaTUCTUKU. JlaHHbBIe
MIPEICTABJICHBI B BUIIE MEAVAHBI M MEXKKBapTUIILHOTO pa3-
Maxa. buHapHbIe TaHHbIE CPAaBHUBAJIM C TIOMOIIIBIO ITapa-
MeTpa 2, CYETHBIE — C TIOMOLIBIO TeCTa MaHHa—YUTHH,

JUUISI CpPaBHEHUSI CUETHBIX TaHHBIX B O0Jiee yeM 2 rpyrmiax
ucnojb3oBaiu Tect Kpackena—Yomnuca. CTaTUCTUYECKU
3HAYMMOM cuuTanu pasHuiy npu p <0,05.

Pe3synbrathbl

IepBuunas 3aboneBaecmocth BAC B Pb 3a nepuon 2013—
2024 rr. BappupoBaia B npenenax 0,7—1,3 caydas Ha 100 ThIc.
HacesieHud. o 2020 1. BKIIFOYMTEILHO JaHHBIN IT0Ka3aTeb
He npesbIan 1 cayvait Ha 100 Thic. HaceneHus, a ¢ 2021 .
coxpaHsuics Ha ypoBHe 1,1—1,3 ciryyas. JIlnHamuka rmokasa-
Tesst oouieit 3adoneBaemoct BAC B Pb 3a aHanuzupyeMslii
MepUo, XapaKTepr30oBajach SBHbIM pocToM: ecsid B 2013 .
oH coctaBui 0,8 ciyyast Ha 100 ThIC. HaceneHust, To B 2024 1. —
yxe 2,7 caydad Ha 100 Teic. HaceaeHUs1. OTHOCUTEIBLHOE
CHIDKEHMeE TToKazarelist Habmoaanoch uiib B 2020 1., Bo Bpe-
MsI aKTMBHOTO PACIIPOCTpaHeHWsI HOBO KOPOHABUPYCHOI
nHpekuuu (puc. 1).

AHaIN3 KIMHUKO-IeMorpaduyecKux Irokasaresiei
npoaeMoHCcTpupoBaj, 4yTo BAC yalie Bcero BBISIBIISIICS
y HallMEeHTOB B BO3pacTe 55—67 JIeT, B TO BpeMsI KaK ITepBbIe
MPOSIBIICHUS 0OJIE3HM Yallle OTMeJaluch B 53—66 Jer.
Y 74,7 % nanueHToB TiepBble cuMIitoMbl BAC mosiBUIMCH
B Bo3pacte 45—70 J1eT, TUTTMYHOM JIJIs1 JAHHOTO 3a00/IeBaHMS,
y6,6 % —no45Sner,ay 17,7 % — nocne 70 net. CooTHOIIEHYE
MYX4rH 1 XeHIIuH 1pu BAC 6b110 ogHakoBbIM. [1o co-
LIMAJILHOMY CTaTycy Mpeodianaiy IeHCUOHEPHI, YTO CBSA3aHO
C OTHOCHUTEJIbHBIM ITO3MHUM HayasioM 6osie3Hu. 1o xapakre-
DY TPYIOBOIA IESITEIBHOCTH JI0 TTOJIOBUHBI TTAIIUEHTOB 3aHU-
MaMch (hU3MYECKUM TPYIOM, y 28 % MalMeHTOB JaHHBIX
I10 BUJIy TPYAOBOI IITEILHOCTH He 1orydeHo. [1o ypoBHIO
00pa3oBaHusT 60JIBIIMHCTBO (61 %) MMeM cpeHee T CPel-
Hee crielMaibHoe oopasoBaHue. bojiee MoJoBUHBI MallieH-
TOB (59,5 %) NpOXUBaIu B CENbCKUX paiioHax Pb.

B 55 % cny4aeB y malieHTOB OTMeYajiach CIIMHAb-
Has ¢popma BAC, B 28 % — 6ynbbapHas. ®opma «bAC-
IJII0C» BCTpevanach y 4,3 % malMeHTOB U B OCHOBHOM
npeacrasieHa couetaHueM BAC ¢ 100HO-BUCOYHOM Je-
MeHuMen [2, 3], B eITMHUYHBIX cllydasX HaOI01al0Ch

3abonesaemoctb Ha 100 Tbic. HaceneHna /
Incidence per 100 thousand population

B (O6wya5 3a60neBaemocTb /
Total incidence

MepsuyHan 3abonesaemocts /
Primary incidence

0 2013 2014 2015 2016 2017 2018 2019 2020 2021 2022 2023 2024
fon / Year

Puc. 1. O6was u nepsuunas 3a601e6aemocms 60K08bIM aMUOMpoduuecKum ckaepozom 8 Pecnybauxe bawkopmocman 3a 2013—2024 ze.

