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PAKTOPBI PUCKA U METOJAUKH ITPOI'HO3UPOBAHUSA TEYEHUSA

3ABOJIEBAHUS Y TAIIMEHTOB C BOJIE3SHBIO MOTOHEHNPOHA
Tkau B.B., Anonkun /[.A., Tkau A.B.

Meouyunckas akademusi umenu C.H. 'eopeuesckoco @®IAOY BO « K®Y um. B.U. Beprnaockozoy,

Cumchpepononw, e-mail: v_veber@mail.ua

Bonesns npurarensHoro Heitpona ((BIH), 6one3ns moroneiipona (BMH) man 6okoBoit (JlarepaibHblil) aMu-
orpoduueckuii ckiepos (BAC)) sipisieTcst OHOM U3 BaKHEUIINX MpodiieM B 00JIaCTH COBPEMEHHOM HEBPOJIOTHH.
JlaHHast TATOJIOTHS XapaKTEPU3yeTCs HEYKIOHHO MPOTPECCUPYIOLIUM TeHCHUEM H HeH30eKHO IPUBOANT K (araib-
HOMY HCXOJy HE3aBHCHMO OT BO3pacTa, 110j1a H COLMAIBHOIO MOJ0KEHHs. JTO 3a00/IeBaHHE BCTPEUACTCs HEYacTo
(B cpegueM 2-5 weinr. Ha 100000 HaceneHus B TOX), HO IO JaHHBIM HCCIEIOBAHHUMN, MPOBEICHHBIX B PA3IUIHBIX
peruonax mupa, k 2040 r. mporsosupyetcst poct 3adoneBanus b/IH na 69 %. Ha ceronusmuuii 1ens GpakTopsl pucka
pa3BUTHsI OOJIE3HU JBHIATEIILHOTO HEHPOHA /10 KOHIIA HE H3YYCHBI, a 9TO HEOOXOAMMO JUTsl ITAHUPOBAHUS Pa3IHi-
HBIX CIIOCOOOB M METOJOB OKa3aHMS MAJUTHATUBHON MEIHUIIMHCKOH MOMOIIH, M3-3a YPOBHS CIOXKHOCTU KOTOPBIX
OHa MOJKET OBITh MPEIOCTABJICHA IALMEHTAM JIHIIb B CICHHATH3UPOBAHHBIX MCAMIMHCKUX IeHTpax. [IpunumMas
BO BHHMaHHUE JaHHbIC (PAaKTOPBL, 11eJIb CTAaThbU — IPOBECTH KOMILIEKCHYIO OLICHKY (DaKTOPOB PUCKa pa3BUTHsI OOJIC3HU
JBHUTaTeIbHBIX HEIPOHOB, a TaKKe PAaCCMOTPETh METOANKH IIPOrHO3UPOBAHMS TeUCHHs O0Ie3HH MOTOHEHPOHA y ITa-
LUCHTOB € HEOOXOAUMOCTBIO M BO3SMOXHOCTBIO TIPOBECHHUS UM Ha OMPE/ICICHHOM 3Tare 00JIe3HN TAKHX CIIOCO00B
OKa3aHMsl MEJUIIMHCKO IIOMOILH, KaK HyTPUTHBHAS U PECIIUPATOPHAS HOAJEPIKKA H JIP.

KaiodeBbie cioBa: 601e3Hb ABHIaTe1bHOr0 Helipona, B/IH, akTopsl pucka, MeToAbl NIPOrHO3UPOBAHUS,

naJlyiMaTUBHasi MEANIIHHA

RISK FACTORS AND METHODS FOR PREDICTING THE COURSE
OF THE DISEASE IN PATIENTS WITH MOTONEURON’S DISEASE
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Motor neuron disease (MND), motor neuron disease (MND) or amyotrophic lateral sclerosis (ALS)) is one
of the most important problems in the field of modern neurology. This pathology is characterized by a steadily
progressive course and inevitably leads to a fatal outcome of the patient, regardless of age, gender and social status.
This disease is not common (an average of 2-5 people per 100,000 population per year), but studies in various
regions of the world predict a 69 % increase in MND by 2040. To date, the risk factors for the development of motor
neuron disease are not fully understood, and this is necessary for planning various ways and methods of providing
palliative care, due to the level of complexity of which, it can be provided to patients only in specialized medical
centers. Taking into account these factors, the purpose of the article is to conduct a comprehensive assessment of
risk factors for the development of motor neuron disease, as well as to consider methods for predicting the course of
motor neuron disease in patients with the need and the possibility of providing them with such methods of providing

medical care at a certain stage of the disease as: nutritional and respiratory support, etc.

