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BeepeHue. bokoBoit ammnoTpoduyeckuii cknepos (BAC) — nporpeccupyiolyee HelipogereHepaTuBHoe 3a60NneBaHue, Ko-
TOpOe BbI3bIBAET Mapanuy Mol U3-3a fereHepaLun MOTOPHbIX HeMpPOHOB. Mo UMelWUMCA AaHHbIM, 3aboneBaeMocTb
BAC B pa3sHbIx permoHax mupa cocranset ot 0,6 fo 3,8 ciyyas Ha 100 Teic. HaceneHus B rof. [JaHHble, NONYUYEHHbIE
B X0fe U3yyeHus anugemunonorunm BAC Ha permoHanbHOM YpOBHE, MOTYT MUCMONb30BATLCA NPU NNAHUPOBAHUU 06bEMA
MeAMLMHCKUX PECYPCOB, B YaCTHOCTM NS pacyeTa HEOOXOAMMOr0o PecnupaTopHOro 060pyA0BaHNA U CPEACTB HYTPUTUB-
HOW NOAJEPKKMU.

Llenb pa6oTbl — KAMHUKO-3NMMAEMUONOTMYECKUIT aHanu3 cnydyaes BAC, 3aperncTpupoBaHHbIX Ha TeppuTopun KpacHosp-
CKOro Kpas 3a nepuog 2018-2022 rr.

Matepuanbl U metoabl. bbin npoBefeH KNMHWKO-3NMAEMUONOrMYECKNi aHanu3 cnyyaeB BAC, 3apernctpupoBaHHbIX
8 KpacHosipckom kpae ¢ 2018 no 2022 r. [lns 3Toro UCnoib30Banuch AaHHble Cneuuanm3mpoBaHHoro kKabuHeta HepBHO-
MbiweyHoit natonoruu KIbY3 «Kpaesas knuHuyeckas 6onbHuLay r. KpacHospcka u KpacHoApcKoro KpaeBoro MeanLiuH-
CKOro MH(OPMaLMOHHO-aHAIMTUYECKOTO LeHTpa. Beputukauus fuarHosa ocylecteasnach B COOTBETCTBUM C obwenpu-
HAaTbiMKu KpuTepusamu EL Escorial u Gold Coast. ®PyHKUMOHANbHOE COCTOSHWE U CTENEHb HEBPONOTUYECKOTO AeduumnTa
oLleHMBaNuUCh ¢ nomoubio wransl ALS-FRS-R.

Pesynbratbl. 3a nepuog ¢ 2018 no 2022 r. 6bino 3apeructpuposaHo 78 cnyyaes bAC. 3aboneBaemocTb coctaBuna
0,54 cnyyas Ha 100 Tbic. HaceneHnms B roa. B 2022 r. nokasatenb pacnpocTpaHeHHoOCTH coctasun 1,16 cnyyasa Ha 100 Thic. Ha-
cenenus. CpoKkv AnarHocTUkM 3aboneBaHus BapbUpoBam OT 4 10 57 MEC, CPefiHee BPeMS YCTaHOB/EHWSA AMarHo3a CoCcTaBuio
17 mec. Y 6onblwnHCcTBA NauneHToB BAC Obin AMArHOCTUPOBAH NPYU CHUXEHMM OLEeHKHM no WwKane ALS-FRS-R Ha 7-11 6annos.
PasgeneHue nauneHToB Ha rpynnbl ¢ 6bICTPOW, CPeAHEN U MeIEHHOI ANAarHOCTUKOW KOPPENUPOBaO C OXULAEMON Npo-
AOMKUTENbHOCTbIO XW3HU. TTalMeHTbl, y KOTOPbIX AUArHO3 6biN YCTAHOBAEH ObICTPO, UMEIOT BoNEe BbICOKYIO CKOPOCTb
nporpeccupoBaHus 3aboneBaHus, 4To 00yCNOBANBAET HU3KYIO MPOACIKUTENBHOCTb XKU3HW.

BoiBoabl. Co3paHue cneuuanmsampoBaHHbIX NPMEMOB NO3BOAMT YAy4YWUTb [MArHOCTUKY U BeAeHWe naumeHToB ¢ BAC
¥ NNaHMPOBaTb 3aTpaThl HA NaNMaTUBHYIO NoMoLyb. PacTywas 3abonesaemocTb 1 BeisiBnseMocTb BAC noguepkuBaeTt He-
06x0[MMOCTb pa3paboTKu HOBBIX NOAXOA0B K IeYeHI0 U peabunutaumum 6onbHbIx BAC.
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Background. Amyotrophic lateral sclerosis (ALS) is a progressive neurodegenerative disease that causes paralysis
of muscles due to degeneration of motor neurons. According to available data, the incidence of ALS in different regions
of the world is from 0.6 to 3.8 per 100,000 population per year. Data obtained during the study of the epidemiology
of ALS at the regional level can be used in planning medical resources, in particular, calculating the necessary respira-
tory equipment and funds for nutritional support.
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Aim. Clinical and epidemiological analysis of ALS cases registered in the Krasnoyarsk region for the period 2018-2022.
Materials and methods. A clinical and epidemiological analysis of ALS cases registered in the Krasnoyarsk region from 2018
to 2022 was conducted. To do this, we used data from the specialized office of neuromuscular pathology of the Regional
Clinical Hospital in Krasnoyarsk and the Krasnoyarsk Regional Medical Information and Analytical Center. Diagnosis
verification was carried out in accordance with the generally accepted El Escorial and Gold Coast criteria. The function-
al state and degree of neurological deficit were assessed using the ALS-FRS-R scale.

Results. Over the period from 2018 to 2022, 78 cases of ALS were registered. The incidence rate was 0.54 cases per
100,000 population per year. In 2022, the prevalence rate was 1.16 cases per 100 thousand population. The time from
symptom onset to diagnosis of the disease ranged from 4 to 57 months, with the average time to diagnosis being 17 months.
Most patients were diagnosed with ALS when their ALS-FRS-R score decreased by 7-11 points. The division of patients
into groups of rapid, moderate, and slow diagnostic correlates with life expectancy. Patients who are diagnosed quickly
have a higher rate of disease progression, which results in a low life expectancy.