Fig. 1. Total and primary incidence of amyotrophic lateral sclerosis in the Republic of Bashkortostan in 2013—2024
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Taomuna 1. Kiunuxo-demoepagpuueckue noxazamenu nayueHmos ¢ 60Kosvim amuompoguueckum ckaepozom 6 Pecnyonuxe bawkopmocman
Table 1. Clinical and demographic indicators of amyotrophic lateral sclerosis patients in the Republic of Bashkortostan

Boapacr, set (Mmenuana, MKP)
Age, years (median, IQR)

Tlon, n (%):
Gender, n (%):
MYXXCKOH

male
KEHCKUN
female

[55,75, 67,25]

239 (50,9)
231 (49,1)

Mecrto xurenbctBa, 1 (%):
Residency, n (%):

Yoba

Ufa

JIPyTHE TOpoaa

other cities

parioHbI

districts

116 (24,7)
75 (15,8)
279 (59,5)

3aHATOCTh, 1 (%):
Occupation, 7 (%):
paboTaroliue
employed
HepaboTaoImne
unemployed
TIEHCUOHEPBI
retired
HET JaHHbIX
no data

149 (31,7)

56 (11,9)

263 (56,0)
2(0,4)

Tun TpynoBoit aesTeabHOCTH, 1 (%):
Type of work, n (%):

WHTEJUIEKTyaTbHAsT

intellectual

dusnueckas

physical

HET JIaHHbIX

no data

111 (23,6)
227 (48,3)
132 (28,1)

YpoBeHb o6pazoBanus, # (%):
Education level, n (%):
BBICIIIEE
higher education
cpenHee/cpeaHee CIIeMaaIbHOe
secondary professional education
HETIOJIHOE CPETHEE
incomplete secondary education
HET JaHHBIX
no data

113 (24,0)
289 (61,5)
15(3,2)
53 (11,3)

®opwma 3a6oneBanus, n (%):
The form of the disease, 7 (%):

CIIMHAJIbHAs

spinal

OynpOapHast

bulbar

anddysHast

diffuse

BAC-mitoc

ALS-plus

MEPBUYHBIN JIaTepaJIbHbIN CKJIEPO3

primary lateral sclerosis

HET TaHHBIX

no data

260 (55,3)
132 (28,1)
7(1,5)
20 (4,3)
9(1,9)
42(8,9)

Parameter Value

Bo3spact nepBbIX MPOsIBIICHWH, JIeT (MeInaHa, 59
MKP) [53,00; 66,00]
Age of onset, years (median, IQR)

Bospacr navana 3a6onesanus, n (%):
Age of onset, 1 (%):

<45 ner 31 (6,6)
<45 years
45—70 ner 351 (74,7)
45-70 years
>70 ner 83 (17,7)
>70 years
HET JaHHBIX 5(1,1)
no data
Bpewmst oT mosiBIeHUsT CUMIITOMOB 0 YCTaHOB- 12
JIeHUs IuarHo3a, mec (Meauana, MKP) [7,00: 19,00]
Time from onset to diagnosis, months (median, IQR) T
TTpomokuTeTbHOCTh 32a00JIEBAaHUSI C MOMEHTA
MOSIBJICHUS MIEPBBIX CUMIITOMOB, MeC (Meaura- 29

Ha, MKP)
Duration of the disease from the onset, months
(median, IQR)

[19,00; 41,50]

TTpomokuTeIbHOCTh 3a00JIEBaHUSI C MOMEHTA
YCTaHOBJIEHUSI IUATHO3a, MEC

13,5
(menuana, MKP) =8
Duration of the disease from the moment [8,00; 23,00]
of diagnosis, months (median, IQR)
CKOpOCTh IMPOTPECCUPOBAHUS 113
(mMenuana, MKP) 0.5 6,' 2.00]
Rate of progression (median, IQR) e
Tewmmn niporpeccupoBaus, 1 (%):
Progression rate, 7 (%):
MeuteHHbIH (<0,45) 69 (14,7)
slow (<0.45)
onicTphrit (0,45—0,54) 19 (4,0)
fast (0.45—0.54)
CcTpeMUTeNbHBII (>0,54) 268 (57,0)
impetuous (>0.54)
HET TaHHbIX 114 (24,3)
no data
Cramust 6one3nu o cucteme King’s College
Hospital, n (%):
King’s College Hospital stage, n (%):
| 19 (4,0)
11 100 (21,3)
111 66 (14,0)
IVa 74 (15,7)
I'Vb 98 (20,9)
HET JaHHBIX 113 (24,0)
no data

Ilpumenanue. 30eco u danee 6 mabauyax: MKP — mexckeap-
MUNbHBLI pasmax.

