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bokoBoi ammoTpouuecKuii CKiiepo3 —
COBpPEMEHHbIE NpeICTaBICHHS
0 IMATHOCTHKE, NIaTOreHe3e H Je4eHNH

I'H. Jlesuukuii, E.A. Koepaxcxuna, /[.A. /lecmepes, O.B. Iuiveanosa,
A.A. Iloaoiixo, A.B. Ilempoxoeckasa, B.A. Muxaiiaoea

B 0630pe 06cyxaaloTca KNMHUYECKME U anekTpoMumorpaduieckne anarHoctTmyeckmne Kputepmm 60koBOro ammotTpoduye-
ckoro cknepo3sa (BAC), moandurumMpoBaHHbie B nocnegHee Bpemsi, HTO No3BOJISeT YCKOPUTbL AMarHoCcTuky 6onesHn. O6cyx-
patoTtcs gericteyowme knaccudukaumm BAC, npuBeneHbl NocnefHue AaHHbIE O reHeTU4ecknx Mapkepax BAC, koHuenumm
CeNIeKTMBHOW YA3BMMOCTM MOTOHENPOHOB, LIeNecoobpas3HOCTN NPOBEAEHUS KIMHNYECKUX nccnenoBaHnii y 6onbHbIx BAC ¢
YCTaAHOBEHHBIMW FTEHETUYECKUMU MexaHn3Mamu 6one3Hn. O6cyxaaeTcs LenecoobpasHOCTb NMPUMEHEHNS Taknx npenapa-
TOB, Kak puy30/, 3aperMcTpMpoBaHHbIi B POccumn nNog TOProBbiIM HAaMMEHOBaHUEM TermioTuK, UCNONb30BaHNS HEMHBA3MB-
HOW N NCKYCCTBEHHOW BEHTUNALMW NErknX, NpenapaToB Ans Koppekumn hacumKynaumii, CnacTU4HOCTU, OPTONEeANYeCcKmx
YCTPOWCTB A/t KOPPEKLMM OBUraTENbHbIX HAPYLUEHUIA, NCUXOTPOMHBLIX NPenapaTroB, METOAOB KOPPEKUMN CIIOHOTEYEHMS.
MpuBeneH nepeyeHb MeEONLNHCKUX yupexaeHuii Poccun, roe 60nbHbIM BAC MOXET ObITb OKa3aHa KOMMIEKCHast Meanko-co-
umanbHas nogaepxka.

KnioueBblie cnoBa: 60K0BOV aMUOTPOPUUECKIUI CKIIEPO3, 3neKkTpomuorpadus, punyson, TernoTUK, HEMHBA3MBHAs BEHTU-

nAauna nerkux, CntoHoTe4eHmne.

BeepeHue

BokoBon amunoTtpoduyecknii cknepos (BAC) — Henpoae-
reHepaTvBHOe 3aboneBaHne, xapaKTepuayloLLleecs nopaxe-
HWEM LeHTPaNbHbIX 1 nepudeprnyecknx MOTOHENPOHOB (LIMH,
MMH), nporpeccupyoLMm Te4YeHeM 1 Hen3beXHbIM HacTynM-
NEHUEM TEPMUHANBHOW AbIXaTeNbHON HEA0CTATOYHOCTH.

F'ne6 Hukonaeeu4 JIEBULKKUIA — KaH[,. Me[,. HayK, AUPEKTOP
BnarotBoputensHoro doHaa nomowm 60sbHbIM OOKOBbLIM
aMnoTpPoPUYECKMM CKNEepo30oM M. HuHbl ViBaHOBHbI Jle-
BULKOW; y4peauTenb, reH. aupektop, ri. Bpad 000 “KnunHn-
ka Mneba JleBnukoro”, Mockga.

EneHa AHaTtonbeBHa KoBpaxkuHa — KaHA. Men. Hayk,
CT. Hayy. COTp. NnabopaTopun KINMHUYECKOWN Henpodusno-
norun Grey “depepasnbHblil LLEHTP MO3ra U HEMPOTEXHONO-
rnin” ®MBA Poccuu, Mockaa.

AaHnun AnekcaHppoBuy [lertepeB — KaHA. Men. Hayk,
3aB. OTAeneHnem Hesponorum LleHTpa HepBHO-MbILLEeY-
Hol natonorun NBY3 “MOCKOBCKUIA KITIMHUYECKWIA HAYYHbI
ueHTp nm. A.C. JlornHosa” [lenaptameHTa 3a4paBoOXpaHe-
HUsi ropoaa MockBblI.

Onbra BanepbeBHa lMnbBaHOBa — 3aB. OTAEJIEHNEM
DYHKUMOHANBHOM AMarHOCTUKM LleHTpa HepBHO-MbILLEeY-
Hor natonorun NBY3 “MOCKOBCKUIN KIIMHUYECKUIA HAy4HbIN
ueHTp um. A.C. JlormHoBa” [lenapTtaMmeHTa 30paBOOXpPaHe-
HUs ropoga MockBbl.

AnekcaHgp Anppeesuy Monoiiko — Bpay-peadbunmTosior
000 “KnuHuka Neba JieBnukoro”, Mocksa.

AHacTtacusa BnapumuposHa lNeTpokoBckas — Bpay LieHT-
pa HepBHO-MbILLEYHoM naTtosorun NBY3 “MockoBckuin Knn-
HUYECKWNI Hay4HbI LeHTp uM. A.C. JlornHosa” lenaptameH-
Ta 34paBooxpaHeHus ropoga Mocksbl.

BaneHTuHa AHatonbeBHa MuxalinoBa — Bpay-HEBPOJION
KOHCYNbTaTMBHO-ANArHOCTMYECKOro  otaeneHns  BY3
“MOCKOBCKUIA KIIMHNYECKUI Hay4HbIN LeHTp um. A.C. Jlorun-
HoBa” [lenapTameHTa 34paBooXpaHeHns ropoaa Mocksbl.
KoHTakTHas wuHdopmaums: JleBunukuii Mnebd Hwukonaeswuy,
alsrus1976@gmail.com

Anuaemunonorus

3abonesaemocTb BAC coctasnsieT 0,2-2,4 cnyyasi, a pac-
npocTtpaHeHHocTb - 0,8-7,3 cnyyas Ha 100000 HaceneHus
B rog. Jlnwb 7% nauueHToB 60neloT gonblue 5 net, cpenHss
NPOLOMKUTENLHOCTb XU3HU cocTaBnseT 2,5 roga npu Oynb-
6apHom gebiote BAC 1 3,5 roga — npu cnuHanbHOM aebtoTe
[1]. B HacToswem 0630pe npeacTaBieHbl JaHHbIe O TOM, YTO
MHEHUE O NPOLJIEHNN PUNY30JIOM XM3HW Ha 2—-3 MEC yxoauT
B npownoe. Huke npvBeneHo onvcaHue nepBbiX M mocre-
OyI0LLYX UCCNefoBaHnin npenapaTta, AaHHbIX, NOAYYEHHbIX MPK
aHanu3e perncTpos naumeHTos ¢ BAC, 1 nokasaHo npoasieHne
XW3HW NpU ero NCcrnonb30oBaHMM Ha cpok Ao 12-21 mec.

Knaccudukaumm n ecteCTBeHHbIN
natomop¢o3 BAC

BokoBol ammnoTpoduyecknin cknepos SBASETCS Camomn
pacnpocTpaHeHHoi (80%) ¢opmoii 6onesHn ABMraTensbHoOro
HeipoHa (BAH). Mo knaccudukaumam A.J. Hudson, a Takxe
M. Swash, M. Schwartz k BJH nomumo BAC oTHOCAT nporpec-
cupyowmin 6ynsbapHblii napanuy (MBM) — nsonupoBaHHoe
nopaxeHue 6ynb6apHbIx MoToHelpoHoB (MH) (9%), nporpec-
cupyowyto MbleyHyto atpoduio (MMA) (8%) 1 nepBUYHbIN
60okoBoi1 cknepos (MBC) (2%) — MmeasieHHO NporpeccupytoLLee
nopaxexue NMMH nnm LUMH cOOTBETCTBEHHO, a Takxe Ncesao-
OynbOapHbIi napanuy — nporpeccupytollee nopaxexHne LUMH,
KOHTponmpylowwx 6ynbbapHble yHkumm (<1%) [2, 3].

Mo naHHBIM psaa aBTOPOB, BLIAENSIOT creayolime aebio-
Tbl BAC: 6ynb0apHsbliA, LIEWHBIA, TPYAHON, NOSACHUYHBIA, ANd-
®y3HbIl U pecnupaTopHblii [2, 4-6]. MNMpu 6ynsbapHom aebdoTe
BAC 3aboneBaHue HauvHaeTCs C OM3apTpuM 1 TOJbKO 3aTem
BO3HMKaeT ancdarus (obpaTHas nocneaoBaTenbHOCTb KpaliHe
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penka), nanee pa3BvBAETCS CMELLAHHbIA reMunapes um na-
panapes, a 3atem TeTpanapes [3]. Mpu weliHom nebiote BAC
CMMMNTOMbl HAYMHAIOTCSH C OOHOW PyKW, 3aTeM BO3HMKAIOT B
[OPYroi, 3aTeM B HOrax W/wav NpUCOemuHsIOTCS AblXaTesb-
Hble 1 BynbbapHble HapylleHus. Bo3MOXeH NpoKcUMasibHbIN
LeinHbln nebioT (cuHapom BlonbnnaHa—-bepHrapaTta) unm xe
ovcTanbHbli [2]. Mpu rpyaHom aebtote BAC, no M. Jokelainen,
CMMMTOMbl HAYMHAIOTCH C OOHOW PYyKW, 3aTeM BO3HUKAIOT B
HOre Ha TOI Xe CTOPOHe, 3aTem B MPOTUBOMONOXHOW HOre,
3aTeM B NPOTMBOMONOXHOW pyKe, a Aanee pasBMBaAIOTCS Obl-
xaTenbHble 1 6ynsbapHslie paccTpoiicTsa [6]. Mpu NosicHMYHOM
nebiote BAC cMMNTOMbI HAYMHAKOTCA C OOHONM HOru, 3aTem
BO3HMKAIOT B IPYrOil HOre, 3aTeEM B pyke Ha CTOPOHe AebioTa,
3aTeM B PYroii pyke, Aanee NpucOeaUHSIIOTCS AbIXaTeNbHbIe U
6ynbbapHble paccTpoicTea [2, 3]. BOo3MOXeH NPOKCHMMasbHBbIN
NN Xe AUCTaNbHbIV NOSICHWUYHbIN aebioT. Anddy3Hblin oebioT
BAC - Hanbonee 3110ka4ecTBEHHas popma 60Ne3Hu, Npun KOTo-
PO CUMNTOMbI OAHOBPEMEHHO BO3HMKAIOT Ha >2 YPOBHSIX, NPU
3TOM A0 NOSIBAEHMS CUMMNTOMOB OTMEYAIOTCS PE3Koe NoXyAa-
Hue, obulas cnabocTb, paHHee PasBUTUE AbIXaTeNbHOW Helo-
cTatouHocTy [2, 3]. PecnpatopHbiii aebiot BAC xapaktepusy-
eTCs aCMMMETPUYHOW aTpodurein BEPXHEro NievyeBoro nosca n
PaHHUM NPUCOEOMHEHNEM ApIXaTeNbHbIX PACCTPONCTB [5].

