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AHHOTALUSA

BbokoBoii aMHOTpOopHUUECKUI CKIepO3 — XPOHUUECKOE IMporpeccupymoliee 3abosieBaHue IeH-
TPaJIbHOM HEPBHOW CUCTEMBI, XapaKTEPU3YIOIIEECs MOPAKEHUEM CETMEHTAPHO-AIEPHBIX MOTO-
HEHPOHOB CIIMHHOI'O MO3ra M MO3TOBOT'O CTBOJIA, KOPKOBBIX JBUTATENIbHBIX KJIETOK M MUpPaAMUJI-
HBIX TPAaKTOB. B cTarbe MpUBOAUTCS ONMMCAHUE KIMHUYECKOIO Cllydyasl MalUeHTa, CTPAJaroIlero
OOKOBBIM aMHOTPO(UYECKHM CKIIEPO30M C TMOSCHUYHO-KPECTIOBBIM JeOroToM. [lanHas ¢opma
HEpEAKO BbI3bIBACT ONPEEICHHbIE CI0KHOCTH y HEBPOJIOTOB B NPABUJILHON IOCTAHOBKE JMar-
HO3a 0OKOBOT'0 aMHOTPO(PUUYECKOTO CKJIEPO3a HIIM OTHECEHUSI €€ K OOJIC3HM JBUTATEILHOTO HEl-
poHa. JlupdepeHuuanbHplii 1uarHo3 B MpeCTaBICHHOM Cllydae IIPOBOJIMIICS ¢ BEpTEOpOreHHON
NICHHON MUeENOoNaThuel, MHacTeHneH, HeBpallbHOW amuoTpodueii. B xone cbopa amamuesa, Te-
paneBTUYECKOT0 M HEBPOJOTHYECKOr0 0OC/Ie0BaHMs BBISBICHBI JOKa3aTeNbCTBA JETeHEepaluu
MOTOHEMPOHOB B INEHHO-TPYIHOM M IIOSCHHUYHO-KPECTIIOBOM OTHENax CHUHHOro mosra. Hc-
I0JIb30BaHbl BCIOMOTaTeNbHbIE METOJbl JTUArHOCTUKU (PEHTI'€HOBCKAas KOMIIbIOTEPHAs TOMO-
rpadusi NO3BOHOYHHMKA M MarHUTHO-PE30HAHCHAas TOMOrpadusi TOJIOBHOTO MO3ra, KIMHHKO-
nabopaTOpHbIe METOMBI) Ul UCKJIIOUEHHs] HHOW marosoruu. /luarao3 60KoBoro aMMoTpoduye-
CKOT'O CKJIepO3a SIBJISIETCSl «IIPUTOBOPOM» JUIsl MAlMeHTa, Tak Kak 3((eKTUBHOro JeueHus: 0o-
JIe3HH Ha JJaHHBI MOMEHT HeE CYILIECTBYET, IPOrHO3 BCETAa HEOIaronpusTeH.

3akaroyenue. CUMITOMBI OOKOBOTO aMUOTPO(PHUUECKOIO CKIEpO3a BO MHOTOM CXOXH C APYTHU-
MU TOTEHIMAJIbHO H3JICUYUMBIMU W/WIM HMEIOMIMMHU JOOPOKAaYeCTBEHHBIN MpOrHo3 3aboseBa-
HHUAMHA HepBHOﬁ CHUCTCMBbI, IOOTOMY O6CJ'I€)IOBaHI/Ie nmanmueHTa AOJXKHO OLITH KOMIIVIIEKCHBIM, C
BO3MOYKHBIM IPUMEHEHUEM MOJIEKYJISIPHO-TEHETUYECKUX METOJI0B UCCIIEIOBAHUS.

