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BepXHero Momonelipona: RnNUHUYecKoe HabnogeHue
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bokosoii amuompoguueckuii cknepo3 (bAC) — neiipodeeenepamugroe 3a601e6anue, XapaKmepusyoujeecs NopaxdceHuem KaxK eepxHeeo,
MaK u HUMNCHe20 MOMOHelipoHo8. Co2AaACHO COBPEMEHHbIM KPUMePUaM OUAeHOCMUKY 045 8bIA8AEHUS NOPAICEHUs 8epPXHe20 MOMOHEeUPOHA
npu BAC ucnoavsyrom moavko kaunuueckue npusHaKu, 4mo Hepeoko 8bl3vbleaem 3HavumensHole mpyonocmu. Omcymemeue nupamuoHo2o
cuHOpoma He no3eonsem duaenocmuposams bBAC, u 6 smux cayuasx cmasumcs 0uazHo3 npoepeccupyroueli mviueuroi ampoguu. Onucan
CAYMail NAYUEHMKU ¢ U30AUPOBAHHBIM 2eHePAAU308AHHbIM NOPANCEHUEM HUMNCHE20 MOMOHELPOHA, Y KOMOPOLl NPUSHAKY NOPANCEHUs KO-
K08bIX MOMOHEIUPOHO08 OblAU BblGAEHbl NPU NPOGEOeHUU HABULAUUOHHOU MPAHCKPAHUAAbHOI MasHumHoi cmumyaayuu. O6cyxcdaromes
803MOCHbIE NPUYUHDBL CAONCHOCTEN BbIAGACHUS NUPAMUOHO20 CUHOPOMA, A MAKJice He0OX00UMOCMb Pa3pabomKU Kpumepued UHCMpyMeH-
ManvHOU OUAZHOCMUKU NOpaxdceHus éepxneeo momoneipona npu BAC.
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Navigated transcranial magnetic stimulation possibilities
in difficult diagnostic cases upper motor neuron lesions — case report
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Amyotrophic lateral sclerosis (ALS) is a neurodegenerative disease characterized with lesions of both upper and lower motor neurons. In ac-
cordance with modern diagnostics criteria, only clinical symptoms are used for revealing lesions of the upper motor neuron with the ALS, which
often causes serious difficulties. Absence of the pyramidal syndrome does not allow diagnosing ALS, and the diagnosis of progressive muscular
atrophy should be set in these cases. We describe a case of an isolated generalized lesion of the lower motor neuron with the signs of cortical mo-
tor neurons lesion revealed in the course of navigational transcranial magnetic stimulation. Possible reasons for difficulties in detecting pyrami-
dal syndrome are discussed together with the necessity of working out the criteria of instrumental diagnostics of lesions of the upper motor neuron
in ALS.
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Bokosoit ammorpoduueckuii ckiepos (BAC) — Heii- MOTOHEHPOHOB, TOKA3aTeILCTBO IIPOrPECCUPOBAHMS 3a00-

polereHepaTuBHOE 3a00JI€BaHME, XapaKTepU3YIOILEecs
reHepaan30BaHHbIM MMOPaXEHUEM BEpXHEro (LeHTpasib-
HOIO) U HIKHero (mepudepruyeckoro) MOTOHEUPOHOB,
MPOSIBISIONIEECS IPOrpPeCCUPYIOIIMMUA  CMELIAHHBIMU
(crmacTUKO-aTpoOUISCKUMHU) IT1ape3aMyd U HEeM30eXHO
MPUBOJSIIIEE K JeTaIbHOMY MCXOMY, KaK IIPaBUiIO, BCIE -
CTBME AbIXaTeJIbHBIX HapylIeHuii [1, 2].

CeromHsl «30JIOTBIM CTaHIAapTOM» nuarHoctuku BAC
MO-TIPEXXHEMY OCTaIOTCs IepecMOTpeHHbIe Kputepuu El
Escorial, onmyonrkosanHbie B 2000 1. [3]. st mocTaHOBKM
nuarHo3a BAC HeoOXxonuMo HaJlM4ue CUMIITTOMOB ITOpa-
JKEHMS BEPXHETO (IT0 KIIMHUYECKUM JaHHbIM) M HUXKHETO
(10 KITMHUYECKUM U 3JIEKTPO(DU3NOIOTMIECKIM TaHHBIM )

JIeBaHUS TIPY YCJTIOBUM UCKITIOYEHUS BCEX IPYTHX BO3MOXK-
HBIX IIPUIWH TTATOJIOTHH TI0 pe3yJIbTaTaM 3JIeKTPOMHUOTpa-
buu (DMT') 1 HeltpoBU3yaTM3aIIMOHHBIX NCCIICIOBAHMIA.
Jnarno3 BAC ycTaHaBIMBaeTcd C pa3IMYHONM CTEIEHBIO
JIOCTOBEPHOCTH, UYTO OMPEALIISICTCS] YMCIOM BOBJICUCHHBIX
B IaTOJIOTMYECKUI MPOLIecCC YPOBHEU lLiepeOpocnuHaIb-
HOW OCH 1O JaHHBIM KJIMHNYECKOTo o0ciaenoBanus u DMI
(Tadm. 1).