Keywords: motor neuron disease, MND, risk factors, forecasting methods, palliative medicine

Bonesns nBurarensaoro neripona (bAH) —
9TO HIMONATHYECKOe HEHpoJereHepaTHBHOE
3a00jIeBaHNe, pa3BUBAIOLICECS BCICACTBUE
N30MpaTeNbHOTO MOPAXKEHUSI KaK BEPXHHX
(MoTOpHast Kopa TOJOBHOTO MO3ra), TakK
U HIKHUX (TlepeJHHE pora CIMHHOIO MO3ra
U JIBUTaTENbHBIC S/[pa YEPEIHbIX HEPBOB) MO-
toHelponoB [THC. Dto npuBoauT K pa3BUTHIO
CMEIIaHHBIX Mape30B KOHEYHOCTEH, ¢ mocie-
aytoueld QyHKUMOHAIBHOW HECOCTOSATENbHO-
cThio MbII [1, 2].

Cornacao MKB 10, B/TH — ato iemast rpyr-
na 3aboneBanuii MotoHeiponos [THC.

KnuHnveckylo  M3MEHYMBOCTH  MOYKHO
pa3zienuTh Ha YeThIpe OCHOBHBIX (heHoTHIIA,
pa3nuYaoUMXcs B 3aBUCUMOCTH OT OTHOCH-
TEJILHON CTENEeHH NpeoOsiafiaHusi CUMIITOMOB
[IOPa’KCHUS BEPXHETO JIBUrATENIbHOIO HEHpOHa

(BAH) wim HrKHETO IBUTaTeIbHOrO HEHpoHa
(HAH), a Taxke oT MecTa Havasa 3a00IeBaHHsL:

1) 6okoBOl aMHOTPO(UUECKUN CKIIEPO3
(BPAC) naubonee pacnpocTpaHeH U COCTaBIIs-
et npumepHo 70 % Bcex ciydaes b/IH ¢ mopa-
xenueMm kak B/IH, Tax u HAH. Cpenusst BbI-
JKMBAaeMOCTb COCTaBIISIET 3 I0J1a;

2) MaIMeHThl C TPOTPECCHPYHOIIUM OYIlb-
0apHBIM MapaJyoM HMMEIOT IJIOTaTeJIbHYIO
u peueBylo aucyHkiuuu Oonee 6 Mecsues
C OTHOCHUTEJIbHBIM COXPAHEHHWEM CHJIbI KOHEd-
Hocteit. CpenHsisi BBKHBaeMOCTh — MEHee 2 JIET;

3) mporpeccupyromas MbIIIIeYHas aTpo-
¢ust MaHudecTUpyercs IpU3HAKaMH MTOpake-
Hus uckimountenbno HIH. Cpennsst BeiKuBa-
eMOCTb — 7 JIeT;

4) mepBUYHBIN OOKOBOW CKIIEPO3 TIPOSIBIIS-
ercs nopaxenuem toibko BJIH, nemonctpu-
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pys mpu 3TOM OoJiee MEIJICHHYI JUHAMUKY
3a0oneBanusi. CpenHsis TPOJOHKUTEIBHOCTh
JKU3HU TIPH TaHHOM (DEHOTHIIE MOXKET COCTaB-
nath 12 et u 6onee [3, 4].

Teuenne BJIH xapaxrepusyercs 3Ha4u-
TEIBHBIM TeMIIOM TiporpeccupoBanus: 50 %
ManUeHToB ymupatoT depe3 30 mecseB mo-
CJIe TIOSIBJICHUS TIEPBBIX CHMIITOMOB 3a0olie-
BaHMA, U TOJIbKO 20% MOryT IpOoXHTH Oonee
5 ner. C HU3KOM BBDKMBAEMOCTBIO CBSI3bIBA-
IOT TIPEKJIIOHHBIN BO3PAaCT HA MOMEHT /e0ioTa
CUMIITOMATUKH, HHU3KYH OIEHKY I10 IIKaJje
ALSFRS-R Ha MOMEHT ITOCTaHOBKH JMarHosa,
OBICTPYIO TIOTEPIO Beca, PaHHIOK JUChYHK-
LU0 JBIXaTeNbHBIX MBI U MaHU(ECTAIHIO
3a00JeBaHMs ¢ TOPAKEHUSI CTBOJIA TOJIOBHOTO
MO3ra, COMYTCTBYIOIME 3a00JieBaHUs, HaJH-
yue myTarmu B rene C9orf72 u np.