Kurouesble cioBa: bAC, cnunanvuas ¢opma, nosacuuyno-kpecmyoswii oeorom, SJHMI, PKT
nozeonounuxa, MPT conoernoco mo3zea
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ABSTRACT

Description of a clinical case of amyotrophic lateral sclerosis with lumbosacral debut. These data
show certain difficulties for neurologists in correct diagnosing ALS or classifying it as a motor
neuron disease. The differential diagnosis at admission was carried out with vertebrogenic
cervical myelopathy, myasthenia gravis, and neural amyotrophy. During the collection of
anamnesis, therapeutic and neurological examinations, evidence of motor neuron degeneration in
the cervical-thoracic and lumbosacral parts of the spinal cord was revealed. We used auxiliary
diagnostic methods (RCT of the spine and MRI of the brain, clinical and laboratory methods)
to exclude other pathologies. The diagnosis of ALS is a verdict for the patient, since there is
no effective treatment for the disease at the moment.

CONCLUSION: The symptoms of ALS are largely similar to other potentially curable and / or
benign diseases of the nervous system, so the patient's examination should be comprehensive,
with the possible use of molecular genetic research methods.

Keywords: ALS, spinal form, lumbosacral debut, ENMG, X-RAYCT of the spine, MRI of the
brain
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bokoBoii amMHOTpOUUYECKUIA CKIEPO3
(BAC) — xpoHHMYECKOE MpOrpeccUpyroIiee
3a00JIeBaHNE IIEHTPAIbHOM HEPBHOM cucTe-
MBI, XapaKTepU3yIOLIeecs] MOPaKEHUEM Cer-
MEHTApHO-SIEPHBIX (HUKHUX) MOTOHEHpO-
HOB CIIMHHOTO MO3ra U MO3TOBOTO CTBOJIA,
KOPKOBBIX (BEpXHHX) JBUTATEJIbHBIX KJIETOK
Y IUPAMUJIHBIX TPAKTOB, a TAKXKE HEYKIIOHHO
MPOTPEIUEHTHBIM TEUEHUEM C HEH30exKHBIM
JeTalbHBIM HCXOJ0M. PacmpocTpaHeHHOCTh
naHHoOro 3aboneBanus 1-5 ciydaeB Ha 100
ThIC. Hacenenus. [Iuk 3a6oneBaemoctu BAC
IpUXOAUTCA Ha 5—7 pecsatuierue xu3Hu. o
65-neTHero Bo3zpacra My>KYMHBI OOJIEIOT ya-
e JKSHIIMH B cooTHomeHun ot 1,4:1 nmo
2,5:1, crapiie 3TOoro Bo3pacra uX COOTHOIIE-
Hue BbIpaBHMBaeTca — 1:1 [1]. IIpomomxu-
TEIbHOCTh OOJIE3HU MPU MOSICHUYHOM Je010-
Te — OKono 2,5 ner, mpu OynpOapHOM —
okoyio 3,5 ner. He Gonee 7% mnanueHTOB C
nuarHo3om bAC xxuByt Oosiee 5 net [2].

Jlus 5-10% npuxoaurcs Ha HaCIEACT-
BEHHBIC (OPMBI, 3 HUX Y 1/5 OOJNBHBIX BBISB-
JieHa IOMMHaHTHAsi MyTarms epMeHTa cymnep-
okcuamucmyTazsl (COJI-1), xotopblii urpaer
BAKHYIO pOJb B MOAACPKAHUH HOPMAIBLHOTO
YPOBHSI CBOOOIHBIX paauKanoB. KimHuueckux
U MaTOMOP(OJIOTUUECKUX PA3TUYUN B TCUCHUE
3a00NeBaHMs Cpei CEMEHHBIX W CIOpaauye-
CKHMX CITy4aeB HE BbIABIEHO. K 10CcTOBEpHBIM
¢axropam pucka pazsutusi BAC otHoCST BO3-
pact crapie 50 JeT, My»XCKOH TMOJI, HAaCleICT-
BEHHYIO IIPE/IPACIIOIOKEHHOCTD, TPOKUBAHHIE
B CEJILCKOW MECTHOCTH, Kypenue [3—8].