B tunuunbix ciydasx amarHocTuka BAC 0OBIYHO
He BbI3bIBAET TPYAHOCTEI, 0COOCHHO Ha pa3BEPHYTHIX CTa-
nusix 3a0oneBaHus. CloxHee yCTaHOBUTD JUArHO3 00JIe3HU
JIBUTATEJIbHOIO HEMPOHA C YTOUHEHHUEM €€ HO30JIOTMYECKOMN
¢GopMBI MPU HEMOJTHOM COOTBETCTBUM KpuTepusim El
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Tadomuua 1. Juaenocmuueckue kameeopuu docmogeprocmu duaernosa BAC (coenacho nepecmompennvim kpumepusm El Escorial) [3]

Knunnuecku goctoBepHbiii BAC

KiuHunuecku BeposiTHblii BAC

KimHuyecky BeposITHbINM JJaO0paTOPHO MO~
TBepXaeHHbI BAC

Ipusnaku mopaxenuss HMH u BMH B Gyiib6apHOM 1 2 CIIMHAJTBHBIX PETHOHAX
WU B 3 CIIMHAIBHBIX PETMOHAX

TTpusHnaku nopaxenuss HMH u BMH B 2 pernoHax (HeKOTOpbIe IPU3HAKY TTOPaXKEeHUST
BMH poctpainbHee (Bbllie) Mpru3HakoB mopaxennss HMH)

IMpuznaku nopaxenuss HMH u BMH TonbK0 B 1 perrioHe (win ToJbKO MPU3HAKU TTOpaxe-
Hust BMH B | pernone) u SMI-npusHaku nopaxkenus HMH B 2 peruonax

TMpusnaku nopaxenuss HMH u BMH ToibK0 B | perroHe, Wiy TOJbKO MPU3HAKK MOpaxKe-

Bosmoxubiit BAC

Hust BMH B 2 u Gojiee pernoHax, Wiv Mpu3Haku mopaxeHuss BMH poctpanbHee mpusHa-

KoB nopaxenuss HMH

Ilpumenanue. HMH — nuxcuuii (nepughepuneckuii) momonetipon, BMH — eepxuuii (4eHmpanvHblii) MOMOHeUpPOH.

Escorial. K Takum citydyasiM OTHOCHUTCSI, HaIlpuMep, Ipo-
rpeccupyioias MeiedHast atpodust (IIMA), mpu koTopoit
OIPENEISIIOTCS TOJbKO TIPM3HAKU TOPAKEHUS] HUXKHETO
motoHeiipoHa [4]. CerogHsa [TMA He OTHOCSIT K BapUaHTy
BAC, a paccMaTpHMBalOT KakK CaMOCTOSITEIbHYIO HO30JIOTH -
Yyeckylo (opMy OOJIe3HU IBUTATELHOTO HEMpOHa, XOTs
He BCe CeUUaIMCThI MOIASPXKUBAIOT JaHHOe MHeHue [3].
B penpeseHTaTMBHOM MCCJIENOBAaHUM I10Ka3aHO, YTO
st [TMA xapaktepHo 0osiee Io3aHee Hayalo v OJiaronpu-
SITHOE TeueHue no cpaBHeHUIo ¢ BAC [5], yro moaaep:ku-
BaeT TUIIOTE3y O HO30JIOTMYECKON CaMOCTOSITEIbHOCTU
IaHHOW (opMbl 00JIe3HM JABUraTeIbHOTO HelpoHa.
Ho B natoMopdosornyeckux, HeiipoBU3yaan3allMOHHbBIX,
3JIEKTPODUZMOJOTUYECKUX HCCIEAOBAHUSIX, HECMOTPSI
Ha OYEBUIHOE U TTPEUMYIIECTBEHHOE TTOpaXKeHNE CETMEH -
TapHBIX MOTOHEWPOHOB, B 3HAYMTEJILHOM YacTU CIydaeB
IIMA BbIsIBI€HO BOBJI€UEHUE B HelpoaereHepaTUBHBIN
MPOLIECC MUPAMUAHBIX MTyTei K MOTOPHOM KOpbI [6—8]. D10
no3BoJisieT oocyxaaTb IIMA kak onHy u3 popm BAC [1, 3,
9]. Cpenu MHCTpYMEHTAIbHbBIX METOIOB OLIEHKU COCTOSTHUS
BEPXHETO MOTOHEpoHa HauOOJIbIIlee PacIpoCTpaHEeHMe
MOJIy9Yria TpaHCKpaHWAJbHAS MarHWUTHAs CTUMYJISIIIHS
(TMCQO).

[MpuBoaMM MTpUMeEp PEIKOTO CITydast MAIUeHTKY C Je-
610TOM 3200JIeBaHUSI B BUIIE JJTUTETLHOTO U30JIMPOBAHHO-
ro Oyiap0apHOro TMapajinya M KIMHUIECKOM KapTUHOM
CEJIEKTUBHOTO MOpakeHUsI IepruepuIecKIX MOTOHEHPO-
HOB, Y KOTOPOU BEIpasKeHHOE ITOPaKeHNE BEPXHETO MOTO-
HelipoHa He TIPOSIBIISUIOCHh KIIMHUIECKH, a OBUIO Bepru(u-
LIMPOBAaHO JIWINb C ITOMOIIBIO HaBuramuonHoit TMC
(HTMC). laHHBIT MeTOH ITO3BOJISIET OIPEACIUTh CTaH-
JIapTHBIC HEHPODU3NOIOTnIecKIe ToKa3aTeIn, UCIIOJb-
3yeMble UISI OIEHKM BO30YyOIMMOCTH MOTOPHOI KOpPHI
U TIPOBOSIIEH (DYHKIINYA KOPTUKOCITMHAJIBHOTO TPaKTa,
a TaKKe KapTUPOBaTh KOPKOBOE IIPEIACTABUTEILCTBO C pac-
YeTOM 00beMa KapT MBIIILIBI-MUIIICH!, YTO B COBOKYITHO-
CTH AaeT KJIMHULIKUCTY 00JIblie MH(pOpMauy 0 (PYHKIINO-
HaJIbHOM COCTOSTHUY BepXxHero MoToHeipoHa [10, 11].