CuMrToMaTvka JaHHOTO  3a00JieBaHMsI
nposBisierca B Bozpacte 40—60 ner. OgHako
B MTOCJIETHEE BPEMsI PSJIOM aBTOPOB OTMEYEHO
ydarieHne 3a00JeBaeMOCTH Y JIHI[ MOJIOZIOTO
Bo3pacTa (1o 40 mer).

B Hamell cTpaHe HCHOJB3YIOT KJIACCH-
(ukanuio OOJIC3HU JBUTATEIILHBIX HEHPOHOB
u tun tedeHus 3aboneBanus no O.5. XoHuka-
puana 1978 .

Briaenstor:

— Bynme6apryto hopMy ¢ mopaskeHueM Tpo-
nmonroBatoro mosra (20-25%), ans koTtopoit
xapakTepHbl aucdarus u nuzaptrpus. [Ipu no-
PaKEHUU HWKHUX MOTOHEHPOHOB HaOIo/Ia-
eTCsl 3aTpyJHEHHE NBIKCHHWH MSTKOro Heoa,
arpodust 1 (HaCIUKYISINS MBIIII] SI3bIKA.

— eftHo-rpynnas popma (3540 %), koTo-
past xapakrepusyeTcst ¢i1aboCThio U arpodueit
MBIIII PYK, TUNieppedIIeKCUei, 4To TPOSIBIIs-
€TCsl B pe3yJIbTaTe MOpPaKEHUI MOTOHEHPOHOB
[IEHHOTO YTONIIEHHS CIIMHHOTO MO3Ta.

— [losicamunO-KpectoBass  gopma (25—
35%), 94TO CBSI3aHO C MPEUMYIIIECTBEHHBIM I10-
PaKEHUEM HIDKHUX MOTOHEHPOHOB, MIPOSIBIIS-
€TCSl B MBIIICUHBIX MMOJIEPTUBAHUIX, CIA00CTH
Y aTpO( K MBIIII] HOT.

XOTsI HayaNbHBIE CUMITOMBI H CKOPOCTh
MIPOTPECCUPOBAHUS  MOTYT  BapbHPOBATHCS
Yy PpasIUYHBIX MAIFeHTOB, MATOJOTUYECKUI
IpoIIecC PacIpoCTpaHsIeTCs] Ha paHee UHTAKT-
HBIE OTHEJIbI, BCIEICTBHE YEro 30Ha MOpaxke-
HUSI CTAHOBUTCS O0Jiee OOIIUPHOH.

@aranbHbli ucxon y nanueHTos ¢ b/IH na-
CTyTIaeT, KaKk MpaBWIIO, B pe3yJbraTe BTOPHY-
HBIX OCJIOXKHEHUH: THEBMOHHUH, TPOMO0OIMOO0-
mun nerounoit aprepun (TOJIA), BHe3amHOM
cepreuHor cmeptu u Ap. Ho ocHoBHON mpu-
YUHOM JICTAILHOTO MCXO/1a SIBIIIETCS OTKA3 JbI-
XaTeNbHON MYCKYIaTyphI.

Lens paboThl — n3yueHue (HakTopoB puCcKa
pa3BuUTHs OOJNE3HH JIBUTATENBHBIX HEHPOHOB,
a TaKKe PacCMOTPEHHE METOUK MPOTHO3HPO-
BaHUS TEUCHUs OOJIC3HN MOTOHEHPOHA KaK He-

OTBEMJIEMOTO JTalla OKAa3aHWSI NaJUIMaTUBHOU
OMOILY ITallUCHTaM.

MaTepuaﬂu U METOAbI UCCJICAOBAHUA

AHaIM3 UCTOYHUKOB OTEYECTBEHHOU U 3a-
pPYOEKHOI JHUTEepaTyphl, MOCBSIMIEHHBIX IPO-
OsieMe quarHoCcTuKu U jiedenust BMH, ¢ nenbro
BBIPAOOTKH aNTOpUTMa TMPOBEIACHUS METOIOB
NaJUIMATUBHOM TEepaInu.

B 3aBucuMoctH OT THNA HacleJOBAHU
BBICTISIOT chenytomue ¢popmbl BJIH:

— cnopaaudeckyto dopmy: 90-95% BIIH,
2-3 ciygast / 100 000 macemenus; ¢ ne00TOM
B 40—-60 et 1 COOTHOIIEHNEM MY>KYHH K JKEH-
mHaM 1,6 x 1;

— ceMeiiHy GopMmy (Kak ¢ ayTOCOMHO-JI0-
MHUHAHTHBIM, TaK U C ayTOCOMHO-PEIIECCUBHBIM
TUITAMH HACIIEJIOBAaHWS, HO TIEPBBIA BapHaHT
BcTpedaercs vaie): 5—10% BJH. [lebrot B 45—
50 5ieT; COOTHOIIEHNE MY>KYHH K >KeHIHaM 1:1.