Hamu npoBoamnock co6CTBEHHOE UCCNEL0BaHNE eCTEeCT-
BeHHoro natomopdo3sa aebiotoB BAC y 147 6onbHbIX. Tak, npu
rpyaHom pebiote BAC [oCTOBEPHO paHblue HacTynana Aauc-
dYHKUMA romonaTepasnbHO HOork, YeM KOHTpanaTepanbHOM
pykn (4,6 + 2,1 1n 11,8 £ 6,9 mec cooTeeTcTBeHHO; p = 0,009)
1 romonarepasnbHoii Horu npw weiHom aebiote BAC (4,6 £ 2,1
n 10,7 = 5,2 mec cootBeTcTBEHHO; p = 0,0001). MNMpwn WwenHom
nebiote BAC, HanpoTvB, OCTOBEPHO pPaHblLe HAacTynana auc-
YHKUMA KOHTpanatepasbHOM PykW, YeM romonaTtepasbHOM
Horm (4,7 + 2,7 n 11,8 £ 6,9 mec cooTBeTCcTBEHHO; p = 0,003)
N KOHTpanaTepanbHOV pyku Npu rpyaHoM aebtote (4,7 £ 2,7 n
10,7 £5,2 mec cootBeTCTBEHHO; p = 0,0001). dpIxaTenbHble Ha-
PYLUEHWSI HACTYNaNN paHblle Npu rpyaHOM, YEM NMPW LLEAHOM
neblote, 0AHaKo pa3nunymns He Bbiin goctoBepHbimu (13,8 £ 6,4
n 20,0 = 4,8 mec cootBeTcTBEHHO; p = 0,7). Cpokn HacTynne-
HUS ByNbOGaPHbIX HAPYLLEHUIA NPY LLEAHOM U FPyAHOM AeboTax
[0CTOBEPHO He pasnuyanuck (13,0£5,8 1 12,0+ 5,5 mec cooT-
BeTCTBEHHO; p =0,66). Takum 06pasom, Obina Joka3aHa npaBo-
MEpHOCTb BbieneHus rpyaHoro aebiota BAC [6, 7].

Mo knaccudpukaumm O.A. XoHakapvaHa BbloensoT Oynb-
0apHyt0, LIEMHO-TPYAHYI0, MOSICHUYHO-KPECTLOBYIO, TeHe-
pann30BaHHYO 1 BbICOKYIO dopmMbl BAC. MeHepanu3oBaHHas
dopma cooTBeTcTBYET AnddysHomy aebioty BAC, a BbICO-
kas — ncespobynsbapHomy napanudy unm MBC. MpyaHow fe-
6toT BAC He Bolpensietcs. Takue dpopmel BAH, kak MBI, NMMA,
MNBC, B gaHHOM knaccudukaumm He paccmaTtpusaiotcs [8].

B 10 xe Bpemsa B knaccudukaumm O.A. XoHakapvaHa
npeaycmoTpeHo nogpaspenenne BAC Ha BapuaHTbl — Knac-
CUYECKMI, CErMEHTapHO-AAEPHbI 1 NPaMUOHBIA, Yero He
npenycMOTPEHO B 3apybexHoii knaccudurkauum. 3a pyoexom
CYLLEECTBYIOT IULLb YCNOBHbIE TepMuHbI “[TMA-BapuaHT BAC” 1
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“NMBC-BapuaHT BAC”. BmecTe ¢ TeM Hapsay C K1aCCUYECKUM
BapuaHTom BAC, npu KoTopoM npusHaku nopaxenust LLMH n
NMMH npeacTaBneHbl paBHOMEPHO, CYLLIECTBYIOT CErMEHTAPHO-
anepHblin BapuaHT BAC (nebioThl pasnuyHbie), Npu KOTOPOM
OTYET/IMBO NpeobnagatoT npmaHakm nopaxerus MMH, n nupa-
MUIHbIA BapUaHT (0e60Tbl pasnnyHbIE), MPU KOTOPOM OTYET-
N1BO npeobnagatoT npuaHakm nopaxenus LLIMH [8]. B cesian ¢
39TUM aBTOPbI PEKOMEHAYIOT MOMb30BaTLCS Knaccudukaumen
BapuaHToB BAC no O.A. XoHakapuaHy.

KnuHuko-anekrpomuorpaduyeckue
Kputepuun guarHoctuku BAC

B HacToslLLee BpeMsi peKOMEHA0BAHO MCMOb30BaTh HO-
Bble anarHoctuyeckne kputepum BAC (Gold Coast criteria),
KOTOopble ObiNM NPeasioXeHbl MeXAYHAPOAHON rPYNMoi aKc-
neptoB B 2019 r. [9]. MNepBble kpuTepun amarHoctrkn BAC
6bin onybnukoBaHbl B 1994 r. 1 nepecmotperbl B 2000 r.
(Airlie House criteria) [10, 11]. MepBoHavanbHble KpUTEpPUM
(El Escorial criteria) 6biiM OCHOBaHbl Ha OMpPeAeneHun no-
paxeHus LLIMH n NMMH B 4 oTaenax HepBHOI cuctemsl (Bynb-
GapHbIi, LIEVHbIA, TPYAHON M MOSICHUYHO-KPECTLOBLIA) 1
BKJOYANN 4 ypOBHS AMarHo3a: OnpeaeneHHbl, BEPOSATHBIN,
BO3MOXHbIN 1 npeanonaraemoii BAC. [1ns noBblweHns gna-
FHOCTMYECKOM YYBCTBUTENIBHOCTM NepecMoTpeHHble Airlie
House criteria Bkntovyanu kaTeroputo “BeposiTHbIA nabopa-
TOPHO noAaTBepXaeHHbIn BAC”, koTopas no3Boasna NUCnosb-
30BaTb anektpomuorpadpuio (OMI) ans amarHoctukmn BAC, n
YPOBEHb AnarHo3a “npeanonaraembliii BAC” Obln UCKIIOYEH.
B OMI-npusHakax nopaxeHuns HuxHero MH B kayecTse [o-
Ka3aTeNbCTBa MPW3HAKOB [EeHepBaLMN YYUTLIBANIUCL MOTEH-
uvanbl GubpunnaLUn, NONOXNUTENbHbIE OCTPLIE BOJIHbI, HO HE
YyYMTbIBANNCh NOTEHUManbl pacumkynaumii. MoteHumansl pac-
LMKYNSUMiA kak npusHak geHepsaumm npu BAC 6binm Bkoye-
Hbl B AUArHoCTn4eckme kputepmm Awaji criteria 8 2006 r. [12].
B paHHbIX KpUTEPUSIX TaKXKe MCKIOYMAM YPOBEHb AMarHosa
“BEPOSTHLI nabopaTopHO noaTBepXAeHHbli BAC”. B wuc-
cnepfoBaHusx ObIIO MOKa3aHo, YTO KPUTEPWUW MMEIOT Orpa-
HWYEHHYIO YYBCTBUTENbHOCTb AAS AWNArHOCTUKW, SIBASIIOTCS
CNOXHBIMU 1 MJI0XO KOPPENIMPYIOT C TEYEHUEM U MPOrHO30M
3abonesarus [12-14]. B cBs3u ¢ 3TVM ObInn NpeasioXeHbl HO-
Bble kKpuTepumn amarHocTukn — Gold Coast criteria, n3 KoTopbix
ObIN UCKIIOYEHBI YPOBHY AnarHosa (tabnuua) [9, 15]. HoBble
KpUTEepMM nNpefHa3HayeHbl Kak Ans KAMHUYECKON NpPakTuKu,
Tak 1 Ans UCCnepoBaTenbCkux Lenen B 0Tanyme oT npeaplay-
Lwmx kputepues auarHocTrkn BAC. Takoke rpynnoi aKcnepTos
ObII0 OTMEYEHO, YTO HOBblE MOTEHUMasbHble GUoMapkepbl
cyOKnMHUYeckoro nopaxeHnnss MH, Takue kak KOHLEHTpaLms
HenpoduNamMeHTOB B KPOBU, TPAHCKPaHWanbHass MarHuTHas
CTUMYNALUMS, YNbTPA3BYKOBOE BbISBNEHWE MbILLEYHbIX MO-
JeprvBaHuiA, SBNSIOTCS AONOMHUTENbHLIMU MPU3HAKaMM no-
paxeHuss MH, oiHako B TeKyLUMe KPpUTEPUN BbllLEyKa3aHHbIe
MeTOobl ANArHOCTUKM He Bblnu BKIIOYEHbI [9].

MpencraBnserca LenecoodpasdHbiM NOSIb30BATLCH UMEH-
HO amarHoctnyeckumu kputepusamu BAC (LoCTOBEpHbINA, Be-
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POSITHBLINA) M HE UCNOJIb30BaTb PACXOXWA B OTEYECTBEHHOW
HEBPOJIOMMYECKOW MpakTuke TepMuH “cuHpgpom BAC”, koTo-
pbli MOXET BbI3bIBaTh pobuto BAC [16].