Conclusion. The creation of specialized centers will improve the diagnosis and management of patients with ALS
and plan the costs of palliative care. The increase in the incidence and detection of ALS emphasizes the need to devel-
op new approaches to the treatment and rehabilitation of patients with ALS.
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BBepeHue

bokogoii amnorpoduueckuii ckiaepo3d (BAC) — He-
YKJIOHHO Tporpeccupymollee HeilpoaereHepaTuBHOE 3a-
GoJieBaHMe, OOYCIIOBIIEHHOE JIeTeHepaleil Kak BEpXHHUX,
TaK ¥ HUXKHUX MOTOPHBIX HEMPOHOB, IMPUBOASIIIEE K ITPO-
TPECCUPYIOILIEMY TTapaIMdy MBI, OTBETCTBEHHBIX 3a ITPO-
n3BOJIbHbIE ABMXKeHUs1. XoTa BAC BcTpevaeTcsl peako,
OH OCTaeTcs1 HauboJiee pacIIPOCTPaHEHHBIM cpenu 60JIe3-
Hell MOTOHelHpoHOB [1]. ExXerogHo mosIBISIIOTCSI HOBBIE
JAHHbBIE O KJIETOYHBIX U MOJIEKYJISIPHBIX ITpolieccax, MpH-
Bomsaux K BAC, omHako ero naroreHes B HacTosIIee Bpe-
MsI OCTaeTcsl Majgou3yyeHHbIM [2, 3]. HoBble anuaemMuo-
JIOTMYECKME JaHHBIE MOTYT IIOMOYb ONMUCATh TeYCHUE
00JIC3HN U U3YYUTD €€ MOTeHIMaIbHbIe (haKTOPhI PHUCKa,
TEM caMbIM oOecIieunBas JoKa3aTeabHyo 0a3y ajs Oymy-
LIUX UccaenoBaHuii [4].

MHoOrouYucIeHHbIe UCCIeI0BaHMs IEMOHCTPUPYIOT Ba-
puabenbHbIe TToKazaTeau 3a0oaeBaeMocT BAC B pa3HbIX
perrioHax mupa: ot 0,6 10 3,8 cirydast Ha 100 ThIC. HaceIeHMsI
B rof [4—12]. HaubGonbiuas B XXI Beke 3a00J1€Ba€MOCTb
onucaHa B IlIBetyu u IloTiaHauu, e oHa COCTaBIISIET
3,8 ciyvas Ha 100 TeIc. HaceneHwus [5]. HanpoTtus, omHu 13
caMbIX HU3KHUX ITOKa3aTesieil cpeay M3y9eHHBIX PETMOHOB
3apeructpupoBaHbl B Kurae n Kanane: 0,8 u 0,6 ciyyast
Ha 100 TeIC. HaceJeHMs B Tol cooTBeTcTBeHHO [ 10, 12].

B Poccuu snuaemuonorust BAC octaercst MmaniousydeH-
HOIi, OTHAKO MMEIOTCSI JaHHbIe 00 OTHEJBHBIX rOpoaax
u pervoHax [13]. CornacHo rmpoBeneHHoMy B 2015—2016 .
AMUICMHUOJIOTMIECKOMY UCCIIETOBAaHUIO B CEBEPHOM YaCTH
MockBbsl, 3a601eBaecMocTh BAC coctaBuna 1,25 ciyyas
Ha 100 TeIc. HaceneHus B rof [ 14]. UccnenoBatenu u3 AKy-
TUM MoncyuTaiu 3abosaeBaeMoctb B 2005—2006 T, 1 oHa
coctaBuna 1,2 cimyyast Ha 100 ThIC. HacenaeHus 3a 2 roga [15].
0.M. CamomikuHa npoBoauia uccienoBaHue B CaHKT-
IletepOypre u JleHUHrpaacKoil objacTu U COOOIIMIa

o 3aboneBaemoct BAC, coctapnstioneit ot 0,59 no 1,0 ciy-
yas Ha 100 TeIC. HacesieHus B rof 3a nepuon ¢ 1992 mo 2004 &
[16]. E.B. IlepBymmHa ¥ COaBT. U3ydajd KJIMHUYECKYIO
xapakTepuctuky BAC B Pecnybnuke bamkoproctaH.
3a 3-netHuil nepuon HabmoaeHust — ¢ 2012 mo 2015 —
B permoHe 0bu10 ocMoTpeHo 60 manyenToB ¢ BAC, 4ro co-
OTBETCTBYET IIOKA3aTeJII0 3a00JIeBACMOCTHU B 3TOM PETMOHE
okos10 0,5 ciydast Ha 100 TeIc. HacesleHus B rof [17]. Takum
00pa3oM, U3ydeHHUe KIMHUKO-3IMUACMUOJIOTMUECKIX 0CO-
OEHHOCTEl MalMEHTOB, IPOXKUBAIOIIMX B OTIEIbHBIX PETU-
OoHax (CyObeKTax) CTpaHbI, SIBJISICTCSI aKTYaJdbHBIM JIsI
TOJIHOLIEHHOTO MpeAcTaBieHus1 00 anuaemuonoruu bAC
Ha Tepputopun Poccuiickoit @enepaiiiu, a Takke MO3BO-
JISIET TUTAHUPOBATh 3aTPaThl HA PECYPChl, HEOOXOAMMBIE TSI
OKa3aHUST MEIULIMHCKOM ITOMOIIIH.

Ieab HacTosiIIel padoThl — KIIMHUKO-3UISCMUOIOT -
yecKuit aHau3 cirydaeB BAC, 3aperucTprpoBaHHbBIX Ha TEP-
putopuun KpacHosipckoro Kpas 3a riepuon 2018—2022 rr.

Martepuanbi u metopbl

Hamu npoBeieH KIMHUKO-3ITUAEMHUOJIOTUYECKIIA aHa-
3 cirydaeB BAC, 3aperucTpupoBaHHBIX Ha TEPPUTOPUHI
KpacHosipckoro kpas 3a nepuon 2018—2022 rr. Yuety noj-
JIeXKaJI JaHHBIE CIIeUaTM3UPOBAHHOTO KaOMHETa HEPBHO-
mblievyHoit natoysorun KI'BY3 «KpaeBas kimHudeckast
oonbHULA I. KpacHosipcka» (KKB) u KpacHosipckoro kpa-
€BOr'0 MEIUIIMHCKOro MHGOPMAIlMOHHO-aHATUTUIECKOTO
HeHTpa. Mapupyruzauus namueHToB ¢ BAC npenrmnonara-
€T HauboJiee TIOJTHBIM OXBaT BCEX HOBBIX CJTyJaeB 3a00JieBa-
eMoctu B kpae. [1pu nogospennu Ha BAC Bpaun-HeBpoJI0-
1 KpacHosipckoro Kpast 1 . KpacHosipcka HaIpaBIIsiioT
MalMeHTa B KaOMHET HepBHO-MbIIIeYHO rmatosioruv KKb
C LI€JIbIO YTOUHEHMST IMarHo3a 1 peleHus Bolpoca o Ipei-
CTaBJICHUHU TIAIlMEHTa Ha BpaueOHYI0 KOMHMCCHIO TIEPE]I €ro
OCBUJIETEIbCTBOBAHUEM YUPEKICHUEM MEINKO-COLIMAITb-
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HOM1 aKcnepTu3sl. Bpauom kabrHeTa HEPBHO-MBILIEYHON
MaTOJOTUM 34 aHATU3UPYEMbI TIEPUOA 1 IO HACTOSIIEe
BpeMs BelleTCs YYeT U JMHaAaMU4YecKoe HabOIoaeH1e Taliu-
eHToB ¢ BAC, npoxuBaloiux Ha Tepputopun KpacHosip-
CKOTI'O Kpag, aHaJIM3UPYIOTC JaHHblE MEIULIMHCKON 10-
KYMEHTaLIUM, Pe3y/IBTaThl OIIPOCOB METOIOM TeIe(hOHHOTO
MHTEPBbHIO MALIMEHTOB U UX POICTBEHHUKOB. JIMHaMIyeckoe
HaOJII0IEHUE C OLIEHKOI peCcIUpaTOPHOTO U HYTPUTUBHOIO
CTaTyCOB OCYILIECTBIIsIeTCs He pexe 1 pasza B 3 Mec. Onpene-
JISIIOTCS TIOKa3aHUS M TIPOTUBOMOKA3aHUS K MPOBEACHUIO
pecnupaToOpHOI MOANEPKKHA U YCTAHOBKE MEePKyTaHHOM
SHIOCKOIMUYECKOM racTpoCTOMBI. JIJI 3TOro nauueHTa ro-
CIIUTAIM3UPYIOT B HeBposiornueckoe otaeneHue KKb, roe
OH HaxoAuTCs B MEepUONEPaAllMOHHOM Iepuoe MPU CO-
BMECTHOM KypallMM HEBPOJIOTOB, XUPYpra-sHAOCKOIMCTa
U CIEeLUUaJTUCTOB MYJbTUAUCUUIUIMHAPDHONW OpuUTraibl.
B cJ1OXXHBIX AMarHOCTUYECKUX CIyYasiX MallieHTa OTIIpaB-
JISIIOT Ha KOJUIETHAaIbHBI OCMOTP, OPraHM30BaHHbBIN CO-
TpyIHUKaMU Kadenpbl HEpBHBIX 0oJie3Hel, Kadenpbl Me-
JMULIMHCKOM TeHETUKM U KIMHUYECKON Helpo(hU31O0IOT1H,
a Takxke Kadeapbl GU3NIECKoi 1 peabMINTalMOHHOM Me-
IuLMHBI KpacHOSpCKOro rocyiapcTBEHHOTO METUIIMHCKO-
IO YHUBEpCUTETA.