Ilayuenmra H., 55 rem, naxodusace Ha cMayUOHAPHOM
AeeHuu 6 6-m Hegposozuueckom omoenrenuu Hayunoeo yen-
mpa Heeponoeuu 6 Hosiope 2012 e. [Ipu nocmynaenuu: ycano-
Obl Ha HeYemKOCMb peyll, 0CUNAOCIb 2040CA, NONEePXUBAHUe
npu 2n0MaHuU, CAOHOmMeueHue, c1abocms 8 pykax, boavule

Npaegoil, Henpou3601bHble NOOEPSUBAHUS 8 MbLUULAX Npednae-
Yyl U nPasoil KUcmu.

Anamues 3abonesanus: cuumaem cebs 60AbHOU ¢ Aema
2006 e., koeda nossuaUCs MPYOHOCMU 8bl20BAPUBAHUSL /108,
yepe3 Nn0.1200a NOSBUAOCL NepuoduvecKoe NonepxusaHue
npu eromanuu ycudxoll nuugu. Heodnokpamuo npoxoduisa
Kypcol CMAauUoHapHo20 Ae4eHus ¢ OUACHO30M: XPOHUYECKAs
uuleMus 20108H020 M032a; NPOBOOUAACH HelpoMemaboruye-
ckas mepanus — 6e3 agpghexma. Hapywenus peuu u enomanus
mednenro npoepeccuposanu. C 2010 e. nossuaoce nocmosiHoe
sovipaxceHHoe caoHomeuenue. Jlemom 2012 e. cocmosHue
YXYOUUAOC: HAPOCAU peyesble HAPYUIeHUS, CAna Nonepxu-
eamucs meepooll huwell, Nos8UAacs c1abocms 8 NPasoll Ku-
cmu. B meuenue nocaedneeo mecsaya neped eocnumanusayueli
NPUCOCOUHUAUCL CAAOOCMb U HEA0BKOCMb 8 Ne60ll KUCmu,
bonvHas cmana Ovicmpo ycmasame npu xodvbe. 3a epems
bonesnu (oxon0 6 nem) macca mena cHuzunsacy Ha 10 ke.

Hacnedcmeennuiii anamues He omseoujeH.

B nesponoeuneckom cmamyce: coznanue scHoe, gbiculiie
KopKogble (hyHKyuu He HapyuieHnbl. 3pauKo8six, ena30068uea-
menbHbIX HapyuwleHuil Hem. Jl8ycmopoHHee CHUJCeHUe CUbL
HCCBAMENbHBIX U MUMUHECKUX Mbluy. Hudcneweatocmmoii
peghnexc cpeoneil scusocmu. Ipybas ousapmpus, Hazonanus,
Ms2KOoe HEO0 MUHUMANBHO NOOBUICHO Npu hoHayuu. Fnuzo-
duueckas ducgpaeus. Tunepcarusavus. Inomounsiit, HEOHbLI
peaexcol chudcensl. Peghnexcos opansroeo asmomamusma
Hem. S3biK 6bicogbiBaem 00 Kpas HUMCHel 2y0bl, 2unompogust
Mbluly A3bIKA, eOUHUYHble PUOPUIISPHBIE NOOEPRUBANUS.

Bsaviii mempanapes co cHudiceHuem Cuabl NPOKCUMANb-
HbIX 0mM0en08 pyk 0o 4 6annos, npasoii Kucmu — 0o 3 6a1108,
21e60i — 00 4 6annos, NPOKCUMANbHBIX 0MOen06 Hoe — do 4 ban-
108. Ampogus npaeoii 1-ii MeIcKkoCmHOU Mblulbl U MbLULY,
8038blUeHUsL 00AbUI020 NAAbUA NPABOU KUCIU; CUMMEmPUH-
Has eunompoghust Mbluiy nae4eozo nosca ¢ 2 cmopot. Eou-
HUuuHble QacyuKyIayuu 6 MbluYax npeoniequil u npaeoll
Kkucmu. MolueuHblii MOHYC 8 PYKAX He3HAYUMEAbHO CHUICEH,
6 Hoeax — Hopmanvhbiil. CyXoducunvHble pegrexcol: ¢ pyK —
HU3KUe, cuMMempuuHble; KoJeHHble U aXUi108bl — CpeoHell
acueocmu, cummempuunvie. Ilamonoeuueckux pegaexcos,
KA0HYC08 Hem. dyecmeumenbHbix, MO3NCEUKOBLIX, MA308bIX
Hapywenuii hem. Tloxooka He usmeHeHa.

B obwem, buoxumuueckom aHaiuzax Kposu, obuiem aHa-
AU3e MOYU NAMOA0UU He BblS61EHO.
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Topmonsl wumosuoHoil cenesnl, NAPAMOPMOH — 6 npe-
deaax Hopmbl.