Mpn BAC He BCTpevaloTCs rna3oaBuraTesibHble HapyLle-
HUS (32 UCK/IOYEHNEM PedKOon anpakCum 3akpblBaHWS rnas)
1 nponexHun. KpaHe pefko BO3MOXHbl Ta30Bble PacCTPOiA-
ctBa. OObIYHO OHW SIBASIOTCS BTOPWYHBIMK W CBSI3aHbl CO
cnaboCTbio UM CNACTUYHOCTBIO MbILLL, TA30BOMO AHa. YyBCT-
BUTENbHbIE paccTpoicTea npu BAC aBns0TCS CONyTCTBYIO-
LMW WX CBA3aHbI C HApYLUEHNEeM KPOBOCHaOXeHus rpy6o
aTpPOdUPOBAHHBIX KOHEYHOCTEN. KOrHUTMBHBIE HapyLUEHUS
(KH) 6onee He aBnsTCA OTpULATENbHBIM KPUTEPUEM OMa-
rHocTukm BAC [1, 7].

BonbHbiM BAC noka3aHO NpOBEAEHME HEeNpoBU3yanu3a-
unn (MarHUTHO-pPe3oHaHCHoM ToMorpadun, MPT) B npoekuun
mecTa febloTa 3aboneBaHus U Ha COCEOHEM (POCTPasbHOM
WA BblLENEXalllemM) YPOBHE (HanpuMep, LWEeNHOro oTaena u
rOfI0BHOr0 MO3ra npw WeHOM AeboTe UK rpyaHOro U Leit-
HOro OTAENIOB CMMHHOMO MO3ra Npu NosiCHUYHOM aebioTe) ans
UCK/TIOYEHNST 04arOBbIX MOPAXEHWI CMAUHHOTMO W FOSI0BHOMO
MO3ra, KOTOpble MOrny Obl BbI3BaTb CUMMTOMbI, HAMOMUHAIO-
wue BAC. NMokasaHa MPT rpyfHOro, HO He MOSICHUYHO-KPECT-
LIOBOrO OTAeNa MO3BOHOYHMKA M CMMHHOMO MO3ra, KOTOPbINA
3aKaH41BaeTCa Ha yposHe T, . B pane cnyyaes npu BAC BbisiB-
NSeTcs BannepoBckas AereHepaumns nMpamyaHbiX TPAkTOB Ha
YPOBHE r0fIOBHOr0 MO3ra (FMnePUHTEHCUBHOCTb B CEMMUOBAITb-
HbIX LleHTpax B pexume T2) [1, 7].

BonbHbiM BAC noka3aHo NpoBeAegHNE TPaHCKPaHUabHOM
MarHWTHOM CTUMYNSILMK, KOTOPas MO3BOMSIET BbISBUTb yBE-
NINYEHNE BPEMEHN LLEHTPASIbHOr0O MOTOPHOMO MPOBEAEHUS NO
KOPTUKO-MIOMOaNbHbIM U/ KOPTUKO-LIEPBMKANIbHLIM M1pa-
MUIHBIM TPaKTaM, @ Takxke CHUXeHVEe BO3OYAMMOCTY MOTOP-
HoM kopbl [1, 7].

BornbHbIM cemeiHbiM BAC MoxeT ObiTb NPOBEAEHO UCChe-
[loBaHue Kay3aTuBHbIx reHoB BAC (cm. Huxe) [1, 7].

Ha passepHyToit ctagum BAC nHdopMaTnBHOI ABNSIETCS
cnuporpadusa, no3BONAOLLASA BbISIBASTb HAPYLUEHUS BEHTU-
NAUMOHHON bYHKUMM NErkux N0 PecTpukTMBHOMY Tuny. Mpu
6ynbb6apHom BAC 13-3a napesa KpyroBoi MblLLLbI PTa CrvMpo-
rpadus ¢ TPyoKOo HEBLINOHUMA, HEOBX0AVYMA MacOo4YHast Cru-
porpadwus, BenosprocnmpomeTpus [1, 7].

Mpu BAC Taicke BbISBASIOTCA aTpodus A3bika 1 NOBbILLE-
HWe curHana ot Hero B pexume T1, B G0nblUeit CTeneHn npu
6ynbbapHom fgebiote. C y4eTOM OTCYTCTBUS CMOHTAHHOW ak-
TBHOCTU Ha M Ha HayanbHoI cTagmmn 6ynbbapHoro aebio-
Ta BAC wnu npu MBI, faHHbIA NpU3Hak SBNSETCS BaXHbIM B
onarHocTtuke BAC. Mpwu nceneposannm moiww, B T1- n STIR-no-
CnepoBaTenbHOCTAX BbigBNsSeTCs Anddy3Hoe nerkoe mnoBbl-
LUEHME CUrHana OT MbILLIL, YTO CITYXMWT NPM3HAKOM AeHepBaLu-
OHHOW aTpoduK, 0JHaKO 3TO 4aCTO OTCYTCTBYET B CAMOM Ha-
yane 3a6051eBaHUS, HO MOXET ObITb CMONBL30BAHO, HANPUMED,
ons anddepeHumansHon amarHocTnkn BAC v nonummnosuta
Ha pa3BepHyToi ctagun 6onesnun [17, 18].

NatoreHes BAC

MeTogom mMakpo-9MI 6bino yctaHoBNEHO, 4To npu BAC
B HEMOPaXeHHbIX MbILLLLAX BbISBSIOTCS U3MEHEHUS, KOTOPbIe
yKa3blBAIOT Ha [/IMTENBHO CYLLECTBYIOLLYIO NEPeCTPOViKy ABU-
raTenbHbIX eAVHUL,. OTO CBMAETENLCTBYET O TOM, YTO Hayany
3a60neBaHNs MPeALEeCTBYET AOKIIMHUYECKAS CTagust, OAnu-
TeNbHOCTb KOTOPOM TOYHO He u3BecTHa. Ha aTon ctagmm no-
rméaet 50-80% MH [19]. CobCTBEHHO, KIIMHMYECKas KapTuHa
BAC oTtpaxaeT rnbenb 20% Hambonee yCTONYMBLIX K MPOLLECCY
fgereHepaumn MH. MmeHHO noaTtomy 3aboneBaHve Heusfne-
4yuMo. Hu oguH meTon, nevyeHns He MOXeT BoccTaHoBUTbL 80%
nornéwmx MH. lo 2014 r. npu BAC nposeneHo okosno 80 kiu-
Huyeckux nccnenosannii (KN) pasnuunelx npenapatos [1, 71.
Bce oHW panu oTpuuaTtenbHblii pesynbTat, 32 UCKIIYEHUEM
nccnenoBaHuii puny3ona, OTHOCUTENBLHO KOTOPOro GbIno ycTa-
HOBJNEHO, YTO OH 3amennseT TedeHne 6onesnun. C 2014 r. B Es-
pone 1cnonb3yeTcs CyCneH3us puny3ona afis npuema BHyTpb
(TernoTuk), 3apermucTpupoBaHHas B Poccum B 2024 . [20].

Kputepun anartoctukn BAC [15]

o [IporpeccupyioLlee HapyLLIEHNE ABUraTENbHBIX QYHKLNN,
NoATBEPXAEHHOE AaHHLIMU aHAMHE3a UV NOBTOPHOM
KJIMHUYECKOW OLLEHKOWN, KOTOPOMY MPEALLECTBYET OTCYTCTBUE
HapPYLUEHWI ABVXEHMNI

n

o Mpun3Haku nopaxenus LUMH* n MMH** B >1 otaene***,
npun aTOM:

— nopaxeHve LUMH n MMH oTmeyaeTcs B 0OOHOM 1 TOM Xe

oTAene, ecnv NOpPaxeH TONbKO OAUH OTAEN;

— nav npmaHaky nopaxenus NMMH B >2 otaenax

n

o J1oMOHUTENbHbIE METOALI* NCCNEL0BAHMS UCKIOYAIOT ApYrie
3aboneBaHus

* K npuanakam nopaxeHnust LLIMH oTHocuTcs kak MuHuMym 1 13 cne-

aylowmx: 1) NoBbILLEHNE CyXOXMITbHBIX PeEKCOB, BKITIOYAsA Hau-

une pedrekca B KNMHUYECKM CNaboi 1 aTpodUPOBaHHON MbILLILLE

WAX pacnpocTpaHeHvie Bbi3biBaHWS pednekca Ha cocepHue

MBbILLLBI; 2) HAIMYME NATONornyeckmx pednekcos, BkIoyas ped-

nekcoel Foddmana, BabuHCKOro, NepekpecTHbli apayKTOPHbIN

pedrnekc nnm xo60TKOBbI pediekc; 3) MOBbILIEHVE MbILLEYHOTO

TOHyCa, 3aBUCALLEro OT CKOPOCTU ABWXEHWS (CMACTUYHOCTW);

4) 3amMepJieHHble, N10X0 KOOPAVHUPOBAHHbIE MPOM3BOJIbHbIE ABU-

XEHWS, He CBA3aHHble ¢ nopaxeHvuem NMMH nan npusHakamu nap-

KVHCOHM3MA.

MpuaHakn nopaxenus NMMH B KOHKPETHON MblLLLLE AOMXHbI ObITb

NOATBEPXAEHDBI KIMHUYECKMMU (MbILLIeYHas cnabocTb v atpodus

MbIlLpl) uan M -npu3Hakamy (XPOHWYECKME HerporeHHble

N3MEHEHUS: YBENWYEHWNE [UTENbHOCTU MOTEHLManos ABura-

TENbHbIX €AUHNL, U/WN YBEIMYEHNE VX aMMIUTY b, @ TakXe Mo-

nmdasns 1 HeCcTabunbHOCTb ABUraTeNbHbIX €AUHUL, (BCnoMora-

TeNbHbIN, He 006513aTeNbHbI KPUTEPWIA); NPU3HAKN AEHEPBALWN:

noTeHumanbl GUOPUINALWMIA, NN MONOXUTESNbHbIE OCTPbIE BOJHDI,

WAV NOTeHUManbl acLMKyNSALNIA).

BbinensiioT 4 oTaena HepBHOM CUCTEMbI Tenia: OynbbapHbIi, Wei-

HbI, FPYAHON U NOSICHUYHO-KPECTLOBbI. 1S AnarHOCTUKM No-

paxenus NMMH B otene TpebyioTcs knmHnyeckue un M -npu-

3Haku nopaxeHusi NIMH B 2 MbilLAX KOHEYHOCTEN (LLUEMHBIA 1

MOSICHNYHO-KPECTLIOBLIVi OTAENbI), UHHEPBUPYEMbIX PA3HbIMU KO-

peLukaMu 1 Hepsamu, Unm B 1 6yns6apHoOI MblLLLLe, Un B 1 MbllwLe

rpyaHOro otaena.