Bcem HaxomsimMmcs Mo HaOMOAeHWEeM MalueHTaM
MPOBOIMJIUCH OLIEHKA HEBPOJOTMYECKOTO 1 O0IIIeCOMaTH -
YeCcKOro craTyca, Urojpyatasi aJeKTpoHelpoMuorpabus
(DHMT'), MarHUTHO-pe30HaHCHAas TOMOTpadusi TOJIOBHOTO
MO3Ta U MOPakeHHOIo CErMEeHTa CIIMHHOIO MO3ra, CIIMpO-
MeTpus1 (B OCHOBHOM MYHIIITYYHas1, TP HEOOXOAUMOCTU —
MacoyHasi), aHTpOIOMeTpus1 (M3MEPEeHUE POCTa, MacChl TeJa,
oxBaTa TaJluu 1 Oefiep), J1adopaTopHbIe UCCeToBaHus (pa3-
BEPHYTHIN aHAIU3 KPOBU, ONpeaeIeHUe YPOBHEN KpeaTuH-
(ochokmrHa3bl, JaKTaTAETuIpOreHa3bl, aJaHMHAMUHOTPAHC-
depaspl, acmapraTaMuHOTpaHchepasbl, KpeaTUHUHA,
MOYEBMHBI, 00111eTO Oeika, C-peakTMBHOIO Oejka, peBMa-
TOMIHOTO (haKTOpa, MOYEBOI KUCIOTbI, aHTUTEN K KJIellle-
BOMY 3HIIE(DATUTY U JaitM-0oppenno3y). MakyasraTuBHO
MPOBOAMIUCH NOMOTHUTEIbHBIC 00C/IeI0BAHNS; UCCIeN0Ba-
HME aHTUTEJ K alleTUIXOJMHOBBIM pelienTopaM, UCCenoBa-
HME Ha aHTMHEWPOHAaIbHbIE aHTUTEJNA, AaHATM3 CYXMX KaIleJlb
KPOBH Ha JIM30COMHBIE 3a00j1eBaHMs, 00JIe3HM HaKOILICHU I
U CIIMHAJIBHYIO MBIIIEYHYIO aTpOdUI0, CTUMYJISIIMOHHAS
OHMTI (¢ aekpeMeHT- 1 THKPEMEHT-TECTOM ), TeHETUUECKOE
TECTUPOBAHUE, OHKOIIOMCK, MAaTHUTHO-PE30HAHCHAST TOMO-
rpadus Wi MyJBTUCIIMPaTbHAS KOMITbIOTepHas ToMorpachust
C KOHTPACTHBIM YCUJICHUEM MSITKUX TKaHel 111eu, pecrpa-
TOPHBII KAPAMOMOHUTOPYHI, PEHTTEHOCKOITUS MTUIIIEBO/IA,
¢ubporacTpoayoJeHOCKOITHSI.

Bepuduxkanuus nuartosa ocyiiecTBiasjiach Mo oolie-
MPUHATBHIM TlepecMoTpeHHBIM KpuTepusim El Escorial,
a Takxe kputepusiMm Gold Coast oT 2019 1.

CornacHo nepecmoTpeHHbIM KputepusiMm El Escorial,
JIMarHo3 «1ocToBepHblil BAC» craBuiics Mpy HATMYUN PH-
3HAKOB MOpaXKeHUsI BEPXHET0 M HIDKHET0 MOTOHEWpOHa
Ha 3 ypoBHsX u3 4. IlpusHaku cMmellaHHOro mnapesa
Ha 2 YpOBHSIX, a TaKxKe nepudepruueckoro napesa Ha 1 ypoB-

He (pacrojIoKeHHOM POCTPAIbHO) MO3BOJISIM YCTAHOBUTh
JIarHo3 «BeposiTHbIN BAC». Ecy KIIMHUYECKY BBISIBSIICS
1 ypoBeHb MOpakeHUsI, HO UMEIUCh CIeIMDUUECKUe 13-
MeHeHMs 110 faHHbIM DHMI Ha 2 npyrux ypoBHSIX, CTaBUJI-
Cs1 IMATHO3 «BEPOSITHBIN, JJAOOPAaTOPHO MOATBEPXKIACHHBII
BAC». [luarnos «Bo3MoxHbIt BAC» cTaBuv pyu HATMYUU
MPU3HAKOB CMEIIAHHOTO Iape3a Ha 1 ypoBHe 1100 mepu-
(epuueckoro napesa ¢ NOATBEPXKAEHUEM IO JAHHBIM
OHMI Ha 2 apyrux ypoBHsix [ 18, 19]. Kpurepun Gold Coast
MpUMEHSUIUCH B HonojHeHue K kputepusMm El Escorial
B TOM cJiyyae, KOTia y mauueHTa ObL1o 3atUKCUPOBAHO
Mporpeccupylolnee MopaxeHue HIKHET0 MOTOHEpoHa
Ha 2 YpOBHSIX U 0oJiee, 6e3 TPHU3HAKOB MOPAKEHUs BEpXHEe-
ro MOTOHEpPOHa, HO IIPU 3TOM OBLIM MCKIIIOYEHBI BCE
OCTaJIbHbIe BO3MOXKHBIC IIPUYUHBI TTepU(EPUIECKOro IMa-
pe3a [20]. B peructp BHOCHIM MAaLIMEHTOB, OTHOCSILLIMXCST K
JIOCTOBEPHBIM U BEPOSITHBIM.