Note. Here and further in the tables: IOR — interquartile range.
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Tadoauna 2. Kiunuko-demogpaguueckue nokazamenu nayueHmos ¢ 0yas0apHoi u CRUHAAbHOU (hopmamit 60K08020 AMUOMPOPUHECK020 CKAEPO3a
Table 2. Clinical and demographic indicators of patients with bulbar and spinal forms of amyotrophic lateral sclerosis

Parameter

Spinal onset (n = 214) Bulbar onset (n = 110)

Bospacr, ner (mennana, MKP) . .
Age. years (median. IQR) 60 [54,00; 66,00] 62 [56,50; 68,50] 0,009
Tlon, n (%):

Gender, n (%):
MY>KCKOW 117 (54,7) 47 (42,7)
male
KEHCKUIA 97 (45,3) 63 (57,3)

female

0,046

Mecro xurenbcTBa, n (%):
Residency, n (%):
VYba 47 (22,0) 22 (20,0)
Ufa
NpyTye ropoaa 36 (16,8) 16 (14,5) 0,904
other cities
paiioHbI 131 (61,2) 72 (65,5)

districts

3aHATOCTb, 1 (%):

Occupation, #n (%):
paboTarorine 93 (43,5) 29 (26,4)
employed 0.004
HepaboTaroIme 24 (11,2) 11 (10,0) >
unemployed
IIEHCHOHEPBI 97 (45,3) 70 (63,6)

retired

Tun TpynoBoii nesiteabHOCTH, 1 (%):

Type of work, n (%):
WHTEJUIEKTyaTbHAasT 64 (29,9) 38 (34,5)
intellectual 0.372
dusnyeckas 138 (64,5) 65 (59,1) >
physical
HET JaHHBIX 12 (5,6) 7 (6,4)

no data

YpoBeHb o6pa3oBanus, # (%):

Education level, n (%):
BBICIIIEE 60 (28,0) 34 (30,9)
higher education
cpenHee,/cpenHee CrelnaaIbHOe 131 (61,2) 58 (52,7)
secondary professional education
HETIOJIHOE CpeIHEee 7 (3,3) 8(7,3)
incomplete secondary education
HET JaHHBIX 16 (7,5) 10 (9,1)

no data

0,164

Bospact nepBbix nposiBieHui, jiet (Menuana, MKP) . .
o R S (o, TG 59 [53,00; 64,00] 60 [55,00; 67,5] 0,011
Bpewmst oT mepBbIX CUMITTOMOB 10 YCTaHOBJICHUS
nuarHosa, Mec (Menuana, MKP) 12 [7,00; 19,00] 10 [6,00; 15,00] 0,023
Time from onset to diagnosis, months (median, IQR)

Bospact Hauana 3a6oseBanust, n (%):
Age of onset, n (%):

<45 ner 19 (8,9) 6 (5,5)

<45 years 0314
45—70 ner 170 (79,4) 86 (78,2) 2
45—70 years

>70 ner 25 (11,7) 18 (6,4)

>70 years
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OkoHuanue maba. 2

End of table 2
karamicten Spinal onset (n = 214) Bulbar onset (2 = 110)
TTponoskuTeIbHOCTh 3200JI€BaHMSI C MOMEHTA MOSIB-
JICHUS TIEPBBIX CUMIITOMOB, Mec (MenuaHa, MKP) 32,0[22,0; 43,00] 27 [17,50; 35,50] 0,007
Duration of the disease from the onset, months (median, IQR)
TTponokuTeIbHOCTh 32a00JIEBAaHUSI C MOMEHTA yCTa-
HOBJICHUS AUarHosa, mec (Mmenuana, MKP) . .
Duration of the disease from the moment of diagnosis, 15,0[10,00; 29,00] 12,0 [7,00; 21,00] 0,032
months (median, IQR)
Temmn mporpeccupoBanust (MennaHa, MKP) . .
N ) 1,23 [0,68; 2,10] 1,54 [1,00; 2,82] <0,001
Temm iporpeccupoBanus, # (%):
Progression rate, n (%):
MemieHHbIi (<0,45) 51(23,8) 5(4,5)
slow (<0.45) <0.001
obicTphiit (0,45—0,54) 11 (5,1) 6(5,5) >
fast (0.45—0.54)
cTpeMuTeNbHbIN (>0,54) 152 (71,0) 99 (90,0)
impetuous (>0.54)
Cranus 6ose3nu o cucteme King’s College
Hospital, n (%):
King’s College Hospital stage, n (%): 6
1 11(5,1) 7 (6,4)
Il 82 (38,3) 10 (9,1) <0,001
111 45 (21,0) 13 (11,8)
IVa 31 (14,5) 32 (29,1)
1Vb 145 (21,0) 48 (43,6)