Kinandeckne u maroMmopdosiornyeckue
XapaKTePUCTUKU CEMEMHOU U CIOpaguuecKon
BbJIH Bo MHOrOM MICHTUYHBI.

Hecmotpst Ha TO, uTO maHHOe 3aboieBa-
HUe OBUTO BHEpBBIe omucaHo Oomee 100 met
Ha3aJl, BOMPOC ITHOJIOTHH J0 CHUX ITOpP OCTaeT-
Cs1 OTKPBITBIM.

B mnacrosmiee  BpeMs  yCTaHOBIICHO,
yro BJIH — 310 MmynpTudakTOpHaibHOE 3a-
ooneanne 1[HC. Ectp psn mpennoiokeHuH,
YTO 711 MHUITHAIIMHA 3TOTO HEOOPAaTUMOTO TTa-
TOJIOTHYECKOT0 IIpolriecca HEOOXOAMMO IPO-
XOXKJICHUE JI0 MIECTU CTYyMNeHEH, Kak1as u3 Ko-
TOPBIX MOXET COOTBETCTBOBATH BO3ACUCTBUIO
9K30T€HHOTO HJIM TE€HETHYeCKOro ¢akropa
pucka. Takas crynmenuaras ¢popma bJIH Hamo-
MHHAeT TaTOreHe3 OHKOJIOTHYEeCKUX 3aboe-
BaHUU, 9TO U OOBSICHSIET TPYTHOCTH B TTOWCKE
OT/EJBHBIX (aKTOPOB puckKa [5].

B 3aBucuMoCTH OT ypOBHSI pHUCKA MOXKHO
pa3fenuTh ATHONOTUYECKUE (PAKTOPHI HA TPHU
TpyNIE (TabIuIa).

ONUAeMHOIOTHYECKIE HCCIIEIOBAHUS
ONMCHIBAIOT 3HAYCHUE PA3TUYHBIX BHEITHUX
¢dakropos. Tak, Hampumep, cpenu oduiepoB
u congar apmuu CIIA, y4acTHUKOB aKTHUB-
HBIX 0OOEBBIX JeiicTBull B BoiiHe B Mpake, 3a-
OoneBaeMoCTh ObITa B 2,5 pasa BhIIIE, YeM
B 001Ie# momynsauyd. Bo3aMoxHO, 3TO CBSI3aHO
C WCIIONIB30BaHUEM B Ooermpumacax MeTauIoB
Y XUMUYECKHUX PEarcHTOB, C pAHECHUSIMU, TPaB-
MaMHU TOJIOBBI, @ TAKXKE C MOBBIIICHHBIMH (HU-
3MYECKHUMH W TICUXHYECKUMHU Teperpy3kaMu
WIH TIEpeHECEHHBIMA BUPYCHBIMHU 3a00IieBa-
HUSIMH B YCJIOBHSIX YKapKOTO Kiaumara [6].

bputanckuMu u aMepUKAHCKUMH YYCHBI-
MU TMPOBOIWIOCH W3YyUYEHUE BIMSHUS TEpPECHE-
CEHHBIX TPaBM TOJIOBHI y TPO(ECCHOHATBHBIX
CHOPTCMEHOB KaK BO3MOXKHOTO (haKTopa pucka
Bo3HuKkHOBeHMsT B/IH. Bwuio mpoBeneHo He-
CKOJIPKO HICCIICZIOBAaHUH TI0 JTaHHOW TpoOieMe.
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Otuonorus pakropoB pucka passutusi b/IH

(DaKTOpI)I TOBBIIICHHOI'O PUCKa

DaKTopbl ¢ HEAOCTATOUHBIMHU IS
OILIEHKH JaHHBIMU

DaKTOpBI, UMEIOIIIE
MPOTUBOPEUHBBIC JAHHBIC

Meramte (Pb, Hg)

KoHTakT ¢ OpraHMYeCKUMH pPacTBO-
pUTETSIMI

HeiiporpormHsie BHpYCH (peTpo-
BUPYCHI U SHTEPOBHPYCHI)