ITo xnaccuduxkarm Xonakapuana O.A.,
u ap. (1978), seigenstor popmer BAC [5]:

* BbICOKas (1iepeOpanbHasi) — Xapak-
TEepU3yeTcss W30UPATENbHBIM MOpPaXKEHHEM
JIBUTATENIbHBIX HEHpPOHOB TMepeaHel IIeH-
TPaTbHOHM M3BUINHBI, KOPTUKOCITHHAIBHBIX H
KOPTUKOOYIK0apHBIX TpakToB. CONMPOBOX-
JaeTcsl B KJIMHHUKE CIIAaCTHYECKUM TEeTpa- WU
napanape3oM ¢ ICeBA00YIbOApHBIM CHH-
JPOMOM, C MHUHUMAJIBHBIMU TIPOSBICHUSIMHU
nopaxeHusl mepudepUIecKux JIBUTATEIbHBIX
HelipoHoB. Habmonaercs B 1-2% ciyuaes.

* Oynb0apHasi — JIOMHHHUPYET TOpa-
XKeHue, amuorpopuu, ormedaercs y 25%
OONBHBIX.

* meiHoO-rpyAHast opmMa — pa3BUBa-
€TCS CMEIIaHHBIN Tape3 B pyKax M CriacTHye-
ckuil mape3 B Horax (50%).

* MMOSICHUYHO-KpecTLoBas popma — Ha-
4ajio 3a00s1€BaHMsI C HIDKHErO BSUIOTO Maparia-
pe3a ¢ BocxosimM TeueHneM (20—25%).

Jlis muarHocTUKy 3a00JIeBaHUS KPOME
aHaJM3a KJIMHUYECKOM KapTHHBI (COYETaHUs
nepudepuyeckix napajinyeil ¢ MUpaMuIHbI-
MU 3HaKaMu, HaTu4ausl (PaciuKyIsIui, Oyib-
OapHOro W/WiM TICeBIO0YIBOAPHOTO CHHJPO-
Ma U T.J.), BAXKHOE 3HAUCHHE UMEET DJIEKTPO-
Helipomuorpadust ¢ 1eNbl0 WACHTUDUKATIH
JICHEPBAIIIOHHOTO TIpOIlecca M YTOYHEHUS
YPOBHSI TOpa)KEHUsI, MarHUTHO-PE30HAHCHAs
tomorpadpust (MPT) romoBHoro mosra s
UCKJTFOUEHUS IPYTO MOTEHIIUAILHO W3JICUU-
MO TaTOJIOTUH, COMPOBOXKIAIOIIEHCS CXOJ-
HOW CHUMIITOMAaTHUKOM Ha MEpBBIX CTaIUAX Ma-
TOJIOTHYECKOTO Tpotecca [9]. M3BecTHo, UTO
okojio 80% MOTOHEHpPOHOB Morubdaer 10 pas-
BUTHUSl CUMIITOMATUKH, YTO 3HAYUTENILHO 3a-
TPYAHSET TOUCK 3(PPEKTHBHBIX JIEUCOHBIX
TEXHOJIOTHH, Tak Kak octaBmmmcs 20% Kie-
TOK CJIOHO KOMIIEHCHUPOBATh BECOMBIN He-
JIOCTaTOK ()YHKIIMA MOTOHEUPOHOB.

Knunnuyeckuid ciayyai

[IpuBoguM HaOMIOMaEMBIE HaMH KITH-
HUYECKUI Cily4ail JIaHHOro 3a0o0jieBaHUs C
MOSICHUYHO-KPECTLOBBIM 1€0I0TOM.

bonwnoit C., 71 ron, oOpaTuics B Kiu-
HUKY HEpBHBIX OoJe3Hed c jxaimobamu Ha
c1aboCTh W TOXYJaHUE MBI TJIEYEBOTO
Mosica U HWKHUX KOHEYHOCTEH, MOJepruBa-
HHS Ml B HUX. Cuurtaer ce0s OONbHBIM C
auBaps 2018 r., xorga BIepBble MOSBUIACDH
c1abocTh U OBICTpas yTOMIISIEMOCTH MBIIIIT
HKHUX KOHEUHOCTEH, MpOorpeccupyromas ¢
TEYEHUEM BPEMEHU. 3aTeM IMPUCOEIUHIIACH
c1ab0CTh MBI BEPXHUX KOHEYHOCTEH,
MBIIIEUHbIE TIOJIEPTUBAHUSA B PyKaxX M HOrax.
Ha mpotspkenun 6 MecsieB MalMeHT OTMe-
TUJT YMEHBIIIEHHE 00BheMa MBIIII] TJIEYE€BOTO
MOsICa ¥ HUKHUX KOHEYHOCTEH.