DyHKIIMOHAIBHOE COCTOSIHUE U CTETICHb HEBPOJIOTH -
YyecKoro aeduimra oueHuBanuch no mkaie ALS-FRS-R
(pacipeHHast Bepcus IIKaJIbl BKJIIOYAET TaHHbIC PECITU-
paTOPHOTIO CcTaTyca).

Hcnob30Baivich METOABI ONMCATEIbHOM CTATUCTUKU,
HemapaMmeTpuieckuii Kpurepuii Kpackena—Yosumica mist
CpaBHUTEIbHOTO aHanmu3a. CratucTudeckass oopaboTka
ObLja ITpoBeieHa ¢ UCIIOJb30BaHUEM IPOTrPAaMMHOT0 00e-
crnieyeHus Statistica 13 Bepcun.

Pe3synbrathbl

B xabunere HepBHO-MbIIeuHO# martojorun KKb
3a 2018—2022 rr. 6bUI0 OCMOTPEHO 78 MALIMEHTOB C BIIEPBbIE
YCTaHOBJIEHHBIM rarHo3oM BAC, cpemy Hux 45 (57,7 %)
Myx4auH 1 33 (42,3 %) xkeHiuHbI. K KOHITy yKazaHHOTO Tie-
pviona 1o HabJoneHreM Haxomauioch 33 (42 %) manueHTa.
3a ToT Xe Tnepuon 3adpukcupoBaHo 45 (58 %) meTambHBIX
ncxonoB. B 2018 1. 6b110 BeIsIBIIEHO 11 (14 %) HOBBIX CiTy4JacB
BAC, 820191 — 16 (20,5 %). B 2020 1 2021 IT. ©MeJI0 MECTO
HeOOJTbIIIOE CHIDKEHUE, CBsI3aHHOoe ¢ TaHaeMmueit COVID-19:
B 3TOT Mepyro, ObII0 JuarHocTrupoBaHo 15 (19,25 %) HOBBIX
cirydaeB 3a0oseBaHus B rojl. I1ocse crabrzaiuu ariaeMuo-
JIOTMYECKOI CUTYallMM OTMEYAJICSl POCT BBISIBIISIEMOCTH (3a-
6oseBaeMocTH), U B 2022 1. nuarHo3 BAC ObuT ycTaHOBJIEH
B21 (27 %) cnyyae (puc. 1).

MakcumanbHas 3a001eBaeMOCTb Obl1a 3a(hMKCHUPOBa-
Ha B 2022 1. u coctaBuia 0,73 ciaydas Ha 100 Teic. Hacele-
Hug (puc. 2). Takum oopasom, B riepuo ¢ 2018 mo 2022 1.
CpenHuii IToKa3artesb 3aboneBaeMocT coctaBui 0,54 ciy-
yasg Ha 100 TeIc. HacesieHUs B ron. PacnmpocTpaHeHHOCTh
BAC 3a 2022 1. coctaBuia 1,16 cirygast Ha 100 TeIC. Hace-
JICHUSI.

B o06111eit Koropte 600JIbHBIX TTPeobIagaIu My>KUMHBI;
COOTHOIIIEHWE MYXYMH W XCHIIUH cocTaBujio 1,36:1.
Cpennuii Bo3pact (Me [P25; P75]) Ha MOMeHT MaHude-
cranuy 3a0ojeBaHus cocTtaBuia 58 [49,8; 65,5] neT.

BoxoBoii aMuoTporuecKuii CKIEPO3 SIBISIETCS KU -
HUYECKM TeTepOreHHBbIM 3a00sieBaHreM. B KpacHosipckom
Kpae y 00JIbHbIX OTMEYIUCh CIIEAYIOIINEe OCHOBHBIE (hOp-
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Fig. 1. Number of patients with newly diagnosed amyotrophic lateral sclerosis

Mbl BAC: GynbbapHas (23 (29 %) ciydast), 1eiiHO-rpyaHast
(38 (36 %) cnyyaeB) u mosicHUYIHO-KpecTioBas (26 (33 %)
ciaydaeB). Eie 1 ciydaii ObLT IIpeacTaBieH peaxkoi (popMoit
00JIe3H1 MOTOHEMPOHA — IIEPBUYHBIM OOKOBBIM CKJIEPO30M.
Ha puc. 3 npuBeeHo 4ncio auyeHToB ¢ pa3HbIMU (hopMaMu
3a00JIeBaHMS C pa3eIeHUEM 110 TTOJIOBOMY ITPU3HAKY.
Bospact Ha MOMEHT MpOSIBIIEHUST TIEPBbIX CUMIITOMOB
3a00J1eBaHMs MALMEHTOB C pa3HBIMU KIIMHUYECKUMU (Dop-
mamu BAC nipuBeneH Ha puc. 4. CpenHuii Bo3pacT MaHUpe-
cTaumu 1151 6yapbapHoii hopmbl BAC coctaBui 62,2 rona,
IUJIS IIeMHO-TpyIHON — 55,75, N1 MOSICHUYHO-KPECTLO-
Boii — 55,8. CTaTUCTUYECKU 3HAUYMMBIX BO3PACTHBIX OT-
JIMYWI B TpyTIIax ¢ pa3Hoil (popMoii 3aboieBaHUS TTOTY-
yeHo He 0bL10 (TecT Kpackena—Yosummca, p = 0,1946).
BaxxnbiM BorpocoM 1ipu padorte ¢ manueHtamu ¢ BAC
SIBJISIETCSI TIPOJOJDKUTEIBHOCTD ITEPHOoa OT MOMEHTA ITPO-
SIBJIGHUSI TIEPBBIX CUMITTOMOB JI0 OKOHYATEIbHOTO YCTAHOB-
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Puc. 3. Pacnpedesenue mysicuun u scenuyun no goopmam 60K08020 amuompo-
puueckoeo ckneposa. «b» — yavbapuas; «IlID> — weiino-epyonas; «I1K» —
nosicnuuno-kpecmuyosas; «I1bC» — nepguunbiii 60K0801l CKAepO3

Fig. 3. Distribution of men and women according to the forms of amyotroph-
ic lateral sclerosis. “B” — bulbar; “CT” — cervicothoracic; “LS” — lumbosa-
cral; “PLS” — primary lateral sclerosis
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Fig. 2. The incidence of amyotrophic lateral sclerosis in the Krasnoyarsk
region for the period from 2019 to 2022 per 100 thousand population