# [lonoNHUTENbHBIE UCCNEN0BAHUS 3aBUCAT OT KJIMHWYECKON Kap-
TUHBI 1 MOTYT BKJIOYATb CTUMYMSILMOHHYIO M uronbyatyio SMI,
MarH1THO-PE30HAHCHYI0 TOMOrpadwuio Unn Apyrue cnocobbl Hel-
pOBV3yann3aumn, UCCNeaoBaHNs KPOBU UM CMMHHOMO3IOBOM
XWOKOCTY, @ TakXe Apyrue MeToAbl, C/IN 3TO HE0OXOANMO C KIN-
HMYECKOW TOYKM 3PEHUS.

*%
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CrnepnyeT noayepkHyTb, 4To KW, KOTOpBIE MPOBOAMAMCH B MO-
CnefHve rofbl (0Ne30KCUMM, AeKkcrnpamunekcon, uedrpuak-
COH) 1 BbI3bIBANIN 3aMETHbIN axunoTax cpean 6onbHbix BAC,
nanu otpuuatensHble pedynbTatel [7]. C 2014 r. npoBeneHo
Heckonbko KW, koTopble Janu MONOXUTENbHblE pesynbTa-
Tbl (34@PaBOH M MACUTUHUG), HO CleayeT OTMETUTb, Y4TO 3TU
npenapatbl U3yyanucb Ha GoHe 6a30BOro npuema puysona
B KOHTPOJIbHOM 1 OCHOBHOWM rpynmnax, Tak kKak MCcnonb30BaHme
rpynn nnaue6o B KM npu BAC cuutaeTtcs HeaTuuHbim [21, 22].
OpHako aTM npenapatbl NPUBOAUAN K HE3HAYUTENBHOMY 3a-
MeJieHuto nporpeccupoBanms BAC.

K HactoswemMy BpemeHu OTKpbITO 50 reHoB, MyTauuu
B KOTOPbIX MOryT npuBoautb K passutuio BAC (ALS2, ANG,
ANXA11, ARHGEF28, ATL1, ATXN2, BSCL2, C9orf72, CDH13,
CHCHD10, CHMP2B, DCTN1, ERBB4, FIG4, FUS, GBE1, GRN,
HEXA, HNRNPA1, HSPD1, KIAA0196, KIF5A, MAPT, MATRS,
NEFY, OPTN, PFN1, PRF1, PRPN, PSEN1, PSENZ2, REEP1,
SIGMART1, SETX, SLC52A2, SLC52A3, SOD1, SPAST, SPG11,
SPG20, SQSTM1, TARDBP, TBK1, TFG, TREMZ2, TUBA4A,
UBQLNZ2, VAPB, VCP) [23]. 3TO CBMAOETENLCTBYET O FEHETU-
yeckow reteporeHHocT BAC 1 MoxeT ObITb NpUYnHON 6e3-
ycnewwHocTn MHormx KW, BkouaBLIMX 00beaVHEHHbIE TPymbI
0O0MbHbIX C NOBPEXAEHNEM Pa3HbIX FTEHOB U Pa3NNYHLIMK Na-
TOreHeTn4YeckMmn mexaHmamamu 3aboneBanus. MNpu 3TOM Bbl-
nensiot reHetudeckuii BAC (15%), npu KOTOPOM Yy NauveHToB
00HaPYXMBAIOTCS TE€ UMW UHbIE NATOrEHHbIE MyTaLLM NPU CEK-
BEHMPOBAaHUM reHoMa, 1 HereHeTuyeckuii BAC, npy koTopom
OHW He 06HapyxmBatoTcs (85%). K umcny runotes HereHeTuye-
ckoro BAC oTHOCATCS rMNOTE3bl O POSIN YENOBEYECKOr0 SHAO-
reHHoro petposupyca K n 6etametrnaMmHoanaHmnHa, ToKCu-
Ha, BbIAENSEMOro 6akTepusmMm KuwleyHuka [24, 25].

M3noxeHHOe KacaeTcs v anuaemMmnoNornyeckux NCcnepo-
BaHWi pakTopoB pucka BAC. OTHOCMTENBHO Takmx GaKTOPOB,
Kak KypeHwue, ynoTpebneHune ankoronsi, NpoXmBaHue B Cefb-
CKOM MECTHOCTW, KOHTaKT CO CBWHLOM, OTCYTCTBME KOde B
paunoHe, 3aHATUA aTNeTUYECKUMI BUOAMM CNOPTa, MexaHu-
yeckasi TpaBma U T.4., LOCTOBEPHbIX AAHHbIX HE NONYHEHO [26].

3Haunmylo ponb B NOHMMaHum natoreHesa BAC urpaet
KOHLEenums cenektmeHom ya3sumoctn MH. MonaratoT, 4To 13-
6uipatenbHas rbens MH npu BAC cBsidaHa co cneayoLmmMm
daktopamu: 1) MH g9BnSIIOTCA cambiMX KPYMHLIMW KNeTKamu
4ENOBEYECKOro OpraHvMama, KOHBEprupylotT Ha cebs orpom-
HOE KONMYECTBO CUrHANOB (3HEPreTnyeckas ysa3BnuMOoCTb); 2) B
CBSI31 C BLICOKMMU 3Hepro3atpaTamu MH HyxpatoTcs B obner-
YeHHOM MeTaboAN3Me KanbLyWs 1 AKCNPECCHPYIOT Mano Kaslb-
LMINCBS3bIBAIOLLIMX OEsKoB, NMPU 3TOM B cily4ae “c60oeB” BbICOK
pYCK KanbLmeBon TokcnyHocTh; 3) MH akcnpeccupytoT mano
AMPA-rnytamatHbix (AMPA - o.-amyHO-3-rugpokcn-5-meTun-
4-130KCa301MPONMOHOBAs KMC0TA) PELLEeNTOPOB, YTO AenaeTt
nx 60s1ee BOCMPUUMUMBBLIMY K FlyTaMaTHON 3KCANTOTOKCUYHO-
ctu; 4) MH skcnpeccupytoT Mano aHTManonToTnyeckmx dak-
TOPOB, YTO AeNnaeT ux B OOMbLUEN CTENEHN NOABEPXEHHBIMU
anonToay [27-29].

HepsBusbie 6one3nu 42024

K 06WwmMmM naTtoreHeTMyecknM MexaHu3Mam pPasBUTUS
BAC He3aBMCUMMO OT NPUPOAbl reHeTn4eckoro aedekra oOT-
HOCAIT: 1) rnyTamaTHyl0 9KCaNTOTOKCUYHOCTb; 2) OKCUAAHTHBIN
cTpecc; 3) HapylueHnsa paboThl umtockeneta MH; 4) aktuea-
upmio Mukpornum; 5) anonTo3; 6) Heilposocnanexue [1].

Ecnn ewe 15 net Hasdag Hannume KH cumTanocb oTpuua-
TefbHbIM AnarHocTnyeckum kputepmem BAC, To npoBeseHHbIe
B MOC/MefHVe roabl MCCNedoBaHUs KOMHUTUBHBIX DYHKUMIA Y
60nbHbIX BAC nokasanu, uto KH BcTpeyatotes y 25-40% 6011b-
Hbix BAC, npu atom B 5-10% cny4yaes y HWX pa3BuBaeTcs 100-
HO-BWCOYHas aeMeHumst. JanHble KH noapasaensatoT Ha N0OHbIN
(MCNONHUTENBHbLIN 1 NOBEOEHYECKMIN), BUCOYHLIV (ancdasunye-
CKW 1IN PEYEeBO) 1 CMeLLIaHHbI BapuaHThl, Mpu nobHOM Ba-
priaHTe OTMEeYaloTCs anatoabynnyeckunii CUHAPOM U arpeccus,
HapyLleHne NNaHMpoBaHUs 1M NPOrpaMMUPOBAHNS OENCTBUN,
CHIXeHMe ObITOBbIX HABbIKOB, OLUMOKM B NCbME (naparpadun),
a Npy BUCOYHOM BapViaHTe — 3PUTENbHO-MPOCTPAHCTBEHHbIE
HapyLIeHUs 1 anemMeHTbl cemMaHThyeckon adpasum [30].

Pa3Butne nobHo-BUCOUYHbIX KH, nemeHumn npn BAC ces-
3bIBAIOT C MyTaumsamm B reHax TDP-43, UBQLN2, C9orf72 [31].
Hanuune amoumoHanbHO-BONEBLIX HapyweHuii 1 KH, a Taikke
nenpeccun npu BAC (B 30-50% cnyyaeB) NpMBOAWT K HECBOE-
BPEMEHHOMY MPUHATUIO OONbHBIMW PELLEHU A OTHOCUTESb-
HO METOZOB JleYeHWsl, HanpaBfEHHbIX HA MPOLAJEHNE XN3HU
[32, 33].

[eTeporeHHOCTb MexaHu3moB passutusa BAC pomkHa
BCENSATb ONTVMU3M. BO3MOXHO, COCTOSIHVME HEKOTOPbIX MaLu-
€HTOB MOXHO YNy4LImnTb. Ha 370 yka3biBaloT cnyyan abopTus-
Horo BAC (Hauyano BAC B cpenHeM Bo3pacTe, npekpalleHmne
CUMMTOMAaTUKN 1 nocneaytolee Bo306HOBNEHNE crnycTs 60-
nee 20 net), cny4am CNOHTAHHOMO 3aMenJieHMst NPOrpeccu-
poBaHusa BAC [34]. Bblnn OTKPbIThI FEHETUYECKNE MEXaHN3MbI
ngetckoro 6ynb6apHOro mapanuya, B TOM YWCNE C TAyxOTou
(6onesHb daumo-Jlonae, 6GonesHb Buanetto-BaH Jlape).
B ocHoBe aTvx 3aboneBaHuii nexar aedekTsl reHoB SLC52A2
n SLC52A1, koovpylolwmx nepeHocymku pubodnaBmHa (Bu-
TamuHa B,) hRFT3 1 hRFT1. [autenbHas Tepanus BbICOKUMMU
[03aMu prbodnaBrHa Ha PaHHKX CTaAMsIX MPUBENA K yyylle-
HUIO 1 Jaxe BbI3L0POBAeHMIO y Bcex 13 neyeHbix geten [35].
He wncknoyeHo, 4To B OCHOBE OMpenesieHHbIX, Moka He OT-
KPbITbIX MOHOMEHHbIX BUA0B BAC nexar ctonb xe “npoctbie”
nedekTbl, KOTOpble MOTyT NOAAABATLCS NEYEHNIO HA PaHHewn
CTaauv Npy CBOEBPEMEHHOM W ANUTENIbHOM Ha3HayYeHun 3a-
MECTUTENbHOW Tepanuu.