C\x ynobpenust

DIeKTpOMAarHUTHEIE TTOJIS

YepenHo-MO3roBass U JApyrue
BUJBI TPAaBM

I'enernueckue (akTopsl

CemeiiHbI aHaMHe3 B TIaHE JPYTHX
HEWpOoJIereHePATUBHBIX 3a00JICBaHHI

Kypenue — Hamnbosiee MOCTOSTHHBII
HEreHeTHYeCKuii (pakTop prcka

OtnenbHble BUIBI CrOpTa (aMepH-
KaHCKUH 1 aHTHHCKHi (GyTOONT), U3-

HYpSIFOLMH (HU3HUECKU TPy

Pe3ynbrarhl yacTH uccieoBaHU OBLIM TIPH-
3HaHbl HEOOBEKTHBHBIMH BBHIYy HEOOJIb-
moil BbIOOpKU. Takxe clieyeT y4uTHIBATh,
YTO y CIIOPTCMEHOB, BEPOSITHO, MOTJIa UMETh
MECTO XpOHHWYECKas TpaBMarhdecKkas OJHIIe-
(hamomarus — HelpojereHepaTuBHOE 3a0oiTe-
BaHHE, CBS3aHHOE C MHO)KECTBEHHBIMU U TIO-
BTOPHBIMHU TPaBMaMH I'OJIOBBI.

Bo3MoxHO, 4TO MHTEHCHBHBIE (PU3NUECKHE
Meperpy3KH CHPOBOIMPOBAIN Y H3BECTHOTO
amepukaHckoro Oeiicoonmcra Jly I'epunra pas-
Butre bJIH u paHHIOI0 cMepTh depe3 2 roma
oT Hauana 3a0oneBanus. B Amepuke n Kanane
BAC usBecren kak bonesns Jly ['epura.

I'enernyeckas MIPEIPACIIONOKEHHOCTD,
10 MHEHUIO MHOTHX 3KCIIEPTOB, SBISIETCS 005~
3aTeNbHBIM yCIIOBHEM Pa3BUTHA 3a00JI€BaHUS,
OJTHAKO HE BCE TEHBI, TIOBPEXKICHNE KOTOPBIX
noBbiaeT puck bJIH, Ha ceromHsmHui 1eHb
n3BecTHBl. B cemeitHbIx dopmax Oone3Hu re-
HETUYECKYIO NIPUYMHY BBIABISIOT B 68 % ciy-
4yaeB, B TO BpeMs KaK B CHOpagndeckux (op-
Max — ToJbko B 11 % [7].

B pazsutum cemeiinoit BJIH yuacTByroT
Oonee 20 reHoB. Hambonee uacrasi mpuinHa
cemeiinoro tumna — mytaiuu B C9orf72 (40%),
SODI1 (20%), FUS (1-5%) u TARDBP (1-5 %)
[8]. Puck pa3BuTHs 3a001eBaHus Y POJICTBEHHH-
KOB MEepBOM cTerneHu poacTra yenoseka ¢ b/IH
COCTABIISIET OKOJIO OZJHOTO TPOIIEHTA.

bonesuv momonetipona XapakTepuzyercs
OJIUTOTEHHBIM THUIIOM HAacleJ0BaHUs, TO €CTh
3a00J1eBaHIE BO3HUKAET TOJBKO MPU MYyTaLUU
Cpasy B JIByX WK OoJiee TeHax.

I'enbl, npuBOmAlIE K BO3HWKHOBEHHUIO
B/IH, yciioBHO MOXKHO pa3ieIuiTh Ha OCHOBHbBIE
MaTOJIOTUYECKHE TTOITHITBI: aHOMAaJIbHAs YKJIIa/I-
Ka M arperamys poTeuHoB, MOBPEXICHUE 1H-
Tockenera u mnporeccunr PHK ¢ passutuem
BTOPUYHBIX HapyIIeHUH OekoBOro ooMeHa [9].

BBuny MynsTH(HAKTOPHOCTH U CIOKHOCTH
STHOJIOTHH W TIATOTE€HEe3a JaHHOTO 3a0oieBa-
HUS ATHOTPONHASI Tepanus Ha CEeTOMHSIIHHIMI
JIeHb HE pa3paboTaHa, OATOMY BaKHYIO POJIb
WTPaIOT Mpernaparsl, 3aMeNISAIONINe Mporpec-

cupoBaHne OOJIE3HU, a TaKXKE CHHUKAIOIINE
nposiBiieHus: cumnromatuku [ 10].

Puity3on — mpenapar, ”HrHOUPYIOIIUI BbI-
CBOOOYK/IEHHE HeMpoMeInaropa ryramara (of1o-
open B 1995 1). JI0BOIBHO XOPOIITO TIEPEHOCHTCS,
HO 00JamaeT orpaHudeHHON 3(PPEeKTUBHOCTHIO:
TIOBBIIIACT TPOIODKUTEIILHOCTD JKU3HU IIPHU-
ONM3UTENBHO Ha TPH Mecslla B TEPMHUHAILHON
CTaJ1H, HE YITydlliasi Ipy 3ToM ee kayectsa [11].