Iannsie maenumuo-pesonancnoi momoepaguu (MPT)
20/108H020 M032a, WeliH020 omdeaa NO360HOYHUKA: Oe3 namo-
n0eul.

s uckarouerus napaHeonaacmu4ecKoeo 2eHesa 3a00-
neeanuss nposeder OHKoAo2u4ecKuil nouck. OHKOMapKepbl
(o-gpemonpomeur, paxoso-smbpuonarvruiii anmueer, CA
15-3, CA 125, CA 19-9) — 6 npedeaax Hopmei. Yavmpaszeyko-
80e uccaedosatue OPHOUHOL NOAOCINU, MAN020 MA3A, MAM-
Moepaus, penmeeroepagus opeanos epyoHoil norocmu ou-
AeHOCMUYeCKU 3HAYUMbIX UBMEHeHUIl He GbIsGUAL.

Kucaomuo-wenounoe cocmosinue u 2a3oewiii cocmae
kanuaasprou kposu: pH 7,4 (nopma 7,35—7,45); pCO, =
44 mm pm. cm. (nopma 34—45 mm pm. cm.), pO,= 70 mm pm.
cm. (nopma 80—100 mm pm. cm.), sO,= 94 %.

Kusnennas emxocms neexux — 1,64 a1, umo cocmaensiem
44,3 % om 00%CHbIX 6EAUUUH.

I1pu npoBeneHun urojapyaroii DMI BeIsIBICHA CIIOH-
TaHHAasl aKTUBHOCTb (MOTeHLIMAbI GUOPUILISIINI, TTOTEH-
uManbl acuMKynsauuit) B m. sternocleidomastoideus sin.
(C2—C4) v m. lingualis (n. hypoglossus); B UCCIeIOBAHHbIX
MBIIIIIAX 3apETMCTPUPOBAHBI TOTEHLIMAJIBI ACHACTBUS ABU-
raTeJbHbIX €IUHUL JJIuTelbHOCThI0 OT 4,0 o 9,4 Mc
(HopMa: m. sternocleidomastoideus — no 9,8 mc; m. lingua-
lis — no 8,3 mc), ammutynoit ot 0,28 g0 0,9 MB (Hopma
0,5—0,7 mB). ITonudasubeix noreHunanos — 10 % (Hopma
10 15 %). Takum 06pa3oM, MTaHHbBIE UCCIIeTOBAaHUSI CBUIE-
TEJBCTBYIOT O TEKYIIEM MPEUMYIIECTBEHHO AeHEepBall-
OHHOM TIpOolIecCe ¢ TopaXkeHNeM HUXKHUX MOTOHEPOHOB
Ha 2 YPOBHSIX LIepeOpOCMHAIBHON OCcH (s1Apa MPOa0Jro-
BaTOTrO MO3Ta M CITMHHOTO MO3Ta Ha IIeiTHOM YpOBHE).

B mpexacraBneHHOM ciiydae HaJMuWe KIMHUYECKUX
(Ha 3 ypoBHSIX) Y HEHPOGDU3NOTOTUIYECKUX (HA 2 YPOBHSIX)
MPU3HAKOB MOPaKEHUS HYDKHETO MOTOHEMPOHA, OTCYTCT-
BHME TIPU3HAKOB TOPaXEHUSI BEPXHETO0 MOTOHEWpOHa,
Tporpeccupyloiliee TeueHue 3aboyieBaHUs, OTCYTCTBHUE
JMAHHBIX 32 AJIETEPHATUBHBIE TTPUYMHBI TIO3BOJIVUIA VAT~
HOCTUPOBATh 00JIE3Hb ABUTATENBHOTO HelipoHa, [TMA.

151 yTOUHEHUSI COCTOSTHUS M BO3MOXKHOTO CYOKJIMHU-
YeCKOT0 BOBJICUCHUSI BEPXHET0 MOTOHEMpPOHA B IATOJIO-
rugecKuii mporecc nposeaecHa HITMC. OTBeneHe BbI3BaH-
HBIX MOTOPHBIX 0TBeTOB (BMO) ripoBomwm ¢ m. abductor
pollicis brevis (C8—Th1) ¢ obeux ctopoH. B oTBeT Ha cTu-
MYJISIIIAIO JIEBOTO ITOIYINApHs IS TIPaBOi pyKM 3apeTh-
CTpMPOBaH naccuBHbIii mopor BMO — 90 % (Hopma 35—
67 %), cpennsis amumuryga BMO — 208,3 MkB (Hopma
227,2—1136,8 MxB), MuHuMaibHast J1aTeHTHOCTh — 20,0
Mc (Hopma 19,3—23,0 mc); popma BMO — nmomcaznas,
BpeMs LIEHTPaJIbHOTO MOTOpHOTO TipoBeacHus (BLIMIT) —
7,0 Mc (HopMa 1o 10 Mc); IpyU CTUMYJISILIMN JIEBOTO TIOJTY-
mapuss BMO He noyy4eHBbl.

s BepuduKayy rnopaxxeHus: BEpXHEro MOTOHEHPO-
Ha TIPOBEICHO KapTUPOBaHNE 30HBI KOPKOBOTO IMpEeACTa-
BUTENbCTBA M. abductor pollicis brevis cieBa Ha mpudope
NBS eXimia Nexstim (Punngaous). Ha moaydeHHBIE

Puc. 1. Kapma xopiogoeo npedcmasumenscmea m. abductor pollicis brevis
nayuenmiu H. [lopoe BMO caesa — 90 %; npu cmumyasyuu npagozo noay-
wapust BMO He b13vi6atomes. 30eco u na puc. 2: 6envim 4eemom ommeueHvl
MouKU, NPU CMUMYAAUUU KOmopbix peeucmpupyemcsi BMO, cepoim —
npu cmumyaayuu komopwvix BMO ne pecucmpupyemcs