Mopxopabl K naTtoreHeTU4ecKou
Tepanum BAC

MHorum cneumnanmcTtam no BAC B HacTosiLLee Bpems oue-
BWJHO, YTO YCMELLHOE NeYeHre 3Toro 3aboneBaHnst BO3MOXHO
AWLWb HA OOKIMHUYECKON cTagumn. He NCKIOYEHO, YTO Ha 3TOM
ctapgum TeyeHne BAC moxeT ObiTb ahdEKTUBHO 3aMeneHo,
NMPUOCTAHOBNIEHO MM OCTaHOBNEHO. C 3TOW Lenbio B YHUBEP-
cutete Mariamun n Ynnsepcutete dmopu (Atnanta, CLUA) ¢
2005 r. npoBoaunock uccneposanue pre-fALS. B Hero 6binn
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BKJIIOYEHbI 340POBbIE  LOOPOBOMbLBI, POACTBEHHUKU OO0Mb-
Hbix BAC, y KOTOpbIX ObinM BbiSIBNEHbl MyTaumn reHa SODT,
a ¢ 2011 r. — ¢ myTaumsamm reHos TDP-43 n FUS. 3popoBbie
HOCUTENM MyTauuii kay3aTueHbIX reHoB BAC npoxoaunu ceoe-
obpasHyio “amcnaHcepusaumio”. B yacTHOCTM, UM NPOBOAM-
nnce MP-cnekTpockonus rofioBHOr0 Moara 1 3/1aCToOMEeTpus
Koxu, makpo-9MI. Mccnenosatenn HapoeloTcs Ha m3obpeTe-
Hue B OyayLLEM Tako METOAMKM HEMPOBMU3yanm3aumm, KoTopas
NO3BOMWT NPUBIN3UTENBHO OLEHMBATL KonmyectBo MH B Mo-
TOPHOW KOPE 1, BO3SMOXHO, MEPEAHMX POrax CN1HHOro Mo3ra,
4TO NO3BONSNO Bbl AMArHOCTMPOBATL AOKIMHUYECKYIO CTafuIo
BAC 1 npoBoanTb NaTtoreHeTn4eckn o6OCHOBAHHOE NieueHue
Ha aToi cTagum [36]. He ucknodeHo, 4To 6yayT oBHapyXeHsbl
N cypporaTtHble aKCTpaHeBpasibHble MapKepbl, MO3BOASIOLME
npeanonaratb AOKNMHMYeckyto ctaamio BAC. 9To cnepyet u3
JaHHbIX 00 n3meHeHusix npu BAC koxu (yTonweHue 6asanb-
HOV MeMOpaHbl BCNeACTBME MMMNepaKcnpeccun naMmuHnHa-1),
TpombouunTos [37, 38]. K coxaneHuto, prHaHCMPOBaHME 3TOro
nccnefoBaHns BbINO NpPekpaLleHo, B YaCTHOCTW NOTOMY, YTO
3[0POBbIE POACTBEHHVKM 60MbHLIX BAC B 60MbLUMHCTBE Chyya-
€B MepecTan cornawaTbCs Ha reHeTnyeckoe ob6cneaoBaHue.

K HacTosiemy BpemMeHn 3aBepLueHo KW aHTUCMbICTOBbIX
OJIUrOHYKNIEOTMAOB K MyTaHTHOMY reHy SOD1, BBOOUMbBIX UH-
TpanioMbanbHO NaumeHTam ¢ Mytaumsamm B reHe SODT n yxe
passuBwmuMcs BAC. [Mpenapat xapakTepusyeTcsi XOpoLuen
NEePEHOCUMOCTbLIO. DTOT METOZ, IEYEHNSI MOXET ObITb NPUMe-
HEH B OyayLLeM 1 y HocuTenein mytaumin reva SODT B cnyyae
[OMarHoCTUKW Y HUX OOKSIMHUYeCKO cTaaum 3abonesaHus [39].
B 2023 r. Ha 0CHOBaHMK AaHHbIX 3TOro UccnepgoBaHns B CLUA
OblN 3apPerMcTpUPOBaH Npenapat TohepCeH.

BBeneHne NporeHnTOpPHbIX CTBOJOBLIX KIETOK B LUENHOE
N/VNn NOSICHUYHOE YTOMLEHME CMMHHOMO MO3ra MpPYBENO K
BPEMEHHOMY YNYYLIEHMIO CUMMTOMATMKKN (Ha 1 Mec) nuwb y
1 13 18 maumeHToB, HO MOTOM Yy 3TOro MauueHTa 3abonesa-
HWe npomomkmno nporpeccuposath [40]. Pesynbtatel KA no
n3yyeHuio runepbapuyeckoin okcureHauuy npu BAC 6Gbln
oTpuuatenbHeimn [41]. B KW N0 13y4eHWIo aMUHOKMUCAOT C
Pa3BETBNEHHON LeNblo (BaNuH, NIENLMH, N30NEALMH) Cpean
60nbHbIX BAC, nonyyaBLUMX yKa3aHHbIE aMUHOKUCIOThI, BbI0
0TMeyeHO Borblue neTasbHbIX MCXOA0B 3a nepuog, Habnomne-
Hus [42]. K coxanenuto, 0TAeNbHbIE Bpaym NPOAOIKAIOT PEKO-
MeHZ0BaTb 3TU MeTOAbI B Poccuu.

MannunatuBHag tepanus BAC
METOAbI neyeHuq, 3aMmepgnaowime
nporpeccuposaHue BAC

“3onoTeiM CcTaHAapTOM” nannnatusHom Tepanun BAC sB-
NngeTca HemHBa3uBHas BeHTUNAUMS nerkux (HBJT). MokasaHo,
4yTo 60nbHble BAC ¢ GOPCUPOBAHHON XN3HEHHO EMKOCTbIO
nerkux (PXEJ) >65% xunu B cpegHem Ha 11 mec aosnblue,
yem 60nbHble BAC, koTopbim HBJT npooaunack npu OXEN
<65% [43]. Mpn BAC nmeeT MeCTO BEHTUAALMOHHASA Ablxa-
TefbHas HeJOCTaTO4YHOCTb, NOSTOMY BaXHa VMMEHHO BENNYU-
Ha ®XEJ1, a He XM3HEeHHOI eMKOCTU Nerknx, Tak kak nepBblit
nokasaTenb OTpaxaeT 06beEM BO3A4yXa, KOTOPbIA MOABEPXKEH

razoobmeHy. PaHee ObIno yctaHoBNEHO, 4To HBJT noctoBepHO
NpOANIEBAET XN3Hb O0JIbHBIM CMIMHANBHBLIM, HO He OyNbOaPHbLIM
BAC [44]. Ycnex 3Toro Metoaa fe4eHuns Hanpsimyto 3aBUcuT oT
CPOKOB Havana tepanumn 1 BennunHel @XEJT. MaumeHT nomkeH
1CcnonbL30BaTh NPUOOP OT 4 4 B CyTKU 1 CNaTb ¢ Npubopom. ITo
Tpebyet 06y4eHns. Kpome Toro, B npoLecce neyeHns Heob-
XOOMM KOHTPOb Bpaya. Cneayet 1 pa3 B 2-3 Mec NpoBOAUTb
6onbHOMY cnvporpaduio, ecnu oHa MHGOPMaTVBHA, KOHTPO-
NNPOBaTb BPEMS NIEHEHNST C MOMOLLBIO CneuyansHon dneLu-
kapTbl Nnpubopa HBJT 1 noBbllLaTh AaBNEHWE BAOXA U BbIAOXA
C pasHuLel B 6 CM BOA,. CT., Kak PeKOMeHAyeTCs Aenatb npu
fle4eHmmn ¢ nomoubio HBJTy naumeHToB ¢ HEPBHO-MbILLEYHbI-
My 3abonesaHusmu. MokasaHo, 4to npu OXEJ 50-60% npu-
cnocobutbea K HBJT moryT nuwb 47% 6onbHbix BAC co cnu-
HanbHbIM AebtoToM 1 nnwb 30% naumeHToB ¢ BynbOapHLIM
nebtoTom [45, 46]. B poccuiickom nccnegoBaHny NpoaoSIxXM-
TENbHOCTb XU3HW afanTupoBaHHbIX K HBJ1 601bHbIX Oblna fo-
CTOBEPHO BhILLE, YEM Y HEAZANTUPOBAHHbIX [47].