COUYETaHME C TIa30BUTaTeIbHBIMU, SKCTPAMpaMUIHBIMU
HapyueHusiMu [10]. JlnarHo3 ycTaHaBIMBAJICS B CpeIHEM
yepe3 12 Mec TTocJIe TOSIBICHHS TIEPBBIX CUMITTOMOB. Temrn
MPOrpPecCUPOBaHMsT 0OJIE3HU Y OOJIBIIMHCTBA MAIEHTOB
(57 %) olieHMBaJICSl KaK CTpEeMUTEIbHBIN. MenuaHa mpo-
JTOJDKUTETbHOCTH KU3HM COCTaBWIa 29 MeC OT MOMEHTa Mo-
SIBJICHUST TIEPBBIX CUMIITOMOB. BOJIBIIMHCTBY NalliEeHTOB
(mo 21 %) nuarno3 BAC 6b11 ycraHosieH Ha 11 v IVb (tep-
MUHAJIBHOI) CTaauy 00JIe3HU; TMarHO3 Ha HadyaIbHOM CTAamIuK
OBbLT YCTAHOBJIEH TOJIBKO Y 4 % matyeHToB (Taoi. 1).
CpaBHUTEJIbHBIN aHAIU3 MaUUEHTOB ¢ OyJabOapHOit
U cnuHanbHOi hopMamMu BAC BbISIBUN psif pa3sindUii.
IMamuenTsl ¢ Oynb0apHOI (hopMoOit ObLIM CTaplle, COOT-
BETCTBEHHO CpeIM HMX ObUIO OOJIbIle MEHCUOHEPOB,
T10 MOJIOBOMY COCTaBY IIpeo0iagaiy XXeHIIuHbL. [Tpomo-
KUTEJIbHOCTD XXU3HU MaLlMEHTOB C OyJb0apHoi (popMoit
OblIa MEHBIIIE, TEMIT IIPOIPECCUPOBAaHMS 60JIE3HU B 0OJIb-

IIMHCTBE CJIy4aeB ObLI CTPEMUTEIbHBIM, TUAarHO3 YCTAHAB-
JIMBAJICS paHbIIIe, YeM IIPU CIIMHAJILHOM (hopMe, HO B TO K&
BpeMsl yallle B TepMUHAJIbHOM cTaguu (Taoi. 2).

CpaBHUTENIbHBII aHAJIM3 TPYIIII MAlMEHTOB C Ie0I0TOM
00JIe3H1 B pa3HBIX BO3PACTHBIX IPyIIIax IToKa3aj, 4To cpe-
IV JTAII C pAHHUM HavyaioM 00JIe3HU MPeo0Iaaail MyKIu-
HbI (76 %), y HIX OTMEYaJICSI OTHOCUTEILHO O0Jiee MeIIeH-
HBII TEMIT IIPOrPeCCUPOBaHUS OOJIE3HU M, COOTBETCTBEHHO,
06bILIast TPOIO/IKUTETLHOCTD KU3HU, YeEM B 2 IPYTUX TPYII-
nax. Cpeny MauyeHToB ¢ mo3aHuM HayaioM BAC 6b110 6051b-
11I¢ TTAalIMEHTOB C HEITOJIHBIM CPEeIHUM 00pa30BaHUEM, UTO,
BEPOSITHO, CBSI3aHO C COLMATbHO-3KOHOMUYECKUMU YCIIO-
BUSIMU TIOCJICBOGHHOT'O BPEMEHH, Ha KOTOPOE IPUIILIIUCH
TO/Ibl JOHOCTH Ha3BaHHBIX JIMII. B rpymme ¢ mo3aHuM Hava-
JIOM IMaTHO3 IOCTOBEPHO Yallle yCTaHABIMBAJICS Ha TEPMU-
HaJIbHOM CTaaMu OOJIE3HU, HEXEIW B TPYIIIE MallMEHTOB
C paHHMM HayvaJioM (Tab1. 3).
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Tabmuua 3. Knunuko-oemoepaguueckue nokasamenu nayuenmos ¢ Ha4aiom 601e3HU @ Pa3HbIX 603PACHHbIX SPYRNAX
Table 3. Clinical and demographic parameters of patients with disease onset in different age groups

Early onset Typical onset Late onset
(<45 years) (4570 years) (>70 years)
(n =25) (n = 256) (n =43)

Parameter

Ton, n (%):

Gender, n (%):
MYXCKOM 19 (76,0) 123 (48,0) 22 (51,2)
male
KEHCKUI 6 (24,0) 133 (52,0) 21 (48,8)
female