AHaMHe3 XU3HH: TIepEeHECeHHbIE 3a00-
neBanusi: UBC: creHokapaus HanpsoxeHus |l
OK. I'mnepronnueckas 6omnesns Il cr., 3 cr.,
p. 4. HacinencTBeHHOCTh HE OTATOIIEHA.

[TarueHTy OBLT MPOBEACH CIETYIOIINI
KOMIIIEKC O0CJIeA0BaHUSA: KIMHUYECKHI OC-
MOTp, OOImHUNA M OMOXUMHUYECKHH aHaIH3bI
kpoBu, moun, DK, Y3U OpromrHoii monocTw,
MPT ronoBHOro Mosra, rpyaHOro OTela
MMO3BOHOYHUKA, PEHTTEHOBCKass TOMOTrpadus
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(PKT) mo3BOHOYHMKA, WTroJibUaTas JJIEKPO-
Heripomuorpadpus (MOHMI).

JlarHBIE OOBEKTUBHOTO O0CIICIOBAHUS:
obIiee COCTOSHHE  YJIOBIETBOPHUTEIBHOE.
[Tonmxennoro nuranusi. KoxxHble TOKPOBBI
OOBIUHOM OKpacku. B yerkux apixaHue Be3u-
KYJISIpHOE, XpHUIIOB HEeT. YacTtoTa IbIXaTeib-
HbIX ABWKEeHMH — 18 B 1 munyty. ToHBI
cepaua npurayuiensl. [lynbc ymoBneTBopu-
TEJIBHOTO HAIOJIHEHUs. ApTepUalibHOE /1aB-
nenue - 130/85 MM pT. cT., yacToTa cepaecy-
HBIX COKpallleHuii — 72 B MUH. PUTM cepaua
IIPaBUJIBHBIN. fI3bIK BiIaKHBIA. JKHBOT Mmsr-
Kuii, 0e300ie3HeHHbIH. DPU3KM0I0THUECKUE
OTIpaBJICHUSI KOHTPOJIUPYET.

HeBponoruyeckuii craryc: co3HaHue
sicCHOe. MEHUHTEaIbHBIX 3HAKOB HET. [ 7a3-
HbIE MM, 3padykd paBHbIC, (PoTOopeakuus
coxpaneHa. KopHeanbHblil pediiekc coxpa-
HeH. I[lto3a, kocornasusi, Hucrtarma Het. Ho-
COryOHBIC CKJIAJIKH CUMMETPUYHBI. SI3BIK TI0
cpenHeil nuuuu, 6e3 arpoduii. ['moTouynble
pediekcel coxpaHeHbl. PaBHOMEpHOE CHU-

KEHUE MBIIIICYHON CHIIBI 10 4 OaJIOB B PY-
kax, 10 3 OamioB B Horax. CyXO>XHIJIbHBIC
peduiekcsl ¢ pyk cHmkeHbl, S>D; ¢ HOTr cHHU-
xeHbl, S<D. MpIeuHblii TOHYC CHHXKEH.
CumnTom babuHCcKoro orpunarenbHbii. [ 'u-
NOTPO(US MBILII] TJIEYEBOTO IMOsica U HUXK-
HUX KOHEYHOCTeH. BrlpaskeHHBIE (acuuky-
JSIUU BO BCEX MBIIIEYHBIX rpymnmnax. YyBcT-
BUTEJIBHOCTh, KOOPAWHAIUS ABM)KCHUH, Ta-
30BbIe (DYHKIIMM HE HAPYIIICHBI.