Ewe ogHum “30n0TbIM cTangapTom” nedveHns BAC asns-
eTCcsa npenapar puy30/, 3aperncTpupoBaHHbIi B Poccum nog,
TOProBbIM HaumeHoBaHveM TernioTuk B 2024 r. (CycneHsus
Insi npremMa BHYTpb). MpenapaT o6nagaeT natoreHeTUYECKNM
[EVCTBUEM, MOCKObKY YMEHbLUAET ryTamaTHYI0 9KCaNTOTOK-
CUYHOCTb, MHrMBupyeT pochoamnacTtepassl [48]. B nocnenHue
rofibl NOSIBUINCH A@HHbIE UCCNEL0BAHWIA, YTO PUIY307 MOXET
3amennaTb nporpeccupoaHne BAC Ha 6-12 1 18 mec [49, 50].
Punyson (TernTrk) — eAUHCTBEHHbIV Npenapar, BKIYEHHbIN
B K/IMHMYeCKne pekomeHdaumm AmepukaHckoro, Esponeit-
ckoro, Kanapckoro o6LecTB HEBPOOroB, M Ha3HAYeHUe ero
ans 3amepnieHnss nporpeccupoBaHus BAC umeeT ypoBeHb
fokasatenbHocTn A. Tepanus npenapaTom puiy3oa SOSKHA
HayMHaTbLCS Cpasy e mocne TOoro, Kak yCTAHOBAEH AMAarHO3
BAC [51-54]. Kak yxe yka3blBanoCh BblLLE, NPEACTaBNEHNE O
TOM, YTO PUNy30/ NPOA/eBaeT Xmn3Hb 6obHLIM BAC BCero Ha
2-3 mec, yxoauT B npowunoe. B nepeBoe paHaoOMU3NPOBaHHOE
[BOWHOE cnenoe nnauebOKOHTPONNPYEMOE WCCNefoBaHNe
puny3ona Bowso 155 60nbHbIX BAC, KOTOPbIX pasgenunn Ha
rpynnbl B 3aBUCUMOCTM OT OyNbOGAPHOro UK CNHaNbHOMO Je-
6toTa 3aboneBaHus. K koHLy roga (nepvoaa neyeHus punyso-
nom B fo3e 100 mr/cyT B 2 npuema) B OCHOBHOW rpynne 6blan
XuBbI 74% 60NbHbIX, TOFAA Kak B KOHTPOJIbHOM rpynne — BCEro
54%. 910 ObINO CTATUCTUYECKUN [LOCTOBEPHO B B0JIbLLEN CTENe-
HY ans 605bHbIX ¢ BynbbapHbIM AebtoTom BAC. Mo ncteveHmnm
nepuoda AvHaMuyeckoro HabnwoneHus (573 aHs) pasnuuns
OblSIM LOCTOBEPHBLIMY B LIESIOM M0 rpynne v ans 60bHbIX BAC ¢
6ynbOapHbLIM, HO He CO CrMMHasIbHLIM Ae6I0TOM, NPU 3TOM CKO-
POCTb CHVXEHUS MbILLIEYHON CUNbl Obla JOCTOBEPHO HUXE B
rpynne GOMbHbIX, MOJTyYaBLUMX PUITy30i1. KaueCTBO XU3HK, Kak
1 Apyrve nokasaTenu, He pa3nnyanocb Mexay rpynnamu. Cpe-
A1 No60YHbIX 3D DEKTOB ObINN BbISBIEHbI ACTEHUS, KITMHUYECKM
He3Ha4MMOoe MNoBbILLEHME aKTUBHOCTM aMnHOTpaHcdepas [55].
3artem ObINO NpoBefeHO BTOpPoOe uccnefoBaHve 3-i dasbl,
BktouaBLlee 959 605bHbIx BAC, B KOTOPOM pusy30s Has3Hava-
A B posax 50, 100 nnn 200 Mr/cyT u KpUTEPUEM OLLEHKMN $IB-
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nanacb NPOAOIIKUTENLHOCTb NEPMOAA, NOKa Y NALMEHTOB He
BO3HMKHYT NOKa3aHusa anis TpaxeoctoMmuu. HYepes 18 mec Gbinmn
xuBbl 50% GonbHbIX B rpynne nnaue6o 1 57% 60/bHbIX B rpymn-
ne punysona, npv atom o3a 100 Mr 6bina npusHaHa Hanbonee
9pPEKTUBHOM NPU MUHUMANBHOM KONMYECTBE NOOOYHbIX ad-
(eKTOoB, a pa3nunuunii BO BTOPUYHBIX KPUTEPUSX OLLEHKM (TEMIMbI
CHVXEHUS MBILLIEYHOW CUMbl U T.4.) He ObiNo BbisBNEHO [56].
B TpeTbe nccnepnosaHve Bowno 168 6onbHbIx BAC, npu aTom
KpUTEPUN BKIKOYEHNS HE COOTBETCTBOBANM TAKOBLIM B MPeAbl-
Iywiem uccnenosaHun. B TedeHne 18 mec 60/bHbIE MOXUIOMO
Bo3pacTa (ctapiue 70 neT) ¢ fAaneko 3allefliel ctagneit 3a-
6onesaHus nonydanu 100 mr/cyT npenapara. Pa3nuyunii B Bbi-
XNBAEMOCTM NALMEHTOB OCHOBHO rpynnbl U rpynnsl nnauebo
He BbISIBIEHO, OAHAKO WCCNEeAOBaHME He UMeNo [0CTaTou-
HOW CTaTUCTMYECKON cubl. B 4eTBEPTOM paHAOMMU3UPOBAH-
HOM MCCNefoBaHNMN, NPOBEAEHHOM B ANOHWM 1 BKIIIOYABLUEM
195 60nbHbIX, ObIIN NONYYEHbl OTPULIATENbHBIE PE3YNbTATHI
[57]. MpenapaT pekomeHAyeTcs MPUHUMATbL, NMoka GOsbHOW
BAC criocobeH k camoobenyxmsaruto, no 50 Mr 2 pasa B ieHb
[0 enpbl C HTepBanoM 12 4, Mpu 3TOM COXPaHEHHbIE Peyb U
rnoTaHune nNpu TeTpanapese TOXe CYMTAITCS S/IeMEHTaMU ca-
MoobcnyxuBaHus. Mpenapar OTMEHSIIOT WM HE Ha3HAYaloT:
1) Npu BbIpaxXeHHOM TeTpanapese 1 6ynbOapHbIX HApPyLLEHW-
s1x; 2) 60nbHbIM BAC, KOTOPLIM AnarHo3 Hbin NocTaBneH 6onee
yem yepes 5 neT nocne Havyana 3abonesanns; 3) Npu kpaviHe
ObICTPOM MpOrpeccupoBaHn 3abonesaHns; 4) Npyu HanMyMm
TPaxeoCTOMUN N UCKYCCTBEHHOW BeHTUAAUMK nerkux (UBJ1);
5) Npy NEYEHOYHOM N NOYEYHON HELOCTATOYHOCTU, MOBLILLE-
HUW YPOBHSI aMUHOTpaHcdepas bonee yem B 5 pas. MokasaHo,
4TO B HEKOTOPBIX Cy4Yasix Npenapart MOXeT YMeHbLLATb Bbipa-
XEHHOCTb GacUMKyNaumi, Kpamnu, CnacTUYHOCTU, MePenanos
HacTpoeHus. B 3-12% cnyyaeB puny30: BbI3bIBAET Yallle BCe-
ro 6ecCMMNTOMHOE MOBLILLIEHNE YPOBHS aMUHOTpaHcdepas,
penko — aHOpPeKcuio, Anapelo, KpaHe pefko — MOBbILLEHME
apTepuanbHOro AAaBNEHNS, UHTEPCTULMANBHYIO NMHEBMOHMIO,
HevTponeHuto 1 TpomboumtoneHunto [58]. Mpenapat puny-
300 (TernoTrk) HagHavaeTcsa B £o3e 10 mn cycneHsum 2 pasa
B AE€Hb BHE 3aBMWCVMMOCTW OT MPUEMA NULLM NOA, KOHTPONEM
YPOBHSI amMHOTpaHchepas 1 0bLLEro aHanmn3a KpoBu A0 Ha-
yana neyeHus, 4epes 1 n 3 mec nocne Havana Tepanuu. lNpe-
napat cogepxmt 30% CUMETUKOH AN NPOPUNAKTUKK FracTpo-
3HTeponornyecknx nodoyHbix apdekTos. Mpenapat He obna-
naeT GeTOTOKCUYHBIMU, FEHOTOKCUYHBIMU U KQHLLePOrEHHbIMI
apdekTamn. Takxe TernioTMK MOXHO BBOAWTb B raCTPOCTOMY
y 60nbHbIX BAC ¢ gucdarmeit. B CLLA punyson (TerntoTumk) no-
nyyatot 60% 60nbHbIX BAC, B EBpone — ao 95% [53, 54].
MpenapaT agapaBoH SBASETCS aHTUOKCUMAAHTOM SIMOHCKO-
ro npounseoacTea. NlokasaHo, 4to oH B fo3e 60 mr (40 mn) BHyT-
PVIBEHHO KanenbHO B TedeHve 14 aHei B 1-1 mecau u 10 gHen
B Mocriefylolme 5 Mec okasblBaeT 3aMefifiolee nencTere
Ha nporpeccupoBaHune BAC. MprMeHseTcs Ha HavabHbIX CTa-
nmsix BAC. B KU addekTtnBHOCTL 0TMedeHa Ha poHe 6a30BOM
Tepanuu puny3onoM. Heo6xoanMmo MOHUTOPUPOBATL KpeaTu-
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HWH, apTepuanbHOe AaB/eHne, C OCTOPOXHOCTLIO HAa3Ha4aTh
npenapat naupeHTam ctapiue 70 net [21].

MpenapaTt macuTvHMG, Ha3HaYaemblii BMECTE C PUy30-
JIOM, SIBASIETCS MHIMOUTOPOM TUPO3MHKUHA3 U TPAOULUMOHHO
NpUMeHsincs B BeTepuHapHoi oHkonoruu. Mpu BAC HasHa-
yaetcs B go3e 150 mr 2 pasa B aeHb. KnuHnyeckoe nceneno-
BaHWe npenaparta NpoBoAMNOChL Ha GoHe 6a30BOW Tepanum
puny3onoM. OfHako ero NpYMEHEHWE OrpaHUYMBaeTCst Mo-
604HbIMM 3 dekTamm (TOLIHOTA, PBOTA, Avapest, HedbpoToK-
CWYHOCTb) [22].

Taypoypcofesokcmxonesas kucnota, kak nokasanu KW,
Takke 3ameanset nporpeccuposanune BAC [59]. KnuHuyeckoe
uccnefoBaHne NPoBOAMIOCH Ha GOHe 6Ga30BO Tepanmu puy-
30/10M. Ee KOMMOHEHTHI — ypCOAE30KCMX0NIeBas KUCN0Ta 1 Tay-
PVIH — 3apErMcTPUpPOBaHbl U AOCTYMHbI B POccun, pekomeHaye-
Masi 03a Kaxaoro 13 atux npenapatos 500 Mr 2 pasa B AeHb.