JieHust auarHo3a. E Palese 11 coaBT. B cBoeit paboTe MpUBOAST
JAHHbBIE O TOM, YTO IEPHOJT YCTAHOBJICHUST AMAarHO3a COCTaB-
astet ot 10 go 16 Mec [21]. TTanmeHThI, TPOXMUBAIOLIME Ha
Tepputoprr KpacHOSIpcKoro Kpasi, oTy4ajiv CBOi TUarHo3
B cpeaHeM 3a 17 Mec. My:KuMHBI OJyYaId JUarHo3 3a re-
puox 16,5 Mec, sKeHIITUHBI — 3a repron, 17,3 Mec, CTaTUCTH-
YeCKM 3HAYMMBIX Pa3IMIuil B CPOKAX YCTAHOBJICHMS qra-
THO3a B 3aBUCUMOCTH OT T10J1a mojiydyeHo He ObLio (T-test
p=0,78, U-test p = 0,66). MennaHa BpeMeHU YCTAHOBJICHUS
JuarHosa coctasuia 12,5 [7,0; 24,75] mec. MUHUMAJTBbHBIN
CPOK, 3a KOTOPBI YCTaHABIMBAJICS JUATHO3, COCTaBIII 4 Mec,
MaKCHUMAaJIbHBIN — 57 Mec.

PazgenuB nmalueHToB 1Mo 25-My U 75-My NEepLIEHTUIIO,
MOXKHO BBIJIEJITh TPYIIbI MALMEHTOB ¢ ObICTpoit (rpyrma I),
cpenHeit (rpymnma II) u mennennoit (rpymma I1I) ckopocThio
IUaTHOCTMKU. B majbpHeiieM i U3ydeHUsT BIUSTHUS
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Puc. 4. Bospacm na momenm manugecmayuu 3a0601e6aHuUs 8 2PYNNAX C PA3-
HbIMU hopmamu 60K08020 amuompoguueckoeo ckaeposa. «b» — 6yavbapras;
«llIT»> — weiino-epyonas; «I1K» — noacnuuno-kpecmuyosas; «[15C» — nep-
BuUUHbLI O0K08OII CKAEPO3

Fig. 4. Age at the time of disease manifestation in groups with different forms

of amyotrophic lateral sclerosis. “B” — bulbar; “CT” — cervicothoracic; “LS” —
lumbosacral; “PLS” — primary lateral sclerosis
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CPOKOB TUarHOCTUKU Ha OOIIYI0 MPOAOKUTEIbHOCTh
JKU3HM OYIyT UCTIOJIb30BaHBI TaHHBIC 00 YMEPIIMX ITally-
eHTax (n =45).

BricTpas ckopocTsh AuarHocTukd. B rpyniy I Bouiu nma-
LIMEHTBI, KOTOPHIE TTOIYYMIU CBOM AMArHo3 ObICTpee BCEX,
a UIMEHHO 3a nepuon <7 Mec. B maHHOI Tpyrme cpeaHee
BpeMsl YCTaHOBJICHMs AWarHo3a COCTaBUJIO 5 Mec,
a CpeIHsIsl MPOMOJIKUTEIBHOCTh KU3HU TalleHTa T0C/Ie
yCTaHOBJIEHUS nMarHo3a — 9 Mmec. B aTy rpynmny Bouiu
10 manyeHTOoB, ¢ mpeobaagaHueM JIUL My>KCKOTo moJia (co-
OTHOIIIEHUE MY>XUMHBI/>KEHIUHBI cocTaBwiio 4:1). [pymnma
I npencrapneHa 3 ocHoBHbIMU (hopmamu BAC: Oyi0apHoOit
(3 (30 %) cnyyas), weitHo-rpynHoit (6 (60 %) ciyyaes)
1 nosicHaHo-KpecTioBoi (1 (10 %) ciyyait). CpemHsist ipo-
JOJDKUTETbHOCTD KU3HM MALMEHTOB C OBICTPO YCTAaHOBJIEH-
HBIM IHarHo3oM coctaBwia 13,6 Mec. [1pu OynbpbapHO
(opme 3apervcTprpoBaHa camasi HU3Kasl CpeTHsIsI ITPOI0JI-
JKUTETbHOCTD XKW3HU, cocTaBuBIlasg 11 Mec. Y maimeHToB
C IEWHO-TPYIHOU U MOSICHUYHO-KPECTLIOBOU hopMaMu
BAC naHHbIi TOKa3aTenb paBeH 14 1 18 Mec cOOTBeTCTBEH-
Ho. JlaHHas TpyIIa CTaTUCTUYECKU 3HAYMMO OTIMYaiach
OT 2 IpYTX IO CpoKaM OOIIEH TPOAOKUTEIbHOCTH XKU3HU
nauueHToB (Tect Kpackena—Yomuca, p <0,001). Meauana
BO3pacTa Ha MOMEHT MaHudecTalu 3aboneBaHust — 59 [56;
69] nmet. CTaTUCTUYECKU 3HAYMMOM pa3HUIIBI B BO3pacTe
MeXXIy TpyrnamMu He BbisiBiIeHo (p = 0,27).

st mauMeHTOoB rpynmbl 1 Obl1a TTomcyuTaHa cymMMa
6asutoB no mkane ALS-FRS-R Ha MoMeHT ycTaHOBIeHUS
nuar”o3sa. Y 80 % nalyeHToB AMarHo3 ObUT BepuUIIMpO-
BaH MpHU IoKa3areasx wKaabl 35—42 6anna. MeauaHa
cymMmbl O0astoB o mkane ALS-FRS-R Ha MoMeHT ycTa-
HOBJIeHUs nuarHosa cocrtasuia 37 [35,0; 38,75] 6amnos.
IMaumenTsl Tepsuim 1o 1 6amny kaxapie 12 [11,0; 14,7] nHeit
(p <0,005). CpenHsisi cyMmMa 6a/UI0B Ha MOMEHT JIETaJIbHO-
ro ucxona cocrasuia 18 [10,75; 21,5]. AuHamMuKa CyMMBI
6amioB no mkaiae ALS-FRS-R anst mauueHTOB rpyImnbl
I npencraBneHa Ha puc. 5.
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IToMuMo OBICTPOIT MOTEPU DYHKLIMOHAIBHOIO CTaTy-
ca (HapacTaHMS HEBPOJIOTMYECKOro AehUIInTA), TallUeH -
ThI U3 TPYIIbI | 04eHb OBICTPO Tepsiu B Macce Tena. Cpen-
HsSl Macca Tejla MallMeHTa Ha MOMEHT MaHubecTaluu
3a0oJieBaHus coctaBmia 89 [81; 92] k. I1pu 3TOM cTaTu-
CTUYECKOM pa3HULIBI MEXITy TPyIIIaMU B KCXOIHBIX Tapa-
MeTpax He BbIsiBiIeHO (p = 0,7226). CpenHsiss Macca Teia
MalyeHTa Ha MOMEHT YCTaHOBJICHUS TMarH03a COCTaBuIa
80 [75; 85] xr (p = 0,1252). [TaureHTHI TepsUIA 1 KT Macchbl
tesa kaxnpie 18 [14; 20] nueit (p = 0,0003). CpenHsisa Mac-
ca TeJa MalMeHTa Ha MOMEHT JIETaIbHOTO MCX0/a COCTa-
Buia 68 [52,5; 70,75] kr (p = 0,1269).