DnapaBoH — IMOTIOTUTENHh CBOOOIHBIX pa-
nukanoB (omoopen B CIIIA B 2017 1.). 3amen-
JSET CKOPOCTh TPOTPECCHPOBAHUS OOJE3HU
Ha 33 %, a Tak)Ke CHMYKAET TeMITbl YXyAIIEeHUS
kauecTBa xu3Hu ¢ bB/IH B nienom [12].

Takum 00pa3oMm, NaUTMATUBHAS MEJH-
[IMHA WTpaeT OCHOBHYI) pOJIb B OKa3aHUU
momomt 6omeHBEIM ¢ BJIH. Jlnsa ee sddek-
TUBHOTO W CBOEBPEMEHHOTO TPOBE/CHUS HE-
o0xonmMa HaJIe)KHO (PYHKIIMOHHPYIOIIAs TIPO-
rpaMma JMarHOCTHUPOBAHUS STOM MATOJOTHUH,
a TakKe MPOTHO3MPOBAHUS TEMIIOB Pa3BUTHS
3a0oneBanus [13].

OCHOBHBIMH HMHCTPYMEHTaMH MPOTHO3U-
POBaHUS B HACTOSIIEE BPEMS CITyKaT:

— KJIMHUYECKash KapThHa U POpPMBI 3a00I1e-
BaHUS;

— craguu bJIH;

—mKana (QyHKIIMOHATBHOTO JAeUINTA
ALS FRS-R u ap.;

— Mozens nporaosupoBanuss ENCALS.

Onenka (pyHKIMOHATHHOTO COCTOSIHUS
u TeMmmbl nporpeccupoBanuss BJIH oueHu-
BalOTCS 10 CIEIMAIU3UPOBAHHBIM OIICHOU-
HBIM [IKaJaM, OJHON W3 KOTOPBIX SBISETCS
ALSFRS-R. JlaHHasg MmIKajna HCIOJb3YyETCS
B JIMarHOCTHKE, MIPHU OLIEHKE MPOTrpeccHpoBa-
HUs 3a00JICBaHUs, TPU OIPEACICHUU PE3yIlb-
TaToB KIIMHUYECKUX UcTbITaHul. [I[pumeHeHne
ALSFRS-R orpannueHo teMm, 4To oHa HE PH-
MEHUMa JIJIsi CPaBHEHHSI OLIEHOK JIFOIeH ¢ pas-
JTUIHONW MaHU(DecTaIei 3a00IeBaHusl.

J1a6wr onenuts Temnbsl BJIH, HeobOxomumo
CPaBHUTH OaJlIbl, BHICTABJICHHBIC MPH JTHArHO-
cTHKe 3a00j1eBanusl, ¢ OayjlaMu, PaCCUUTAHHbI-
MU BO BpeMsi JINHAMHYECKOT0 HaOoneHus [ 14].
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CKOpOCTb IPOrPEeCcCHPOBAHNS ONPEETISCTCS
o Qopmyie: cymmapubiii 6amt mo ALSFRS-R/
JUTUTEITLHOCTH 3200JIeBaHMS B MECSIIax.

Monens nporHosupoBanus ENCALS — ato
KOMITBIOTEPU3UPOBAHHAS AaBTOMATHYECKasl CH-
cTeMa OTpe/IeIICHHSI BEPOSITHOW TIPOIOIKUTEIb-
HOCTH >KM3HH. PacdyeT mpoBOOWTCS Ha OCHOBE
CJICIYIOIINX JaHHBIX: JIaTa POXKIACHUS IaIHCH-
Ta, aTa Havaja 3a00JeBaHus, 1aTa JHarHOCTH-
xu bJIH, ALS FRS-R (c maroit), OynsOapHas/
crimHaNIbHAsT (hopMa, HATMINE/OTCYTCTBHE MY-
taiuu B rere CYorf72, Hamuume/OTCyTCTBHE
JIOOHO-BUCOYHON JIeMEHIWH, (OPCHUPOBAHHAS
JKU3HEeHHasi eMkocTh Jerkux (OXXEJ) [15, 16].

Ha ceromusmianii neHp pazpaboTaH psif
MetonoB s cragupoBanus BAC. HambGomee
BOCTPEOOBAHHBIMU SIBIISTIOTCST (DYHKITHOHAITb-
Has cuctema Munano — Topuno (ALS-MiToS)
u cuctema Koponesckoro komremxka Jlongona
(King’s clinical staging system). O6e cucre-
MBI OCHOBaHBI Ha CTAHAAPTHBIX KIMHHYECKUAX
HaOmoneHusX [17].