Koppekuusi peuratesnbHbIX HapyLIeHUA

Koppekums aBuratenbHbix HapyLieHuii npu BAC nposoaunT-
CSl C NMOMOLLLIO OPTONEANYECKMX YCTPOMCTB U ABUraTesIbHOM
peabunuTtaumy. PeKOMEHLYETCA XOANTb C TPOCThIO, XOAYHKaMM
Unv NepemeLLaTbes Ha Konsicke BO n3bexaHue Tpasm. MoxHO
NoSIb30BaThCS BCMOMOraTesbHbIMU YCTPOWCTBAMU B ObITY (pu-
yep (yxear), OXKN U BUSIKM C LJIMHHBIMW 1 TMOKUMU pyYKamm,
LUMHBI ANS yny4weHuns pasrinbanus kuctu). MNpu napese pasru-
GaTenen LWen peKOMeHIYETCs rONoBoAepPXaTe b, U OH 00513a-
TeNEeH BO BpeMms efibl. YA00HbI CTONOAEPXATENN B BULIE PEMHS,
HaeBaeMOro Ha rONIEHOCTOMHbIV CYCTaB, C KPIOYKOM NS LLHY-
poBku 06yBu. MNpy BbIpaXXEHHOM TeTpanape3e PEKOMEHAYeTCs
3NeKTponoabeMHUK. [Ang npodunakTukmi NOABLIBMXA FONOBKM
Nne4yeBOi KOCTU MOKA3aHO HOLUEHWE Pa3rpy304HOM MOBA3KU
ons pyk 3-5 4 B aeHb. Mpu pa3sutv 60NEBOr0 CUHAPOMA B
nneyeBbIX CycTaBax NPUMEHSIOT GuanoTepanuio, KOMNPeccsl
C OVMEKCMOOM, HOBOKaMHOM, NAA30M, BONbTAPEHOM U MUA-
POKOPTM30HOM, 6110Kadbl C FOPMOHANLHLIMU NpenapaTamu 1
MECTHbIMW aHecTeTukamu. [ns npodunaktnkn GnedoTpom-
6030B Y NaLMeHTOB ¢ 06€3BMKEHHOCTLIO, OTEKAMI CTOM WK
KNCTEN PEKOMEHAYEeTCs 3nacTU4yHOe OUHTOBAHWE KOHEYHO-
CTeln, Manble [o3bl aHTukoarynsaHtos [1, 7, 51, 54].

[ns KOppekummn CnacTUHHOCTU NPUMEHSIIOTCS Npenaparsl,
CHUXAIOLME MblLUEeYHbI TOHYC (6aknodeH unm TM3aHUauH B
TepaneBTUYECKUX [03ax Ha Houb). BO3MOXHO ncnons3oBaHne
60TynoToKCUHA (Hanpumep, ans paccnabneHus crubatensHom
KOHTPAKTYpbl KUCTW Unn NokTs). [poBoanTCa neyebHas rumHa-
ctukano 10-15 mMuH 3 pasa B AeHb. 18 npodunakTmkm napuH-
rocrnasma npuMeHsIoT anasenam 5 Mr Ha Houb [1, 7, 51, 54].

dacumkynaumm 1 kpamnu npyu BAC MoryT 6biTb 6051€3HEH-
HbIMM, HapywaTtb COH. [0 Mepe TeyeHus GONE3HM NauUMeHT
3amMeyaerT, YTo TaM, rae NepBoHaYanbHO UMenn Mecto dacum-
Kynaumm, 3aTeM pa3BuBalOTCS napessbl. [ng ymeHbLieHus dac-
LMKYNSaumin pekomenayetcs Ternotuk (puny3on), nnbo kapba-
mazenuH 100 Mr 2 pa3a B fieHb, M0 okckap6asenuH 150 mr
2pasaBpeHb[1,7,51,53, 54].
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Koppekuus 3MOLMOHaNIbHO-BOJIEBbIX

1 NCUXUYECKUX HapYyLUEHUI

MpumepHo 50% 6onbHbix BAC 3a pybexxom HabnogaoTcs
MCUXMaTPOM B TEYEHWE BCEro nepuopa 3aboneeaHus. Yacto
ncmxoTepanus n ncmxodapmakoTepanms He0OXOANMbI He TOSb-
K0 60nbHbIM BAC, HO 11 UX POACTBEHHMKAM, Ha KOTOPbIX TOXUTCS
OCHOBHOE Bpems yxoza. Bo3amMOXHO HasHaueHve aHTMaenpec-
CaHTOB, TUMONENTWKOB, CHOTBOPHbIX, aTUMWNYHbIX HEMPONENTU-
KOB. HECMOTpPS Ha TO YTO HEKOTOPbLIE U3 3TUX JIEKAPCTBEHHBIX
CPeLCTB MOryT yrHeTaTb AblXaHue, NpUOpUTETOM SBASETCS
yryyLleHne ka4yecTBa XunsHu 60sbHbIXx BAC, HopManmsaums Lmk-
na cHa 1 604pCTBOBAHMS, KOPPEKLMS HACTPOEHWS, YCUNEHWE
MOTMBALMM HA y4acTue B Mpouecce nedeHus. Heponyctmmo,
4T06bI 60NbHOM BAC “X0pOLUO Abllan”, Ho MPY 3TOM My4uics oT
6eCCOHHULIbI. Y 60MbHbIX, nonyyatowyx HBJ1, Ha3HaveHne npe-
napaToB, KOTOPbIE Y/y4LIAT KA4€CTBO XU3HW, HO MOTYT yrHe-
TaTb AbIxaHue, Tem 6onee onpasaaHHo [33, 54, 60].

Ina neyeHnst NOGHO-BUCOYHOWN AEMEHLIMM NPUMEHSIIOT Te-
paneBTUYeckre [03bl acuMTaionpama unmn TpasogoHa [61].

Koppekuus 60ynb0apHbIX HapyLUEeHUIA

Mpwn BAC BO3HMKAET CMeLLaHHas, BAnas Uiy cnactmyeckas
om3apTpus. JledeHne AM3apTpmm CBOOMTCS K PEYEBbIM PEKO-
MeHZALMAM, KOTOPbIE MO3BONSIOT NALMEHTY BbICTPOUTb CBOIO
peuyb Tak, 4ToObl eMy ObII0 NPOLLE FOBOPUTL 1 YTOOLI €ro Jiyy-
LLe NoHMManu cobeceHukn. MoxHO UCMONb30BaTh YCUIIMTENb
ronoca, anmavkaummn nbaa Ha a3blk. ECiv naumeHT He MOoXeT
pa3roBapuBaTb 1 NMcaTh, UCMOMb3yeTca Tabnuua ¢ andasu-
ToM. OIHaKO 3TO CaMblii CNOXHbIV N “HETEXHONOrNYHBIA” CMOo-
c06. CambIM MPOCTLIM 1 “BbICOKOTEXHONOMMYHBIM” CNOCOHOM
HopManuaaumny obeHns 6onsHoro BAC ¢ okpyxaloLwmm Mu-
pPOM SIBASETCS KOMMbIOTEPHAS CUCTEMA, C MOMOLLBIO KOTOPOW
nauyeHT MOXeT HabupaTb TEKCT faTYMKaMU, yCTaHOBJIEHHBIMU
Ha rnasHble $610KkK, @ 3aTeM KOMMbloTep NpeobpasyeT Hanu-
CaHHOe B CUHTeTU4eckuii ronoc [1, 7, 53, 54].

Hapagy ¢ HapyweHusMu abixanus datasbHbIM CUMMTO-
mMoM BAC dBnseTcsa HapylieHue rnotaHus (aucdarus). da-
TaJIbHOCTb 3TOr0 CMMMTOMA CBSI3aHa HE C PUCKOM PasBUTUS
HeJ0CTaTOYHOCTY NUTaHKS, @ C PUCKOM acnupaumm 1 acnupa-
LIMOHHOW NHEBMOHMK, KOTOPas SBNSETCA cmepTesibHoM B 50%
cnyyaes. HapylueHne aBToOMaTn4eckoro rnoTaHns ChoHbI Npuy
BAC npuBoaMT K CNOHOTEYEHMIO, NMPW 3TOM BO3MOXHA acmnu-
paumnsi cCOGCTBEHHO CIIIOHOW, Y4TO AeNnaeT KOPPEKLUMIO 1 3TOro
CMMNTOMA XM3HEHHO BaXHbIM [62-65].

“30M0TbIM CTAHAAPTOM” NEYEHWUS HAPYLUEHWIA FNOTaHWS,
NPOMOUNAKTUKM acnMpaLOHHON MHEBMOHUM 1 alMMEHTapPHON
HeJoCTaTo4YHOCTU sBnseTca ractpoctomus. Mpu BAC npen-
MOYTUTENbHA YPECKOXHAs 3HAOCKOMMYEeckas racTpocTomus
(43r) B cBSI3M C NPOCTOTOIN NPOBEAEHNS U TEM, YTO OHa MO-
XET OblTb BbINOJHEHA MO MECTHOI aHeCTe3Mel POTOrNOTKM U
nepeaHei BPIOLLHON CTEHKM B MECTe NyHKLMK Xenyaka. Moka-
3aH0, 410 Y3l 1 sHTepanbHOe NUTaHue AOCTOBEPHO NPoAJe-
BalOT XM3Hb H60s1bHBIM BAC (38 + 17 mec B rpynne BAC ¢ Har
1 30 = 13 mec B rpynne BAC 6e3 43I [63]. YpeckoxHyIo 3H-

[,0CKOMUYECKYIO FaCTPOCTOMUIO XeNaTesbHO BbINOHATb, MOKa
®XEJ coctanaeT >50%. B npouecce onepaumnm 3HA0CKOMNU-
YeCKN pasfyBaeTcs XenynoK, YTO MOXET YMEHbLUUTb SKCKYp-
cuio anacdparMbl BO BPEMS Onepaumm 1 NpUBECTY K nocieone-
PaLMOHHBIM ApbIXaTesbHbIM PACCTPONCTBAM. YPECKOXHYIO 9H-
LLOCKOMUYECKYI0 racTpocToMuto 6e30macHee BCEro NpoBOAUTb
Ha doHe nHTpaonepaumnonHon HBJ1 [1, 7, 51, 54]. MactpocTo-
MUsi pellaeT Bonpoc 06 aHTEpasbHOM BBEAEHUW CYCMEH3WN
puny3ona (TernTrk) y naumMeHToB ¢ aucdarnen.

O06beM 3HTEPABbHOrO NUTaHUS PaccyMTbiBaeTcs No Gop-
mMyne Xappuca-beneoukra, ¢opmyne OeNCTBUTENLHOIO
pacxoga SHeprum ¢ y4eToM (akTOPOB aKTUBHOCTM, YBEYbS
1 Temnepatypsbl no B.M. JlydTty n coasT. [64]. O4eHb BaXHO,
4TOObI 3HTEpPasibHAsi CMECb COOTBETCTBOBASAa COBPEMEHHbIM
cTaHzapTam, npeanonaraioLmm Kanopnyeckyio NI0THOCTb He
MeHee 1 kKan/Mn, HU3Koe CoAepXaHue NakTo3bl Uan ee OT-
CYTCTBME, COOTHOLUEHME Knnokanopuu : a3oT 130-180: 1, oc-
mMonsipHocTb MeHee 300-340 MOCMOsb, OTCYTCTBME ONACHON
CTUMYNALUM KULLEYHON MOTOPUKKN, OTCYTCTBUE FeHETUYECKM
MOANDULMPOBAHHBIX KOMMOHEHTOB [64].