0,028

MecTto XuTteabcTBa, 1 (%):
Residency, n (%):
Ypa 6 (24,0) 50 (19,5) 14 (32,6)
Ui 0,344
JIpyTUe Topoja 4 (16,0) 43 (16,8) 4(9,3)
other cities
paiioHbI 15 (60,0) 163 (63,7) 25 (58,1)

districts

3aHATOCTD, 1 (%):
Occupation, 7 (%):
paboTarolue 18 (75,0) 102 (40,0) 2(4,7)
employed
HEpabOoTaoLIE 6 (25,0) 29 (11,4) 0 <0,001
unemployed
TIEHCUOHEPHI 0 124 (48,6) 41 (95,3)

retired

Turm TpynoBoOii nesiTeabHOCTH, 1 (% ):

Type of work, n (%):
WHTEJUIEKTyaTbHasT 10 (40,0) 76 (29,7) 16 (37,2)
intellectual 0274
dusnyeckas 15 (60,0) 167 (65,2) 21 (48,8) >
physical
HET JaHHBIX 0 13 (5,1) 6 (14,0)

no data

VYpoBeHb o6pa3oBanus, # (%):

Education level, n (%):
BBICIIICE 8 (32,0) 70 (27,3) 16 (37,2)
higher education
CpeIHEe/CPENHEE CIIENUATLHOE 16 (64,0) 157 (61,3) 16 (37,2)
secondary professional education
HEIIOJIHOE CpeTHee 0 10 (4,0) 5(11,6)
incomplete secondary education
HeT JaHHBIX 1(4,0) 19 (7,4) 6 (14,0)

no data

0,022

®opwma 3a6oneBanus, n (%):

Disease form, n (%):
OynpOapHast 19 (76,0) 170 (66,4) 25 (58,1)
bulbar
CIIMHAIbHAsA 6 (24,0) 86 (33,6) 18 (41,9)

spinal

0,314

Bospact nepBbIX POSIBIEHMA, JIET
(menuana, MKP) 35,0 [30,50; 41,00] 59,0 [54,00; 63,00] 72,0 [71,00; 75,00]  0,0001
Age of onset, years (median, IQR)

Bpemst oT epBbIX CUMIITOMOB JI0 YCTAHOBJIE-
HUA IuarHosa, mec (Mmeanana, MKP) 9,0 [6,00; 17,50] 12,0 [7,00; 18,00] 10,0 [6,50; 19,00] 0,079

Time from onset to diagnosis, months (median, IQR)
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Early onset
(<45 years)
(n =25)

Parameter

OkoHnuanue maba. 3
End of table 3

Late onset
(>70 years)
(n =43)

Typical onset
(45—70 years)
(n = 256)

HpOI[OJDKI/ITeJ'H)HOCTL 3a00JIeBaHUSI C MOMEHTa
TIOSIBJICHMSI TIEPBBIX CUMIITOMOB, MeC (Meaura-
Ha, MKP)

Duration of the disease from the onset of the first
symptoms, months (median, IQR)

ITponomxuTeIbHOCTh 3a00J1€BaHUSI C MOMEHTA
YCTaHOBJIEHUs TUarHo3a, Mec (MenuaHa, MKP)
Duration of the disease from the moment of diagnosis,
months (median, IQR)

Temm iporpeccupoBanus (Menuana, MKP)
Rate of progression (median, IQR)

Temm nporpeccupoBanus, # (%):
Progression rate, n (%):

MemieHHbI (<0,45) 7 (28,0)
slow (<0.45)
obicTpoiit (0,45—0,54) 0
fast (0.45—0.54)
cTpeMuTeTbHBIN (>0,54) 18 (72,0)
impetuous (>0.54)

Cranus 6ose3nu o cucteme King’s College

Hospital, n (%):

King’s College Hospital stage, n (%):
1 3 (12,0)
II 9 (36,0)
11 7 (28,0)
IVa 5 (20,0)
IVb 1(4,0)

42,5[33,00; 57,25]

31,0 [19,75; 40,00]

0,84 [0,46; 2,48]

29 [21,00; 41,00] 24116,50:36,50] 0,006
14,0 [9,00; 24,00] 11,0 [5,50; 18,50] 0,002
1,33[0,73; 2,11] 1,5710,90;3,24] 0,075
45 (17,6) 4(9,3)
0,257
15(5,9) 2(4,7)
196 (76,6) 37 (86,0)
12 4,7) 3(7,0)
75 (29,3) 8 (18,6) 0,016
43 (16.8) 8 (18.6)
54(21.1) 4(9,3)
72 (28.1) 20 (46,5)