Puc. 2. Kapma xoprosoeo npedcmasumenvcmea npasoii m. abductor pollicis
brevis y 300posoeo 0obposoavua (26 aem). Ilopoe BMO cnpasa — 43 %,
caeea — 41 %

MP-n300pakeHus1 TOJOBHOTO MO3ra ObLIM HaHECEHbBI
TOYKH, TIPU CTUMYJISILMH KOTOPBIX C MHTEHCHBHOCTHIO
MarHuTHoro noJjist 110 % ot MHAMBUAYaJIbHOIO ITACCUBHO-
ro mopora BMO peructpuposanuck BMO ¢ ammumutynoit
6onee 50 MkB (cTaHmapTHBII MPOTOKOJ MPOBEACHUS MC-
ciaemoBaHMs — cM. [12]). BeIsIBIIeHO 3HAYNUTEIBHOE YMEHbB-
ImeHrne o0beMa KapThl KOPKOBOTO IIPEICTaBUTEILCTBA
HCCIICAYeMOM MBIIIIIBI OTHOCUTEILHO HOPMEI (puc. 1 u 2).

Takum obpazom, pu ripoereHur HT M C BbISIBIICHBI:
TIPY CTUMYJISIIMN JIEBOTO TTOIyIIapUsl YBEIMUESHHUE TOpora
MOKOST U CHIKeHUe cpeaHeit aMruiutyabl BMO, ymeHb-
IIeHME TUIOLIAIM KapThl KOPKOBOTO IPEACTaBUTEILCTBA
m. abductor pollicis brevis; Ipy CTUMYJISILIAU TIPABOTO TO-



Opueunanvhble uccaedosanus

HepBHo-MblweYHbie
BOJIE3HH

Tadmuua 2. Conocmasnenue xapakmeproix npuznakoeé BAC u [IMA ¢ ocobennocmamu 3a6oresanus nayuenmsu M.

Kimmanueckre mpu3Haky MOpakeHUsT HIDKHETO MOTOHEWpOHa
OMTI -nipu3HaKu OPakKeHMsI HYDKHETO MOTOHEWPOHA
KimHnueckre Mpu3Haky MopakeHUsT BEpXHETO MOTOHEHPOHa

TMC-nipu3Haku TOpakeHUsT BEPXHETO MOTOHEpOoHa (He BKIIOYEHO
B Kputepuu auarHoctuku BAC, 2000)

IIporpeccupoBaHue 3a60JieBaHUS MPU HAOIIOACHUN

HckmnoueHue Ipyrux NpUIvH MaToJI0ruu

nymapuss BMO He nmoaydeHbl. ITonyyeHHbIE TaHHBIE
JIEMOHCTPUPYIOT HATMYUE Y TIAIIMEHTKH IeTeHEPaliy BEpX-
HEro MOTOHEMPOHA B UCCJIEIYEMOM 30HE, YTO MPOSBJISIETCS
YMEHbIIEHHEM 00beMa KapThl KOPKOBOTO MPEICTaBUTEb-
CTBa MCCJIENYeMOM MBIIILIBI, HECMOTPSI Ha COXPaHHOCTD
MPOBOAHUKOB NMupaMuaHoro Tpakta (BLIMII B mpenenax
HOPMBI).

B nocnenytonieM (KOHTaKT MOAIEPKUBAICS C POJCT-
BEHHUKaMU OOJIbHOM T10 TeJle(hOHY) OTMEYaIoCh ObICTpOE
MporpeccupoBaHue 3a00JieBaHUsI C Pa3BUTHEM I'pyOOro
TeTparapesa, aHapTpuu, BbIpaxkeHHOU aucdaruu. B mae
2013 r. MOSIBWJIMCH BbIpaXkeHHasl ONbIIIKA B MOJOXEHUU
JIEXKa, SMU30/IbI YAYIIbs, COTTIPOBOXKIAIOIIMECS IICUXUIECKUM
Bo30yxxaeHueM. B suBape 2014 1. malimeHTKa CKOHYAIach
B YCJIOBUSIX IPOTPECCUPYIOLIEH NbIXaTeIbHOM HEAOCTA-
TOYHOCTU Ha (poHE MPUCOEAMHUBIINXCSI UHGHEKIIMOHHBIX
OCJIOXKHEHUH.