Cnegnyet otmeTuTb, 4TO B CLLA Ha ractpocTomumio corna-
watotcs 75% 6onbHbix BAC, a B Mepmanum - 80%, B apyrmux
CTpaHax MPOLEHT 0TKA30B OT raCTPOCTOMMMN TEM HE MEHee [10-
CTaTO4HO BbICOK [1, 51, 64, 65]. YcTaHOBKA Ha30racTpasbHOro
30HAA HE MPEfOXPaHseT OT acnMpauMmn U CHUXAET KayeCcTBO
Xu3Hu 6onbHOro BAC. MapeHTepanbHoe nuTaHne pacTBopamm
amuHonnaamans, nMnodyHamHa, 5% rniokosbl 3HaYUTENbHO
[OPOXe 3HTEPaNibHOMO NMUTaHUS, AOMKHO NPOBOAUTLCS B YC-
NOBUsIX X0Tst Obl AHEBHOIO CTalMoHapa, 4pesaTo ¢neboTpoMm-
603amu, sHuedanonatveil. Kpome Toro, ang npodpunakTmku
acnvpaLumoHHO NHEBMOHMM 60nbHbIM BAC nokasaHbl BHYTpU-
BEHHbIE MHBEKLMN aHTMONOTMKOB LLedanocnoprHOBOro psaa B
TeyeHne 5 gHen kaxabli mecsu,. VIX HasHaYyeHne yBennymBaet
NPOLOMKUTENLHOCTL XU3HK Npu BAC [65]. PaHHss TpaxeocTo-
musa npu 6ynsbapHom BAC Takke, 04eBMAOHO, SBASETCS NPO-
dunakTnyeckor Mepor NPOT1B acnnpaumn.

Koppekumsi CNioHOTeYeHMs1 BaXHa He TOJIbKO B CBSI3U C He-
00X0MMOCTbIO YMEHbLLIEHWS prcka acnnpaumn, HO U B CBA3M
C TEM, YTO CNOHOTEHYEHME 3HAYMMO YXYALIAET Ka4eCTBO XN3HN
605bHbIX BAC (cnocoBbHOCTb K 06LLEHMIO 1 3MOLMOHANBHOE COo-
cTosiHMe). MNprUMeHsIOT aMmuTpmnTUAKH B fo3se ot 25 go 100 mr
Ha Houb [66]. OpHako npenapat NpoT1BONoka3aH 6OJbHLIM C
rnaykoMon 1 afeHOMOW npencTaTefisHoM xenesbl, a B 403ax
cBbilwe 37,5 Mr 4acTo BbI3bIBAET XONMHONMUTUYECKIE NOOOYHLIE
9P deKThI, YXyALIAET KOTHUTMBHBbIE QYHKUMK [67]. B kauecTBe
aNbTEPHATUBHbLIX CPEACTB UM CPEeACTB CONYTCTRYIOLLEH Tepa-
N1 MOryT BbICTYNaTh rnasHble kanav atponuHa 0,1 nnam 1,0%
pacTBOpa, pacTBOP aTPOBEHTA, MNnacTbipb ckonoaepm TTC (He
3aperncTpuposaH B Poccun) [68]. OgHako cuctemHoe BBeae-
HWe aTponMHONOA06HbLIX NPenapaToB 4acTo BbI3biIBAET NOOOY-
Hble 3P deKTbl CO CTOPOHBI CEPAEYHO-COCYANCTON CUCTEMbBI U
MOXET yXyALaTb KOrHUTUBHbIE dyHKUMK [69, 70]. BesonacHon
1 apdEeKTNBHOI Ha onpeaeneHHol cTaaumy 60ne3Hn SBnseTcs
KOMOUHaLMS aMUTPUNTUAMHA U MOAKOXHOWN MHbeKLMKY 60Ty0-
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TokcuHa B n03e 250-500 ELL [64, 65]. Ewle ogHo anbTepHaTH-
BOW IBNSIETCSA o6nyquV|e CJTIOHHbIX XXene3 0gHOKPaTHO B 103€e
6-7p[67].

UckyccTBeHHasi BEHTUNSILMS NErKUx

BonbHomy BAC noMMMO 03BY4MBaHWS MPaBUALHOIO Ana-
rHO3a HeobXxoaMmo 3apaHee coobWKWTb, 4TO 60Ne3Hb YKopa-
YMBAET XM3Hb B CBSA3W C HEU3OEXHBIM PA3BUTUEM [bIXaTellb-
HOW HEeAOoCTaTOYHOCTM, HO YTO WCKYCCTBEHHOE NpoAJieHue
Xu3Hu npy BAC BO3MOXHO NyTem TPaxeoCcTOMUN 1 NepeBoaa
Ha WBJI. MMoka naumeHT MOXET pa3roBapusaTb 1/wian nucartb,
HEOOXOAMMO BbISICHUTb, XENaeT M OH ObiTb NepeBefeHHbIM
Ha VIBJ1. B cnyy4ae ecnun naumeHT 3Toro XenaeT v ykasan yc-
NOBUWS OTK/IIOYEHMS OT annapara B OyayLieM, ceMbe GONbHOro
HEeo6X0AVMO MOJTYHYUTb PEKOMEHALMIO HEBPOJIOTa W MySIbMO-
Honora o nepesoge Ha MBJ1, ytobbl nonyyunTsb annapat VBJ1 ot
rocyfapcTea, 06paTuTbCs B NPOMUbHYI0 61aroTBOPUTENBHYIO
OpraHu3aumio U nNpruobpecTn Npnbop AN UCMONbL30BaHUS
Ha gomy. Mepesof Ha VIBJT1 60/bHbIX BAC B TepMUHANILHOM CO-
CTOSIHWM B CTALLMOHAPaXx “no XM3HEeHHbIM Noka3aHmsam” nnv “no
TpeboBaHMI0 POACTBEHHUKOB” B€3 BLISCHEHNWS XENaHNS naum-
€HTa HeaTuyeH [71].

3aksoyeHme

CnepnyeT OTMETUTb, 4TO 3P DEKTUBHOE BeaeHMe BONbLHOro
BAC BO3MOXHO N1LLIb MPU Y4aCTUN HE TONIbKO HEBPOMOra, HO
N CMEXHbIX CNEeuvanncToB — cneupanncta no GyHKUMoHanb-
HOW [MarHocTuKe, McuxuaTtpa, ncvmxoTepaneBTa, MyjbMOHO-
nora, 9HAOCKOMMYECKOro Xupypra, AMeTonora, Joronefa,
crneumanucta no nevyebHon duskynbType u GrusnoTepanesTa.
B Haweli cTpaHe Takas npakTuka B npeneniax 0fHoro neyed-
HOro yuypexzaeHus oTcytcTByeT. B Poccuiickoii depepaumn
3apEerncTprMpoBaH €AMHCTBEHHLIA MpenapaTr ¢ MeXayHapona-
HbIM HEMATEHTOBAHHLIM HAUMEHOBAHNEM PUTY30)1 B IEKAPCT-
BEHHOW popme cycneHsus Ans npuemMa BHyTpb (TernoTuk), B
nocnegnue roabl HBJTn NBJ1 Ha nbroTHLIX OCHOBaHMSAX Npeno-
CTaBNSIOTCS rocyaapcTeom. BHegpeHue npenapata Terniotmk
B HEBPOJIOMMYECKYIO MPaKTUKy B POCCHM, BEPOSITHO, MO3BOANT
YBEMYNTb NMPOJOIIKMUTENBHOCTb XM3HKU 6onbHbIX BAC no aHa-
norum ¢ CLUA, KaHapoit, eBponeiickumu cTpaHamu, 04HOBpe-
MEHHO NPOAVB NEPUOA, KOTrAa NALMEHT eLle MOXeT cebs 06-
CNYXMBaTb, B TOM Y1CIe NPY Hannumm 6ynb6apHbIX HAPYLLIEHNI
[51, 53, 54]. MNMpwn aToM MOXET BbITb 3P dEKTNBHA AyaNNCTNY-
Hasi KOMOMHMPOBaHHAs CUCTEMa MOMOLLM, NpefocTaBnsemas
YaCTHOW K/MHMKOW, GNaroTBOPUTENIbHON OpraHusauunein, no-
JIMKJIMHUKOR 1 LLEHTPOM CoLUManbHOro obecnedenms [71].

B nocnegHue rogsl B PO nosBunuce opraHmsaumm u ne-
yebHble YUpPEXAEHNS, B OCHOBHOM YaCTHbIE, CMELMaNNCTbI KO-
TOPbIX PEKOMEHIYIOT M NPaKTUKYIOT Pa3fnyHble MEeTOAbl eve-
Hus BAC, npeayCMOTPEHHbIE MEXAyHAaPOAHbIM CTaHAAPTOM.
910 BnaroTBOpUTENBLHBIN GOHA NOMOLLM 60/bHLIM BGOKOBbLIM
amMNOTPOPUYECKUM CKNEPO3OM MM. HuHbl VIBaHOBHbI JleBuu-
ko (Mocksa, aupekTtop I.H. JleBmuukui, http://alsportal.ru, oc-
HoBaH B 2006 r.), “KnuHuka BC” (rnaBHbI Bpad C.B. LlapeHrko),
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npoekT nomoLum mogam ¢ BAH Mapdo-MapunHckoro meam-
LMHCKoro ueHTpa “Munocepane” (Hayat 8 2012r.), 000 “Knu-
Huka neba Jleenukoro” (Mocksa, rnaBHbili Bpad .H. JleBuu-
kui1, ocHoBaHa B 2013 1.) n doHg “XKnemu cenyac” (ampekTop
H.B. Jlyrosas, ocHoBaH B 2015T.).

KoHdnukt nutepecos. Mybnvkauns noarotosieHa npu
noaaepxke komnanmn “Utandapmako”.
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The review discusses clinical and electromyographic criteria of amyotrophic lateral sclerosis (ALS) that have been recently modified, allowing for
acceleration of diagnosis. Current classifications of ALS are presented along with the latest data on genetic markers of ALS, concept of selective
motoneuron vulnerability, and feasibility of clinical trials in ALS patients with identified genetic background. Feasibility of using riluzole, marketed
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