[TanmenTy npoBeneHO 0OCIeI0BaHUE:
KIIMHUYECKU U OMOXMMHUYECKHI aHaJIN3bI
kpoBH, DKI', ynpTpa3ByKkoBO€ HCCIEA0BaHNE
opromHoi nojoctu, MPT romoBHOTrO MO3ra,
rpyaHoro otaena mno3BoHo4yHuka, PKT mo-
3BoHOYHHKA, UOHMI'.

B OunoxumuueckoM aHaian3e KPOBU B
BISIBIICHO TOBbIIeHHE YypoBHA KDOK — mo
257 En/n.

IIpu PKT meiiHOrO otnena mo3BoHOY-
Huka ot 14.09.2018: kapTuHa OCTEOXOHIPO-
3a, CIOHIWJIOAPTPO3a LIEHHOro OTAeNna Mo-
3BOHOYHHUKa (puc. 1).

Puc. 1. PeatreHoBckas TOMOI‘pa(I)I/I}I IIEHHOTO OTAejIa NO3BOHOYHHUKA.
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ITo manueiM MPT rpynHoro otaena
no3BoHoyHuka ot 14.09.2018 y mnamuenra
MP-kapTuHa JAereHepaTUuBHO-TUCTpoduUec-
KMX U3MEHEHHI IpyAHOr0 OTAea 03BOHOY-
Huka. ['peoku quckoB Thg.g Thg.yp TIpotpy-

3us aucka The7 (puc. 2).

Ha MPT ronoBHoro Mo3ra oOT
14.09.2018 Bu3yanu3upyroTcs MPU3HAKU 3a-
MECTUTEILHON Hapy)XHOW ruaponedanuu

(puc. 3).

Puc. 3. MarautHo-pe3oHaHCHast ToMOrpadus TOJIOBHOTO MO3Ta.
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Jliia onpenieneHus xapakTepa mnpoiecca
MpOBEACHA MTrojbyaTas 3JIEKTPOHEUPOMUO-
rpadus (18.09.2018). NccnemoBansl AeIbTO-
BHIHas Mblia cupasa (C5; moaMbpIIeqHbINA
HEpB), JABYIJaBas MBIIA [Jieya CIpaBa
(C5-C6; MBIIIEUHO-KOKHBIM  HEPB), 1-5
MEKKOCTHast Mbiia kuctu ciesa (C8—Thil,
JIOKTEBOM HEpB), UEThIpEXIiaBas MbIIIIA
6enpa cnesa (L2—-L4; 6enpennsiii HepB), me-

0. 1mvV/D S0ms/D

pennsisi  OonplreOepIioBas MpIIIIA CIIpaBa
(L5-S1; manob6eprioBblit HepB). Bo Bcex wuc-
CIIC/IOBAHHBIX MBIIIIAX 3aPETUCTPHPOBAHBI
OpU3HAKK ~ TEKYHIEro  JICHePBAIIMOHHO-
PEHHHEPBALIMOHHOTO MPOIecca CO CIIOHTAH-
HBIMH TOTEHIHATaMKu (GacuuKy/sInui. 3a-
KJIIOYCHHUE: MOJYyYCHHBIC JaHHBIC XapakTep-
Hbl JUIS TEHEePaIM30BAHHOW aKCOHOMATHH
MOTOHEHPOHOB (puc. 4).

Npaswi@ Tibialis anterior, O L R s i S RS S A | O s LD
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— eSS B R L s L e e
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Puc. 4. Uronbuaras snexpoHelpoMuorpadusi: B HCCIEIOBAHHBIX MBIIIIAX ONPEACSIOTCs
NIPU3HAKK JEHEpBallMM W pacnaja MbIIIEYHBIX BOJIOKOH, IIPU3HAKA PEUHHEPBALMOHHBIX

U3MEHEHUU B MBIIIIAX.