[pyanHEI TeTaabHOrO Mcxona B rpyrre I: mbixaTenbpHast
HemocTatouHOCTh — 70 % (n = 7), ocTpass KOpoHapHasi
cMeptb — 10 % (n = 1), cyuuun — 10 % (n = 1), cencuc —
10% (n=1).

ITockobKy B HacTOsIIIee BpeMsI HE CYILIECTBYET Tepa-
MU, CIIOCOOHOM pamuKadbHO U3MEHUTh «TPACKTOPUIO»
00JIC3HM, Ha TICPBBIM TUTAH BBIXOISIT METOIbI CUMIITOMA-
TUYECKOW Tepaluu, B OCOOEHHOCTU pPECIMpaTOPHOI
W HYTPUTUBHOM TToguepkku [22]. B rpymnne I numena mecto
HU3Kasl YaCcTOTa MOJHOLIEHHO OKa3aHHOM IMa/yTMaTUBHOM
nomoinu. JAsym (20 %) maumeHTaM ObLTa YCTaHOBJIEHA
ractpocromMa, eie 2 (20 %) marmeHTaM IIPOBOAMIIACH Pe-
crnupaTopHas nonaepxka. [1pu Gosiee neTajabHOM pac-
CMOTPEHUH KEMCOB 0Ka3aJoCh, YTO B OAHOM M3 CIy4acB
racTpoCcToMa yCTaHaBJIMBaJIach IPY XKU3HEHHO eMKOCTH
nerkux <50 %, 4To SIBIsIETCS OrpaHMYEHMEM K OIlePaTHUB-
HOMY BMeIlIaTeJIbCTBY. HecBoeBpeMeHHasl ycTaHOBKA Ta-
CTPOCTOMBI CITPOBOLIMPOBAja YXYAIIEHUE NbIXaTeJIbHOMN
GYHKIMM, U TIepUOA XU3HU TMallMeHTa Iocje onepaiuu
cocTaBua Bcero Mecsil. CBOEBPeMEHHO PECIIMPATOPHYIO
nonnepxkky momyuui 1 (10 %) manumeHT, y KOTOPOTo Jibixa-
TeJbHbIC HapylIeHUs ObUTM 3aMKCUPOBAaHbI HA paHHUX
CcTaaMsIX IIPU HOYHOM mysibcokcumeTpuu. C yueToM uc-
T10JIb30BaHMsI HEMHBAa3MBHOM UCKYCCTBEHHOM BEHTWIISLIII
JIETKMX 0011181 ITPOIOJIKUTEIEHOCTD XKM3HU JaHHOTO T~
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= [laument 2/ Patient 2
MNauwent 3 / Patient 3
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Mauuent 9/ Patient 9
Nauwent 10/ Patient 10
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7 mec/ 7 months

9 mec/ 9 months
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12 mec/ 12 month
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23 mec/ 23 months

Puc. 5. JJunamura cymmor 6anrn06 no wikase ALS-FRS-R 015 nayuenmog ¢ 6bicmpoii duaenocmukoii (epynna I)

Fig. 5. Dynamics of total scores on the ALS-FRS-R scale for patients with fast diagnosis (group 1)
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€HTa cocTaBuiIa 18 Mec, OTHAKO OH U €ro POACTBEHHUKU
OTKa3aJIMCh OT IIPOBEIECHUSI TACTPOCTOMMHU, YTO 3aTPyIHU-
JIO KOPPEKIIHUIO HYTPUTUBHOM HEIOCTATOUHOCTH.

Cpennsas ckopocTh aarHocTuku. B rpynny I Bonuiu
25 MalMeHTOoB, Y KOTOPBIX MEePUO Bepr(PUKAIIMK qUarHo3a
cocTaBWI OT 7 10 25 Mec BKIounTesbHO. Cpend HUX HeT
MoJI0BOTO npeodnaganus (MyskunH 13 (52 %), >KeHIIWH
12 (48 %)). MennaHa Bo3pacTa nmalueHTa Ha MOMEHT MaHU -
(ecrauu 3aboeBaHus coctaBmia 59 [55; 66] ner (p = 0,27),
cpeaHuit epyon nuarHoctuku — 14 mec (p <0,001), cpenHsist
TPOIOJIKUTEILHOCTD XKM3HU MALIMEHTa ITOC/Ie YCTAHOBICHMSI
nardos3a — 17 mec (p =0,08), MenuaHa o011el POAoSDKITE b
HOCTH X13HM — 26 [21; 36] Mec. B rpyrme 11 (44 %) manyeH-
TOB ¢ OyIBOapHoit hopMoit 3aboeBanyist, 3 (12 %) — ¢ meitHo-
rpyaHoi, 11 (44 %) — ¢ MOSICHUYHO-KPECTIIOBOI.
[IpomoKUTENPHOCTD XXKM3HU OblJTa MUHMMAJIBHOM y Ta-
LIMEHTOB ¢ OyJIbOapHOIl (hOpMOIi U cocTaBuiIa B CpeaHEM
28 mec.

Ouenky o mkajne ALS-FRS-R B quanaszone ot 35 no
43 GayToB HA MOMEHT YCTaHOBJICHUS IMarHo3a nMeiu 85 %
naLueHToB. MenuaHa cyMMbl 6asutoB 1o 1Kane ALS-FRS-R
Ha MOMEHT yCTaHOBJIeHUs [uarHo3a cocrasuia 41 [37,0;
41,75] 6amn (p = 0,6272). IMauuents! rpynisl 11 Tepsm
no 1 6anny kaxnapie 28 [23,0; 34,2] aHeit, 4To 3HAYMMO OT-
Jyasoch ot rpynm 1 u 1T (p <0,005). MenuaHa olieHKY Ha
MOMEHT JIETaJIbHOI'O McXoa Oblia MEHBIIIE, YeM Y OCTalIb-
HBIX Tpymni, U coctaBwia 9 [8,0; 19,5] 6amnos (p = 0,2).
JrHaMyKa CyMMBI 0aJIJI0B /IS KasKIOTO MallMeHTa U3 TPyII-
bl 11 npeacraBieHa Ha puc. 6.

CpenHsist Macca Tejla IalMeHTa Ha MOMEHT MaHudecTa-
M 3aboneBanus B rpynne 11 cocrasisuia 84 [69; 92] kr
(p =0,7226), cpenHss Macca TeJla HA MOMEHT YCTaHOBJIE-

Hus1 muarHo3a — 71 [60; 80] kr (p = 0,1252). [TarmeHTH
Tepstan 1 Kr Maccel Tena Kaxabsie 30,1 [23,1; 54,2] aus
(p = 0,0003). CpenHsst Macca Teja MalMeHTa Ha MOMEHT
JieTajbHOro ucxona — 56,0 [46,3; 60,5] xr (p = 0,1269).