06cyxpeHune

B pabGorte BriepBbIe IPOBEIECH aHAIU3 TUHAMUKHN K-
HUKO-3MMuaeMuosiornyeckux nokasareneii BAC B Pb
3a nocjeaHue 12 net. IlepBuunas 3adoneBaeMocTh BAC
B pecnybiuke coctaBuia 1,1—1,2 ciayvas Ha 100 ThIC. Ha-
CEJIEHMSI, YTO MOXHO paclieHUBaTh KaK OTHOCHUTEIIHBHO
HUM3KUIA TOKAa3aTeJb MPY COMOCTABJIEHUM C JaHHBIMU, T10-
JydeHHbIMU B cTpaHax 3amnanHoii EBponbl u CeBepHoii
Awmepuku [4]. O6ias 3a6oieBaemocth BAC B Pb cocra-
Buia 2,5 cayyas Ha 100 Thic. HaceJIeHUs, YTO B HECKOJIBKO
pa3 HIXe, YeM B pa3BUTHIX CTpaHaX. AHAJIU3 TUHAMUKU
rmokazaTejieil 3a00JIeBaEMOCTU IIPOJEMOHCTPUPOBAI,
4yTo nepBUYHas 3adoneBaemMocTb BAC 3a nepuon 2013—
2024 rr. BeIpocjia HE3HAYMUTEILHO, YTO, CKOpee BCEro, CBsI-
3aHO C YJYYIIEHUEM BBISBISICMOCTU OOJIE3HU, HEXEIIN
C UCTMHHBIM YBEJIMYEHUEM YKCIIa ciiydaeB. OTYacTU pOCT
nokasateneit obuieit 3adoneBaeMoctu bBAC B Pb MoxHO
OOBSICHUTD I100aJIbHBIMU TIPOLIECCAMU CTaPSHUS Hacelle-
HuUg [12]. DTo MOXeT OBITh CBSI3aHO KaK C yBEJIWYEHUEM
MPOIOJIKUTEIBHOCTY XXU3HHM, TaK U CO CHUKCHUEM YPOB-
HSI POXXIAEMOCTH.

3aMeTHOe CHIKEHME MToKa3aTeleil ITIepBUYHOM U 00-
et 3a6omeBaeMoct BAC B Pb ormeuanocs B 2020 1.,
BO BpeMsT HauboJiee CIIOKHOM IIJIT CUCTEMBI 3[paBOOXpa-
HeHus ¢as3bl nanaemun COVID-19. B ocHoBe maHHOrO
¢deHOMeHa, BEpOSITHO, JICKHUT HETOCTATOUHASI TOCTYITHOCTh
CHEeNATN3UPOBAHHOM MEIUIIMHCKOM ITOMOIIM B YCIIOBU-
SIX aKTUBHOTO pacCIpOCTPaHEHNST HOBOM KOPOHABUPYCHOM
WHOEKINN. DTO MPEIITOI0XKEHNE OATBEPXKIACTCS CyIIe-
CTBEHHBIM YBEJIMYECHUEM ITepBUYHON 3a00JI€BAEMOCTH
B ciaenytonieM, 2021 r., BeposiTHO, 3a cueT oOpalleHUs
3a MEIWUIIMHCKON TTOMOIIBIO B TOM YHMCJIE U TeX, ¥ KOTro
CUMIITOMATHKA pa3BUIIach B NIpeAbIOyIINe roabl. Cxoxue
JAHHbBIC OBIIY MOTYYEHBI U B IPYTUX SITUIEMUAOTOTMUECKIX
ucciaenoBanusax BAC, BKIIoYalomyx nepyoa naHaeMuu
COVID-19 [13].