Cramun BAC mo King’s clinical staging
system

O1leHKa COCTOSIHMS ABUTATEIbHON CHUCTE-
MBI OOJIBHBIX MPOBOJIUTCS IO KOJIMYECTBY I10-
PaXEHHBIX YPOBHEH MUPAMHUIHOTO TPAKTa:

— PyKH — HW3MEHEHHe TOHYyCa, THUIOTPO-
(un, c1aboCcTh, TOBBINICHUE WM CHIDKCHUE
pednekcos;

— HOI'M — H3MCEHCHUEC TOHYCA, THUIOTPO-
(uun, cnabocTh, MOBBIIICHUE WIA CHIDKESHHUC
peduekcos;

— OynbOapHble HapyIIEHUS — TUIOTPOQUS
SI3bIKA, CIIOHOTEYCHHUE, MU3apTpusi, (PacIuKy-
JISIUM MBI SI3bIKA, TIOBBIIICHUE ITOI00PO-
JIogHOTO pedIekca.

IIpn wmccrenoBaHUM OIICHWBAIOTCS CHM-
MITOMBI TIOPAKEHHSI BCEX TPEX PErMOHOB (KpH-
TEepUEeM BOBJICUCHUS YPOBHsI SIBISICTCS HaJH-
4re XOTsI OBl OIHOTO CUMIITOMA).

Cucrema COCTOUT U3 YEeThIPEX CTaauii (pu-
CYHOK), JIETaJIbHBII MCXOJl CYMTAETCS TIOCTEI-
HEH, MATONU CTagueH.

TakuM 00pazoM, Ha YETBEPTYIO CTAJUIO
OOJILHOW TEpPeBOAMTCS B TOM Cllydyae, €ciH
Y HETO BBISBIISIOTCS IOKAa3aHUS JIJIsl TACTPOCTO-
MBI WJIH JUI BCIIOMOTATEeIbHOW BEHTHUISAIIUU
JIETKUX, HE3aBUCHMO OT CTaJfH, HA KOTOPOI
MOSBWJINCH JaHHBIE TOKasaHws. YeTrBepras
CTaJUsl XapaKTepPHU3yeTcsi KPUTHYECKHUM CO-
CTOSIHHEM TIallMeHTa: BhIpasKeHHas! aucgarusi,
JIbIXaTelibHasi HelocTaTo4HOCTh [18, 19].

IToka3zaHuem it TaCTPOCTOMUH SIBISET-
cq BBIpakeHHas mucdarus. 3adpoc gacTHIl
eIl B JbIXaTeJIbHbIC ITYTH BBI3BIBACT aCIH-
PalMOHHYIO ITHEBMOHHUIO, YTO OTJIMNYACTCS
TSDKEJIBIM TEUEHHUEM U BBICOKOH CTENEHbBIO
PE3UCTEHTHOCTH K MPOBOAUMON Teparuu.
[TocTtossHHBIN nEedUINAT TUTATEIBHBIX Be-
IIECTB, B CBOIO OYepe/b, BHI3BIBAET PE3KOE
MOXyJAeHNWE BIJIOTh 10 KaXeKCHH. Takum
0o0pa3oM KpuUTepuu JUIsi TIPOBEAEHHUS Ta-
CTPOCTOMBI: CHM)K€HHME Macchl Tena Ha 10 %
W/UIM HEBO3MOXXHOCTH MOJHOIICHHO €CThb
prom [20-22].

Craaust 4A — Hanuuue
MOKa3aHUH K TaCTPOCTOME (BHE
3aBUCUMOCTH OT HaJIM9US
racTPOCTOMEI)

Cragus 1 — BoBJICUEHHE
OJTHOTO YPOBHS
MUPAMUIHOTO TPAKTA

Cranus 2 — BOBJIEYEHHE

JIByX YpOBHEH
MTUPAMHTHOTO TPAKTa

Cranus 3 — BOBJIEYEHHE
BCEX TPEX YPOBHEM
MUPAMHHOTO TPAKTA

Cranus 4B — nanuune nokasaHui
x HMBJI (BHE 3aBUCHMOCTH OT
HAJINYHST BEHTHIISILIIH )