00cyxpeHue

B npuBeneHHOM HabMIOJEHUM MpPEACTaBAECHA MalU-
€HTKa ¢ KapTUHOW TOpakeHUsI HIXKHETO MOTOHEepOoHa
(KIMHUYEeCKU Ha 3 YpOBHSIX; HEUPOGMU3UOIOTUYECKU —
Ha 2 ypOBHSIX LIepeOPOCIIMHAIBHOM 0CH) 03 KITMHIUECKIX
TPU3HAKOB BOBJICUECHUST BEPXHETO MOTOHEPOHA, UTO CO-
otBeTcTBYeT AMarnody [IMA. I1pu nposeneHUr KIIMHUKO-
WHCTPYMEHTAJIbHOTO M J1abopaTOpHOro oO0Caea0BaHUS
OBLTM UCKITIOYEHBI CUHIPOMBI TTOPAXKEHUST HUKHETO MO-
TOHE#poHa, 00YCIIOBJICHHBIC MOTOPHOM MYIBTA(OKATb-
HOI HeBpomatheil (Mpu3Haku Oyap0apHOTrO CUHIpPOMA
SIBJITIOTCST KPUTEPUEM UCKITIOUCHUS ), OYThOOCITMHATILHOM
ammorpodueii KenHean ((KeHCKUI 110JT), ITapaHeoIIaCTH-
YeCKUM CHHIPOMOM, TOKCHMYECKMM M MeTa0OINICCKUM
mopaxkeHueM (OTCYTCTBHE 3HAYMMBIX U3MEHEHUI B 00IIIe-
KJIMHUYECKUX aHaJIM3aX KPOBHM, HOPMAJbHBIC YPOBHU
TOPMOHOB IIIMTOBUIHOM XKeJIe3bl U ITapaTropMoHa). OmHa-
KO YIIIyOJICHHBIN aHAIN3 (DYHKIIMOHAJIBHOTO COCTOSTHUS
BEepXHETO MOTOHelpoHa ¢ ucnoyib3oBaHneM HTMC nocra-
BUJI TIOJ COMHEHHUE IpaBUJIbHOCTh auarHosza [IMA.
[Tpu aTOM 1714 TIepecMOTpa AUarHo3a B HacTOSIIIee BpeMst
Take HeT OCHOBaHMI B CBSI3U C HETTOJIHBIM COOTBETCTBU -
eMm ciaydast kpurepusm BAC. Takum obGpaszom, ciayyan
C CYOKJIMHMYECKMM ITOPaKeHUEM BEpXHEro MOTOHEHPOHa,

BBISIBJIIEMBIM, B YaCTHOCTH, TIpu TipoBeaeHun TMC, B Ha-
CTOSIIIEE BPEMS HE UMEIOT YETKON HO30JI0TMYECKOM TIpH-
HaIJIeXXHOCTHU (TabJI. 2).

Bomnpoc BoB/ieyeHNs B TaTOJIOIMUECKUIA TTPOLIECC BepX-
Hero MmoToHeipoHa rpu [IMA, Tak e Kak 1 maTOreHeTH-
YyecKre 0COOEHHOCTHM HelipoJereHepaTUBHOIO IIpoliecca,
OIpeNeIsIoNIMe ero OTHOCUTENbHYI0O MHTAaKTHOCTh, OCTa-
€TCs1 He 10 KOHILIa pellleHHbIM. 1o JaHHBIM JTUTepaTyphl,
MOpaxXeHWe BEPXHEro MOTOHeHpoHa OOHapyXKUBaeTCs
He y Bcex nanueHToB ¢ [IMA naxke npu MUCTIOJIb30BaHUU
HOBEUIIMX METONOB uccienoBaHus. [latomopdonoruye-
CKMU JieTeHepalus MMPaMUIHOTO TpaKTa BbisBisieTcs B 50 %
ciaydaeB [6], MarHUTHO-pE30HAHCHAsI CMEKTPOCKOIMUS
BBISIBJISIET TIOpaskeHUEe KOPKOBBIX MOTOHEMPOHOB y 60 %
MauueHToB [7], HelpohU3NOJIOTrMYeCKe METOIbI (PYTUH-
Hasg TMC) —y 27-50 % [8,13, 14]. D1u ciayyau [IMA sB-
JISIOTCS, BeposiTHO, BapuaHToM BAC ¢ cyOKITMHUYECKUM
TopakeHeM BepXHero MoToHelipoHa. [TonTBepxkneHrnem
3TOTO MOXET OBbITh OOHApyXeHHE y YacTU MallMeHTOB
¢ [IMA youkBUTHHCOIEPXKAIIUX BKJIIOUEHU I U Tesel] by-
HUHOM, xapakTepHbIX 11s1 BAC [6]. Kpome Toro, B yactu
CJIyyaeB y MalMeHTOB ¢ Je00TOM 001e3HU MOTOHEpoHa
B Bue [IMA B nocnemyroliiieM pa3BUBAIOTCS KJIMHUYECKUE
TPU3HAKY TIOPAXXKEHMST BEPXHETO MOTOHEWpOHa (0OBIYHO
B TeUCHME ToMa IoCIe Havaia 3abojieBaHusA) [5], 94TO mo-
3BOJISIET OTHECTH 3TU ciiydar K BAC B MoTHOM COOTBETCT-
BUU ¢ iepecMoTpeHHbIMU Kputepusimu El Escorial.