Ha ocHOBanmu >kajio0, aHaMHE3a, KJIH-
HHUKHW, JaHHBIX JOMOJHUTEIBHOTO 00CIeI0-
BaHMA IocTaBjieH auarHo3: BAC, crnuHaib-
Has opma ¢ TOSICHUYHO-KPECTIIOBBIM Je010-
TOM, ¥ Ha3HA4YEHO JICYCHHE: PUIy30J o 1 T.

x 3 p/cytku, xkap6amazenma 200 Mr/CyTKH,
Marne B6 no 1 1. X 2 p/cyTku, J€BOKapHHU-
THH 10 1 K. X 3 p/CyTKH, Maccaxx KOHEYHO-
cteid, pusnoneuenue. Ha ¢pone npoBoaumoro
JIEYEHHS COCTOSIHHE O€3 TMHAMUKH.
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[IpuBeneHHble AaHHBIE JAEMOHCTPUPY-
10T OIIPEJIEIIEHHBIE CII0)KHOCTH Yy HEBPOJIOTOB
B INpPaBUIbHOW mocTaHoBKe auarHoza BAC
WM OTHECEHUS ero K O0JIe3HU IBUTATEIHHO-
ro Heiipona. [uddepeHunanbHblii 1uarno3
IpU MOCTYIUICHUU TPOBOAMIICS C BepTeOpo-
TCHHOM IIEMHOM MHEIOIIaTHEH, MHACTCHHUEH,
HEBpaJIbHON aMHUOTpOUEH.

B xozne cOopa anamHesa, TepaneBTUYe-
CKOTO U HEBPOJOTHYECKOro 00ciea0BaHus
BBISIBJICHBI JIOKA3aTENbCTBA JeTeHEepaIlii MO-
TOHEMPOHOB B IIEHHO-TPYAHOM M TOSCHHUY-
HO-KPECTIIOBOM OTJ€Nax CHHMHHOTO MO3Ta.
Hcnonp30BaHbl BCIIOMOTAaTEIbHBIE METObI
muarHoctuku (PKT no3zBonounuka u MPT
TOJIOBHOTO MO3Ta, KIMHHKO-TabopaTopHbIe
METO/BI) ISl UCKITIOUSHHSI HHOW TIaTOJIOTHH.

K coxanenuro, 3ppeKTUBHOTO JIeUCHUS
00JIe3HN HA JAHHBIH MOMEHT HE CYILECTBYET.
B nHacrosiee Bpems €IMHCTBEHHBIM Ipemna-

paToM B MHpEe C J0Ka3aHHOW 3(PQEeKTHBHO-
CTBIO SIBJISICTCS PUITY30J, KOTOPBIN MpO/JIeBa-
et xu3Hb O0onbHBIM BAC B cpennem Ha 3 Me-
cslla, 3a CYeT MHIMOMPOBaHMs BBICBOOOXKIE-
HUS U3 HEHPOHOB BO30YKAAIOLIEH aMUHOKHUC-
JOTBl IJIyTamara, HM30BITOK IOCIEAHEro 3a-
IIyCKaeT MPOLECC JIereHepaluy HelpoHoB [9].
ITpu GOKOBOM aMHOTPO(PUUECKOM CKIIEpO3€e
MPOTHO3 BCET/1a HEOIAronpHsITeH.

3akao4eHue

CuMnToMbl  OOKOBOTO ~ aMHOTpoduue-
CKOT'O CKJIEp03a BO MHOTOM CXOXH C JIPYTHMH
MOTCHIMAILHO W3JICYUMBIMU W/MJIH UMCIOIIH-
MH JI0OOpOKayeCTBEHHbIM IPOrHO3 3aboeBa-
HUSIMH HEPBHOW CHCTEMBI, TIO3TOMY OOCIIEeI0-
BaHHE TAIIMEHTA JOJDKHO OBITh KOMIUIEKCHBIM,
C BO3MOXHBIM IPUMECHEHHUEM MOJICKYIISIPHO-
TeHETHYECKUX METOOB UCCIICIOBAHUS.
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