Cmaouu BAC no cucmeme Koponesckozo xonnedica Jlonoona

B HAVYYHOE OBO3PEHHUE Ne3, 2021 W



94 B MEDICAL SCIENCES (14.01.00, 14.02.00, 14.03.00) W

Haubonee nmpeamnoyTHTeILHBIM BUIOM Ta-
CTPOCTOMBI AJISl JTAaHHBIX OOJBHBIX SBISETCS
YpEeCKOXKHAS DHJIOCKOMUYECKass TacTPOCTO-
mus (UDI), Tak kak ee MpoOBEICHUE BO3MOXK-
HO y TAIMEHTOB C BBICOKHUM OIEPAMOHHBIM
pHUCKOM U He TpebyeT oOIero Hapko3a ¢ BO3-
MOYKHOCTBIO TIPOBEICHHUS Y MOCTENN OOJIbHO-
ro [23, 24].

VYuntsiBas, uto BAC Henz0exHO npuBO-
JIUT K TEPMUHAJIBHOM AbIXaTE€IbHOU HEmocTa-
tounocTtd (/IH), upe3Bb4aifHO BaKHYIO POJb
urpaer HUBJI (HenHBa3suBHAs BEHTUIIAIMS
JIETKHUX) KaK OCHOBHOM METOJI €€ JICUSHHUS.

Kputepun mist BcnoMoraTenbHOW BEHTH-
JSAIUHA JIETKUX: JKU3HEHHAsT €MKOCTh JIETKHAX
Huxe 50% wunu 80% B codueTaHUU C CUMITO-
MaMHU THIOBEHTHISIIUN: OPTOITHOD, OJIBIIIKA
IpU Harpyske, M30bITOUHAS JTHEBHAs COHJIHU-
BocTb. [lepBoHauanbHO HazHauaercs HUBJL
Ecnu ynaercs KOHTpOIMpPOBATh CUMITTOMATHKY,
To nanueHT ocraercst Ha HUBJI ¢ perynsipHoit
orieHKOH 3 dekTuBHOCTH (pa3 B 3 Mecsma).
HUBJI He MOXET MOITHOCTBIO B3ATH Ha ceOs
(YHKIMIO JIBIXaHHS: CO BPEMEHEM 4YellOBEK
¢ b/IH BHOBb HAUMHAET HCIBITHIBATH IIPEK-
HIOIO CUMIITOMAaTUKY HM3-3a IPOrpPeCcCUpOBaHU
3a0oneBanus. B Takom ciiydae Ha3zHadaeTcCs
WCKYCCTBEHHAs! BEHTWJISIHS JIETKUAX, KOTOpas
CIOCOOHA TIONHOCTBHIO 3aMECTUTh COOCTBEH-
HOE€ JpIXaHne OOJFHOTO HEe3aBUCHUMO OT Clia-
00CTH JbIXaTeIbHON MYCKYJaTypbl M CTaluH
3aboneBanust [25-27].

Pe3yabTathl Hccie10BaHus
U UX o0cy:KIeHne

— Hecmotpst Ha To, 4TO MaHHOE 3a00eBa-
HHE OBLTO BIEpBBIC omucaHo Ooiee 100 mer
Ha3aJ, BOIIPOC ITHOJOTHU JI0 CUX TIOp OCTaeT-
CSl OTKPBITBIM.

— Cnermuduueckoro nedenus BJIH B Ha-
CTOSILLEE BPEMS HE CYILIECTBYET. DIapaBOH, pU-
Jy30J1 ¥ TAJUTHATHBHAS MEIUITMHA CTIOCOOHBI
MPOUIUTH JKU3Hb NAIlMEHTA JINIIb HA HECKOJIb-
KO MECSIIEB.

— B Bonpoce nporHo3upoBaHus MeAUIIMHA
JlaJIeKo IIarHyja BIEpen, HO OCTaeTcs Hepe-
IeHHOH npoOiema cpaBHeHus TeueHus b/IH
y OONTBHBIX C pa3TMYHBIM HA4aJ10M 3200JIeBaHUSI.

3aKkjIoueHue

Knuanaeckue n OKCIICPUMCHTAJIBHBIC HC-
CJIICJOBaHUA B 00J1aCTH TEHETHKH SIBJISIOTCS
TMCPCIICKTUBHBIM HAIIPAaBJICHUEM B HU3YUCHUUN
L[aHHOﬁ IIaTOJIOTHHU. DTO IIO3BOJIUT HE TOJILKO
YCTaHOBUTB TUOJIOTUIO 3a6OJ'I€BaHI/I$I, HO UM CO3-
AaTb HOBBIC ITOAXOAbI K JICHCHUIO, YTO IPOIAJINUT
JKU3HB OOJIBHBIX U YIy4dIuT €€ Ka4€CTBO.
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