CJIOXXHOCTh KIIMHUYECKOTO BEISIBICHUS IPU3HAKOB
npamMuHoro cuHapoma rpu BAC o0ycioBiieHa ero pas-
BUTHEM Ha (oHe MOpaXeHUs CeTMEHTapHO-SICPHOIO
afrapara CTBoJla U CIMHHOro mosra [15]. MbliieuyHas
cnabocthb ipy BAC MoXeT OBITh 00YCI0BIEHA TTOpaKEeH~
€M KaK BepXHEeT0, TaK M HIDKHETO MOTOHEpOHa, TIPX 3TOM
pa3menTh BKJIAI 3TUX 2 COCTABIISIONINX YacTO HE IIpeI-
CTaBJISIETCST BOBMOXKHBIM. Kitaccmueckyie mpru3HaKy Impa-
MMIHOTO CMHIPOMa — CITACTUIHOCTD, CYXOXUJIbHAS TH-
neppediaekcus, KJIOHYCHl — MOTYT HE BBISIBISITbCS TIPU
BBIPAXXCHHOM IIOPaXXCHUM MOTOHEHPOHOB IIEPEIHETO
pora u pasBuBLIeiics arpodun mbi [15, 16]. Kpome
TOTO, X BOSHUKHOBEHUE MOXKET OBITh CBSI3aHO HE TOJIBKO
¢ ociiabjJeHueM BJIUSHMSI Ha CEerMEHTapHBII armapar
CIIMHHOTO MO3Ta HMCXOASIIUX IBUTATEIbHBIX IMYTEH,
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HO M C THOEJIBI0 TOPMO3HBIX MHTEPHEHPOHOB B IpeIesiax
CITMHHOTO MO3Ta, B YaCTHOCTH TJTUIIMTHEPTUUECKUX KIIETOK
Penioy, 4to mpomneMOHCTPHUPOBAHO B MAaTOMOPQOIOTH -
yecKux uccienoBanusix [ 17]. XapakTtepHoil 0COOEHHOCTBIO
BAC saBnsteTcsl penkoe BBISIBICHHE ITaTOJIOTHYECKOTO
pediexca babmHCKOTr0, OH perucTpupyeTcs TOJIBKO Y 42—
50 % 6oabHBIX [16]. Bo3MoXHast mpUYKHA 3TOrO — BhIpa-
JKEHHOE IIOpaXeHWEe IIepeIHEPOTOBBEIX MOTOHEHPOHOB
MBIIIIIBI-Pa3rudaTesiss 0OJIBIIOTO IMaIbIia WX IIpeodIama-
HHE MBIIIICTYHOTO TOHYCA B CTM0ATEISIX CTOIIBI 1 TTaJIbIICB.
IIpu BAC TakxXe HepeaKO OCTAIOTCSI COXpaHEHHBIMU
KOXHBIE OpIoIIHbIC pedIeKChl, JaXe MPY HATUIUA WHOMN
BBIPAXXEHHOM MUPAMUIHON CUMITTOMATHUKH.

OCO0OCHHOCTBIO OIIMCAHHOTO CIyJast TaKXKe SIBJISICTCS
JIe0I0T 3a00IeBaHUS C M30JIMPOBAHHBIX OYJILOAPHBIX Ha-
pymienuii, yro npu [TMA HaOmomaeTcst KpaiiHe pelnKo.
R.M. Van den Berg-Vos u coaBrt. [18] ipu aHanuze 47
cJTy4aeB CITOpaauvecKoil 001e3HN HIKHETO MOTOHEHpOoHa
(3TOT TEPMUH aBTOPHI UCIIONB30BAIN KaK CHHOHUM [TMA)
Oynb0apHBI [e0I0T BBISIBUIM TOJbKO Yy 2 MalleHTOB.
ITo mepe pa3BuTHs 3a00eBaHUsI OyIbOAPHBIE HAPYLLIEHUS
Ppa3BUBAIOTCS, IO JaHHBIM pa3HbIX aBTOPOB, B 9—27 % ciy-
yaeB [IMA [5, 19]. CunTaroT, 4TO MPOrpecCUBHBIN OYIb-
OapHBI mapaauy sBisieTcs: 0yabbapHbIM ae6ioToM BAC,
MOCKOJIbKY BO BCEX ClIydasix Mo Mepe MporpecCupoBaHUs
3a00J1eBaHMsI TOSBIISTIOTCST ITPU3HAKHY, TIO3BOJISIOIINE TH-
arHoctupoBaTh kKiaaccuueckuit BAC B cooTBeTCTBUM
¢ kpurepusimMu El Escorial [20]. DTo gaeT 10MoJHUTEIbHbIE
OCHOBaHUS MpPEIIToJIarath pa3BUTHE B OIIMCAHHOM CITydae
BAC, a He [IMA.

OTMedYeHHBIC BBIIIE CJIOKHOCTH KIMHUYECKOTO OIl-
peneeHnsT BOBJICYCHHOCTH BEPXHETO MOTOHEHPOHA CITy-
3XaT OCHOBHOU MPUYNHOM ITOIBITOK Pa3paboTKN HaIeXK-
HBIX WHCTPYMCHTAJNILHBIX MAapKepoOB OIIpeAeIeHUs
MMOpaXXeHNsT KOPKOBBIX MOTOHEMPOHOB U MTHMPaMUIHBIX
IMyTeil B TMAaTHOCTUYECKU HESICHBIX ciydasix. st sToit
LIeJT TIpeUTaraeTcst UCIIOIb30BaHUE MPEXIe BCETO Heil-
poBU3yau3allMOHHbIX MeTonmoB u TMC [7, 21-23].
OueBUAHO, YTO MPUMEHEHNE MHCTPYMEHTAIBHBIX Map-
KEpOB CITOCOOCTBYET BBISIBJICHHUIO OOJIBIIIETO KOJMUECTBA
cayyaeB BAC Ha paHHUX cTagusx 3a00JieBaHUs, BKITIO-
YEeHUIO WX B KIIMHUYECKUE MCCICTOBAHUS HOBBIX Tepa-
MMEeBTUYECKMUX METOIOB, a TaKXKe OIIpelejiecHUIo OoJiee
TOYHOT'O TPOTHO3a IIPOTPECCHUPOBAHMSA 3a00JIeBAHMUS
IIJIST aeKBATHOTO M PAllMOHAIBHOTO TUTAHUPOBAHMST TTaJl-
JnmatuBHO# omotu [24]. T1pu 3TOM HeNb3sT OTPULIATD,
YTO y IMAIMEHTOB C CYOKIMHMYECKUMHU IIpU3HAKAMU
IMOpakeHMUsI BEpXHETO0 MOTOHEPOHA MOTYT UMEThCS pa3-
JINYMS B peau3aliid HelpoaereHepaTUuBHOTO Ipo1iecca
M0 CpaBHEHMIO C KiaccuyeckuMu ciydyasmu bBAC,