AHanM3 KIMHUKO-IeMoTpaduIecKuX IoKa3aTenei
naiueHToB ¢ BAC BBISIBIIT XapaKTepUCTUKN, BO MHOTOM
TUIIMYHbBIE 1] JaHHOro 3aboneBaHus [1, 4]. [Tpumeya-
TEJIBHO, YTO OOJIBIIMHCTBO ITAIIMEHTOB B HAIlIei BHIOOPKE
ObUTM XUTensiMuU cena. Jlonst cenbeckoro HaceneHus B Pb
cocrabsieT okojio 40 %, B TO BpeMsI KaK Cpeau MallieHTOB
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¢ BAC nmons cenbckux xkxuteneit coctaBuia 60 %. Bos-
MOXXHO, JaHHBII ITOKa3aTellb JaXe BHIIIC, YYUTHIBAd,
4yTO BBISIBISIEMOCTh BAC B celbCKON MECTHOCTU XyXKe,
yeM B ropoze [ 14]. Panee npoBeneHHbIE KCCAEIOBaHMS I1O-
Kaszaju, 4To puck pa3Butus BAC mMoBbIlIEH Cpeau JuIl,
MPOKMBAIOIIMX BOJIM3U 00pabaThIBAEMBbIX 36MEJIb CEIBCKO-
XO3SIICTBEHHOTO Ha3HAYEHUsI, YTO YKa3bIBaeT Ha BOZMOX-
HYIO POJIb arpOXUMUYECKUX CPEICTB B KAUECTBE TPUITEPOB
TMAaTOJIOTMYECKOro Mpoliecca IMpyu TaHHOM 3abojieBaHuu [15].
C 3TUMU pe3yIbraTaMy TakKKe COOTHOCUTCS TO, YTO 0OJIb-
IIWHCTBO MaiueHToB ¢ BAC 3aHMManuch Gpru3nyecKum
TpyaoM. Cxoxue pe3yJbTaThl ObUIM IOJyYeHBl paHee,
HO aHaJIu3 JaHHBIX MOKa3all, 4To 3(PPeKT PU3nIecKoro
Tpyaa Ha puck pa3Butusi BAC MoxkeT ObITh CBSI3aH C MOBBI-
IIEHUEM apTepUaIbHOTO MaBJICHUS U 6oJiee BHICOKOM Ya-
cToToii Kypenus [16]. OqHako y 28 % nalmeHTOB XapakTep
Tpyaa He ObLT M3BECTEH, YTO TPEeOYeT OCTOPOXKHOCTH B MH-
TepHpeTaly 3TUX JaHHBIX.

JunarHo3 BAC yctaHaBIMBaJIcsl B CpeIHEM Uepe3 ToJ,
IOCJIe TOSIBJICHUS MEePBBIX CUMIITOMOB. KaxkmoMy 5-My
MaleHTy TMarHo3 yCTaHAaBIMBAJICSI Ha TEPMMHAJIbHOMN
cTamuu 00JIe3HU, 110 CYTH, TIepe cMepThio. [1poliece muar-
HOCTUKU OBUT 00Jiee JUIMTEIbHBIM Y MALMEHTOB CO CIIU-
HaJIbHOM (hOPMOIi, a TaKKe Y IMallMeHTOB ¢ HayajaoM 00-
Je3nu nocie 70 jer. 3amepKKa YCTaHOBJEHUS IUarHo3a
MOXET OBITh CBsI3aHa C LIEJBIM PsIoM (haKTOPOB, TAKUX
KaK OTCYTCTBHME HalleXXHBIX OIOMapKepoB OO0JIE3HU, IeTe-
POreHHOCTb KIIMHUYECKOI KapTUHBI, a TAKXKe HETOCTaTOY~
HBIi1 OIBIT Bpaya B TMarHOCTUKE PEAKMX 00JIe3HE HEpBHOI
CHCTEMBI. Y MOXWIBIX AIMEHTOB ¢ MHOXECTBEHHOM KO-
MOPOUAHOCTBIO cUMITTOMBI BAC HepeaKo MbITalTCs CBSI-
3aTh C APYTMMU 00JIE3HSIMU HEPBHOM CHCTEMBI (BepTeOpo-
TeHHOM TaToJIoTuel, moJnHeiiponarueit u np.) [17].

bynsbapnas ¢opma BAC xapakrepuszoBajiach 0osee
TSDKEJIBIM TEYCHUEM M MEHBIIEH MPOIOJIKUTETbHOCTHIO
JKU3HM, YTO TTONTBEPXKAAET Pe3YJIBTaThl paHee OIMy0InKOo-
BaHHBIX ucciaenoBanuit [18, 19]. [lauueHTaM ¢ faHHOM
(opmoii 6oJIe3HM HEOOXOAUMO PEIIeHHE CIIOXKHBIX BOITPO-
COB, CBSI3aHHBIX C TaCTPOCTOMMUEH, MbIXaTeJIbHOM MO -
JIEP>KKOI Ha 00Jiee paHHMX CTaAMSIX, HEXKEJIM MallieHTaM
CO CITMHaAbHBIMU (hopMamu [18].

AHaIN3 10 BO3PaCTHBIM IPYIIIaM IToKa3aJl, YT0 CPeau
MoJionbix mauueHToB ¢ BAC npeobnagany My>K4uHbI. Posib
reHaepHoro ¢akrtopa B pa3Butuu BAC HeomHO3Ha4yHa.
Panee B renetnyeckux monensix BAC, accoltmupoBaHHbIX
¢ MyTauueii B reHe SOD- 1, He ObLUIO BBISIBJICHO pa3inyuii
B TeYCHUHU OO0JIE3HU M BO3PACTe Havyaia y XKMBOTHBIX MYX-