CBoeBpeMeHHasl ¥ TTOJIHOLICHHAs TaJlJIMaTUBHA T10-
MOIIb MareHTaM u3 rpymnimsl 11 okazana B 60JIbIeM 4uc-
ne ciydaeB. Beero mposeneno 5 (20 %) ractpocToMuid,
5 (20 %) yctaHOBOK Ha3zoracTpajibHOTO 30HHa, 17 (68 %)
MMaIMEHTOB TOJIyJalld CIIeLIMabHOE JIeYeOHOE TTMTaHuE.
Ha HemHBa3MBHOI MCKYCCTBEHHOI BEHTUJISILIMM JIETKUX
Haxoauyioch 4 (16 %) mamueHTa, Ha WHBa3UBHOM —
6 (24 %). I1o cTpyKType JIeTaIbHBIX UCXOIOB ITpeobiaaimn
CJIyyau IbIXaTeJIbHOM HeA0CTaTOYHOCTH — 56 % (n = 14),
CJIydyau cercKca ¢ pa3BUTUEM CENITUYECKOro 1moka — 32 %
(n =8), a TakKe CIydan OCTPOii cepaedHom cMepth — 12 %
(n=13).

Menniennas ckopoctb quarHoctuku. B rpymmy 111 Boii-
ym 10 manmMeHToB CO CPOKOM IUATHOCTUKM OT 26 10 57 Mec
BKJIIOUMTEIbHO. CpellHee BpeMsl yCTaHOBJICHUSI AUarHo3a
B IaHHO IPYIIIE COCTaBUJIO 32 MecC, a TOCIIEAY IO T1e-
PUOJI XKU3HHU C YK€ YCTAHOBJICHHBIM THarHo30M — 17 Mec.
Ipynmna npeacrasiaeHa 7 My>XXKUMHaMU U 3 XKeHILWHAMU
(cooTHoOIIEHWE MYKUMHBI/XKeHIIUHbBI — 2,3:1). MenuaHa
BO3pacTa IaleHTa Ha MOMEHT ITPOSIBIICHMSI TIEPBbIX KJTH-
HUYECKUX CUMIITOMOB cocTaBmiia 57 [49; 60] jet, uto He
HMMEJIO CTaTUCTUYCCKM 3HAYMMBIX OTJIMYMI OT TAKOBOI'O
rnokazaTeJisl B ocTalbHbIX 2 rpyrnnax. B rpynme 111 otcyr-
CTBOBAJIM MallMEHTHI ¢ Oyab0apHoiil hopmoit BAC, onHako
LIeAHO-TPYAHAs U MOSICHUYHO-KPeCTUOBast (DOpMbI ObLIN
TpeaCcTaBJIeHbI B paBHOM KomdecTBe — 1o 5 (50 %) coy-
yaeB Kaxnaas. O0I1ast Ipoa0/KUTEIbHOCTh KU3HU Tally-
€HTOB OTJIMYaJach OT TaKOBOW B OCTaJbHBIX I'PYyMIIax
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Puc. 6. JJunamura cymmor 6a1106 no wiane ALS-FRS-R das nayuenmog co cpedueti ckopocmoio ouaenocmuxu (epynna 11)

Fig. 6. Dynamics of total scores on the ALS-FRS-R scale for patients with an intermediate diagnostic rate (group I1)
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47 mec/ 47 months
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Puc. 7. Jlunamuia cymmot 6a1106 no wixanre ALS-FRS-R dns nayuenmog ¢ medaennoi duaenocmuxoi (epynna I111)
Fig. 7. Dynamics of total scores on the ALS-FRS-R scale for patients with slow diagnosis (group 111)

U cocTaBmia 48 Mec, MpUYeM Kak MpH IICHHO-TPYIHOM,
TaK U MpU MOSICHUYHO-KpecTLoBolt (popme BAC.

TTamuenTs! u3 rpynisl 111 nMenu 6onee nmoyoruii rpa-
(UK cHIXKeHMsT GYHKIMOHAIBHON aKTUBHOCTU, KOTOPBIIA
MbI pukcupoBanu 1o mkaie ALS-FRS-R. B cpennem na-
LIMEHTHI Tepsiiu 1o 1 6amry Kaxnbie 28 [23,0; 34,2] nHeit
(p <0,005). ITpu aToM cymMmbI 6awioB 110 1mikane ALS-FRS-R
Ha MOMEHT YCTaHOBJICHMS TMarH03a M1 HAa MOMEHT JieTaJlb-
HOT0 MCXO/Ia HE OTJIMYAINCh OT TAKOBBIX B OCTAIbHBIX TPYII-
max u coctaBwiau 39 [30,0; 41,75] u 11 [9,25; 16,0] 6annos
COOTBETCTBEHHO. Puc. 7 meMOHCTpUpYET IMHAMMKY CYMMBI
6asutoB no mkaue ALS-FRS-R mia rpynmsr 111

B rpynne III mauueHTHl Takke TepsIM B Macce Teja
B Mepuoj 00JIe3HU, OJHAKO CPEAHSISI CKOPOCTh MOTEPH

Macchl ObUIa TOpa3no HIXKE, YeM B OCTAJIbHBIX TPYIIIAX,
u cocTaBuia 1 kr kaxaeie 66 [45,7; 91,0] oueit (p <0,001).
CpenHue Macchl TeJla allieHTa Ha MOMEHT 3a00JIeBaHUs
M Ha MOMEHT JIETaJIbHOTO MCXO/a CTaTUCTUYECKHU HE OT-
JINYAIUCH OT TaKOBBIX B IPYIMX IPyIIax U COCTaBUIN
83176,5;91,5] u 58 [50; 69] KT COOTBETCTBEHHO.

Cpeay mauyeHToB JaHHOM rpyrmsl Toabko 1 (10 %)
OblIa yCcTaHOBJIEHA ractpocTtoMa, 7 (70 %) maimeHToB U3
10 HaxoaUIMCh Ha BEICOKOKAJIOPUIHOM (CIeIMaan3Upo-
BaHHOM) IUTaHUU. PecrnmupaTopHyIo MOAIEPXKKY MOJTY-
yum 5 (50 %) nanyeHToB (HEMHBa3UBHYIO — 2 TIAllMEHTa,
WHBa3MBHYIO — 3).

7151 6OJIBIIIeH HATJISIAHOCTH BCE MEePEYMCIICHHBIC Ma-
paMeTpsl U1 3 TPy IPUBEIEHBI B TA0JIUIIC.