YTO BIMSET Ha IIPOrHO3 3a0oieBanus. HampuMep, maxe
B Tex ciayvasx [IMA, korga mo mepe pa3BuTHs 3adoiie-
BaHMsS TOSIBJISIIOTCS TPU3HAKUA IMOPAXEHUS BEPXHETO
MOTOHelpoHa 1 nrnarHoctupyercst BAC, BBLKMBaeMOCTb
CTAaTHCTUYECKHN 3HAYMMO OOJIBIIIEC, YeM B CIydasx Kjac-
cuueckoro BAC [5]. B mpeacTtaBieHHOM ciydae Takxke
obOparraeT Ha ce0sT BHUMaHKE IJIMTEIFHOE TeUSHME 3a00-
JIeBaHUS C TIPOIOJKUTEILHOCTBIO 0KOJIO 8,5 roma, 3Ha-
YUTEJIFHO MPEBHIIIAOIIEH MeIaHy BbLKIBAEMOCTH IIPU
BAC (2,9 roma) [25].

OrmmcaHHoe HaOJOIeHNE AEMOHCTPUPYET BO3MOXK-
HOCTh MPYDKU3HEHHOTO ONpPENeIeHUS MMOPaKeHUST BepX-
HETo MOTOHEIpOHa MPU OTCYTCTBUU KIMHUYECKUX TIPU-
3HaKOB INHMPaAMMIHOIO CHHIPOMA C HMCIIOJIb30BaHHEM
nuarHoctrudeckoit TexHojgornu HTMC. OTMedeHa CBSI3b
MEXIY M3MEHEHUEM 3JIeKTPO(GU3UOJOTUUECKMX ITOKa-
3aTesiel M KIMHUYECKUMU OCOOEHHOCTSIMU TEYCHUS 3a-
OoJieBaHMS: MPU CTUMYJISILIMU JIEBOTO TMOJyIIapUsl HaM
He ynanoch noiayuuts BMO ¢ nipaBoii m. abductor pollicis
brevis, 4TO COOTBETCTBYeT Oojiee paHHEMY MOSBICHUIO
ciabocTty 1 6oJiee BhIpaxkeHHOMY Iape3y B ITpaBoit KUCTH,
yeM B JieBoii. BrisiBieHHbie ipu npoBeaeHu HTMC u3-
MEHEHMsI, TaKMe KaK YBeJIMYEHHE MacCHUBHOIO ITOpora
BMO nipu cTUMYJISILIMY JIEBOTO MOJTyLIApUs 1 HEBO30Y 11 -
MOCTb IIPABOT0, HE MOTYT ObITh OOBSICHEHBI MMOPaKEHUEM
nepudepryecKuXx MOTOHEMPOHOB, MOCKOJIBbKY MPU UX U30-
JIMPOBAaHHOM IMOPaxKeHUU apaMeTpbl BO30YIUMOCTU MO-
TOPHOM KOpbI He MeHsoTcs [26]. OmHAKO OTCYTCTBUE
KJIMHUYECKUX MPU3HAKOB IMOPAXKEHUST BEpXHETO MOTOHE -
pOHa He TMO3BOJISIET B JAaHHOM CJllyyae JUarHOCTUPOBATh
BAC B COOTBETCTBUY C MEPECMOTPEHHBIMU KPUTEPUSIMU
El Escorial. [Togo6HBIX cTydaeB B KTMHUYECKOU MPaKTUKeE
HeMaJso, YTO TOBOPUT O HEOOXOAUMOCTHU COBEPIIEHCTBO-
BaHUs B3MJISIIOB M MOAXOJ0B K AMArHOCTUKE Pa3HBIX HopM
00JIe3HU JBUTATEIBLHOTIO HEPOHa.

Hcrnonb3yeMble B HacTosI1Iee BpeMsl KPUTEPUU HE TT0-
3BOJISIIOT B OOJIBIIMHCTBE ciiy4aeB nudbdepeHIIMpoBaTh
IIMA u BAC B cBs3u ¢ yacTeiM pa3ButueMm Iipu [IMA
CYOKJIMHMYECKOTO TTOpaXKeHMST BEPXHET0 MOTOHEMPOHA,
BBISIBJISIEMOTO IIPW IIPOBEICHMM HEHPOBU3YaATU3aIlIUN
wm TMC, He nmeromux corigacHo KputepusiMm El Esco-
rial caMOCTOSITeIbHOM NMArHOCTUIECKON 3HAYMMOCTH.
YrouHeHMe AuarHocTudeckux Bo3MoxHocTeri HTMC
Npy pa3HbiX ¢popMax O0JE3HU IBUTATEIBHOTO HEWpOHa
1 BKJIIOYCHHWE 3TOTO MHCTPYMEHTAJBHOTO METOma B Me-
KIYHApOIHBIC KPUTECPUM BBISIBICHUS OPAXCHUS BEpX-
HET0 MOTOHEHpOHA MOTYT IO3BOJIUTh YTOYHUTH HO30-
JIOTUYECKYIO ITPUHAUICXKHOCTh 3a00JICBaHUS B HESICHBIX
cllyyasix W, 4YTO HEMaJOBaXKHO, CIOCOOCTBOBaTh Oosee
TOYHOI M paHHel quarHoctuke [27].
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