CKOTIO 1 XeHcKoro 1nosa. Takum o6pa3om, mpeobiagaHue
MYXUMH CPeIy MallMeHTOB C paHHUM HayaJloM 0OJIe3HH,
BEPOSITHO, MOXET OBbITh CBSI3aHO CO CPeIOBbIMU DaKTOpa-
MU: 00Jiee BBICOKOM 4acTOTON (PU3UUYECKOro Tpyla, BO-
BJICUEHHOCTBIO B TPABMOOTMACHbBIE BUIBI CIIOPTA, KYPEHU -
eMm u np. [20]. Temnsl nmporpeccupoBaHUs OOJIe3HU
B Tpynie MojoAblx nmauueHToB ¢ BAC ObLiu HuUXe,
YeM B OCTaJIbHBIX IPYIIax, YTO MOATBEPKAAeT OOIbIIYIO
TMOABEP>KEHHOCTh IeTeHepaTUBHBIM U3MEHEHUSIM HEPBHOM
CHUCTEMBI B IOXUJIOM Bo3pacte [19].

OrpaHuYeHUEeM JaHHOW pabdOThl ABJISIETCS TO,
YTO KIMHUYECKUE XapaKTEPUCTUKU OLIEHUBAIUCH TOJIBKO
MO0 NaHHBIM TOCIMUTAJbHOIO perucrpa. PaHee cpaBHU-
TeJbHBII aHaINU3 MOMYISIMOHHBIX U TOCITUTAIbHBIX pe-
TUCTPOB ITOKa3aJjl, YTO BO BTOPOM CJIydyae BhIIlIe BEPOSIT-
HOCTb MPEIB3SITOCTU IpU (POPMUPOBAHUY BHIOOPKHU [21].
B Pb nainueHThI 17151 MOATBEPXXAESHUS AUarHo3a Tpaau-
LIMOHHO HAIIPaBJISIIOTCS B 2 MEAUIIMHCKYE OpraHu3alliu,
rae u Benercs peructp BAC, onHako 4yacTh MallMEHTOB
MOTJIM O0palaTsesi B APYrue MENULIMHCKIE OpraHU3alui
III ypoBHs. 2KuTenu oTaajaeHHBIX pallOHOB pecnyOIuKU,
rpaHUYallIMX C COCETHUMU cyobekTaMu Poccuiickoit De-
Jepaluy, MOIJIM 00paIaThCsl B METUIIMHCKIE OpraHu3a-
LAY IPYTUX PETUOHOB U ITOTOMY HE MOl B Ha3BaHHbIN
perucTtp. B HEKOTOpPBIX Cilydasix MO3AHETO OOpalleHMs
32 MEIULIMHCKOM MOMOILBIO YK€ Ha pa3BEPHYTHIX CTAIUSIX
00JIe3HHU TTALIMEHTHI TAKXKE He HaIpaBIsIUCh B Yy, U 11~
arHo3 yCTaHaBJIMBAJICSI HAa MECTHOM YPOBHE.

BbiBOAbI

Takum obpaszom, 3a mociaegaue 12 et B Pb ormeyaeT-
cs pocT obeit 3adoneBaeMoctu BAC. [lepBbie nposiBiie-
HUsT 0OJIE3HU Yallle OTMEYAIMCh B CPEIHEM U TIOXUJIOM
BO3pacTe, cpeay NMalMeHTOB IIpeodIagaii XXUTEIM Cela,
moau ¢usndyeckoro Tpyna. MyxuuHsl yanie 6osenu bAC
B IpyIMIie ¢ Ae010TOM 10 45 JeT, y XKeHIIMH Yalle oTMeva-
Jlach OynbOapHasi ¢popMa 0ojie3HU. JIlnarHo3 yctaHaBJIM-
BaJICSl B CPEIHEM Yepe3 rojl MOcje MOSBISCHMS MEPBBIX
CHMIITOMOB, Y TIAIIMEHTOB C HayaJioM 60J1e3HU 1tociie 70 jieT
JIUarHOCTHKA JJIMJIACH IOJIbIlIe, YeM IIpu 00jiee paHHEM
TMOSIBJICHUY CUMITTOMOB. Bymy1ue uccienoBaHus J0KHbI
YTOUHMTD POJIb CPEIOBBIX (IIPOXKUBAHUE B CETHCKOI MECT-
HOCTHU, (pU3NYECKU Tpyd) U OMOJOTUUECKUX (TeHETUYe-
cKue, DHAOKPUHHbBIE U TIp.) pakTopoB B pa3Butuu BAC.
Heo6xonumMbl Takke aHaIU3 MPUYMH ITO3IHET0 YyCTAaHOB-
Jnenust nuarto3a BAC u mouck 6uomMapKepoB IJisl paHHEH
JIUAarHOCTUKM JaHHOTO 3a00JIeBaHMSI.
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