CpasnumenvHas xapakmepucmuka epynn nayuermos ¢ pasHoviMu nepuooamu yCmaroaeHus OuazHo3a
Comparative characteristics of groups of patients with different periods of diagnosis

Parameter

Group 1
“Fast diagnostic rate”
(4—6 months)

Group III
“Slow diagnostic
rate” (26—57 months)

Group IT
“Intermediate diagnostic
rate” (7—25 months)

CpeIHHi CpOK YCTaHOBJICHHS TUarHo3a, Mec 5
Average diagnosis time, months

Bospact Ha MOMeHT MaHU(ecTauK 3a001e-
BaHug (Me [P25; P75]), net

Age at the time of disease manifestation (Me [P25;
P75]), years

TTpoaoKuTeIbHOCTh XKU3HU TMOCJIE YCTAHOB-
JIEHUS IUarHO3a, MEC 9
Life expectancy after diagnosis, months

O06111ast TPOIOJDKUTEIBHOCTD KU3HHI
(Me [P25; P75]), mec
Total life expectancy (Me [P25; P75]), months

59 [56,0; 69,0]

13,5[10,25; 15,75]

14 32 <0,001
59 [55,0; 66,0] 57 [49,0; 60,0] 0,27

17 17 0,08
26 [21,0; 36,0] 4839,75;53,25]  <0,001



Opueunanvhsie uccaedosanus | Original reports

HepBHo-Mblweunbie O JIE3HH

Parameter

Group 1
“Fast diagnostic rate”
(4—6 months)

Ouenka 1o mkaine ALS-FRS-R Ha MoMeHT
ycTaHoBJIeHUs1 nuarHosza (Me [P25; P75]), 6amr
ALS-FRS-R score at the time of diagnosis

(Me [P25; P75])

JIMHaMKKa CHYDKEHUS OLIEHKH 10 IIIKajie
ALS-FRS-R (xomuuectBo 6ayioB 3a 1 Mec)
Dynamics of ALS-FRS-R score decline (number
of points per month)

2,4

OlLieHKa Ha MOMEHT JieTaJIbHOTO ncxona (Me
[P25; P75]), 6ann
Score at the time of death (Me [P25; P75])

Macca tera Ha MoMeHT MaHubecTanuu (Me
[P25; P75]), xr

Weight at the time of disease manifestation (Me
[P25; P75]), kg

Macca Tesia Ha MOMEHT YCTaHOBJIEHUST 1A~
rHo3a (Me [P25; P75]), kr
Weight at the time of diagnosis (Me [P25; P75]), kg.

CKOpOCTh IMOTEPU MACCHI TeJla, KT/Mec 1.7
Weight loss rate, kg per month ?

Macca Tea Ha MOMEHT JIETaJILHOTO UCXOAa
(Me [P25; P75]), kr
Weight at the time of death (Me [P25; P75]), kg

37 [35,0; 38,75]

18 [10,8; 21,5]

89 [81,0; 92,0]

80 [75,0; 85,0]

68 [52,5; 70,75]

Oxonuanue mabauybt
End of table

Group 11
“Intermediate diagnostic
rate” (7—25 months)

Group I1I
“Slow diagnostic
rate” (26—57 months)

41[37;41,75] 39 [30,0; 41,75] 0,6
1,09 0,42 <0,005

98,0; 19,5] 11 [9,25; 16,0] 0,2

84 [69,0; 92,0] 83[76,5;91,5] 0,72

71 [60,0; 80,0] 68 [61,25;79,5] 0,13
1 0,46 <0,001

56,0 [46,3; 60,5] 58 [50,0; 69,0] 0,13

06cyxpeHune

[IpoBeneHHOE MCCaeI0BAaHNE KITMHUYECKUX U ITHIE-
muosiorndeckux ocooeHHocteit BAC Ha tepputopuu Kpac-
HOSIPCKOT'O Kpasl TIO3BOJISIET TOTIOJIHUTH OOIIYI0 KapTUHY
3abosieBaeMOCTH 1 pactipoctpaHeHHocTu BAC B Poccuii-
ckoit ®enepanyu. 3adoneBaeMoctb BAC Ha Tepputopum
KpacHosipckoro kpas B iepuon ¢ 2018 mo 2022 . coctaBu-
na 0,54 cnydas Ha 100 ThIC. HaceneHUS B IO/, pacpocTpa-
HeHHocTh BAC B 2022 1. — 1,16 city4as Ha 100 ThIC. Hacete-
Hust. [oaydeHHbIe JaHHBIE COITOCTAaBUMBI C JaHHBIMU I10
JIpyruM permoHaM Poccuu, rie mpoBoawIvch NOg00OHbBIE
ucciaenoBanus. Jluama3oH CpOKOB TMarHOCTUKM 3a0oJie-
BaHMSI cOCTaBuI OT 4 10 57 Mec, TIpU 3TOM CPeIHUI TIepu-
O]l yCTaHOBJIEHUs auarHo3a — 17 mec. B xoze uccinenona-
HUS BBISICHEHO, YTO ITOJABJISAIONIEMY OOJBIIMHCTBY
MaleHTOB BEPOSATHBIN U AOCTOBEpHBbI nuarHo3 BAC
CTaBUJICS TIPU CHUKEHUM OligHKH 110 1kajae ALS-FRS-R
Ha 7—11 6a1oB, ¥ YeM ObICTpee MaLMeHT JOCTUTa 3TOM
OTMETKHU, TeM XYK€ ObLI ITIPOTHO3 IPEIIoIaraeMoii IIpo-
JTOJKUTEIBHOCTH XKU3HMU.

Hamu npeyioxkeHo pa3aessiTh NalMEeHTOB M0 CKOPOCTH
YCTaHOBJIEHMSI TMarHo3a, U TocJIe pa3neeHUs MalieHTOB
Ha TPYIIHI ¢ OBICTPOi1, MEIIEHHON U CpeIHEN CKOPOCThIO
JNMarHOCTUKU MbI YETKO BUIWM, YTO 3TU T'PYMIIbI 3HAYM-
TEJIbHO OTJIMYAIOTCS IO 00I1LeH MTPOIOJIKUTEIBHOCTH XKU3-
Hu. CaMasi HU3Kasi IPOAOKUTEIbHOCTD KU3HU OTMEUEHa
y alMEHTOB C OBICTPOIt AMarHoCTUKOi. MIMEeHHO 3Ta rpyIi-
Ma MalKeHTOB TpedyeT ellle 0OJIbIIEro BHUMaHUS CO CTO-
POHBI Bpayeld, TaK KaK CYILIECTBYET BbICOKUI PUCK TTOJTYYUTh
MaJUIMATUBHYIO TOMOILb HECBOEBPEMEHHO U HETIOJTHOIICH-
HO, YTO, €CTECTBEHHO, OIpeesisieT HU3K0e KaueCTBO U HU3-
KYIO ITPOJIOJIKUTEIBHOCTD XKM3HU MAaIlUEHTOB.

BbiBOAbI

Co3snaHue CrielMai3uPOBaHHBIX IPUEMOB TT03BOJIS -
€T 0TpaboTaTh MOAXObI K TMarHOCTHUKE U BENEHMIO TTallk-
eHToB ¢ BAC. Yuer manueHTOB 00jieryaeT IjaHupoBaHUe
3aTpaT M 00BEMOB OKa3aHWs MaJJIMATUBHOM ITOMOIIM
M TTOKa3bIBaeT 3HAYMMOCTh Pa3pabOTKU HOBBIX ITOAXOI0B
K JleyeHU1o U peadbuiutaiuu 6oabHbIX BAC.
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