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CUHIAPOM MUJJVICA: ONIUCAHUE HABJKOAEHUSA U OB30OP JIUTEPATYPbBI
B.B. Ilonomapes

*benopycckas MEAWIIMHCKAs! aKaIeMHsI TIOCJICIUTTIOMHOTO 00pa3oBanusi, Munck, Pecrryonuka bemapycs

IIpeocmasnen knunuueckuti pazoop nayuenma 60 nem (npaswia) ¢ meonenno (bonee 12 n1em) npoepeccupyrowum
B0CXOOAUUM JIEBOCHIOPOHHUM CRACMUYECKUM 2eMUnAape3om ¢ amuompoguell KoHeuHocmell 6e3 CeHCOPHLIX U pede-
6bix Hapywenul (cunopom Muiica), a maxoice ¢ KOCHUMUSHBIMU paccmpoticmeamu. TIpu MacHUMHO-pe30HAHCHOU
momozpaghuu 20108H020 M032a BbISGIEHbI AMPOPusl, npeobradaruyas 8 MOMOPHOU 30He KOpbl 1€6020 (OOMUHAHM-
HO020) Nonywapus, A61eHUs 1elUKoapeo3d u OMcymcmeie Opyeux 04azo8blx UsMeHeHUll 8 20108HOM U CHUHHOM MO32e.
Ipeononoocerno, umo 6 onucannom ciyuae cunopom Muiica signsemcs nposigieHuem QoKaibHoU KOPKOGoU ampoduu.
Obcysicoaromes 6OnPocsbl OUASHOCMUKU, HO30102UHeCKOU NPUHAOTIEHCHOCIU U leyeHUsi cuHopoma Muiica.

KnwoueBbie cmoBa: cundpom Munica, ouaeHocmuka, neverue

The paper presents a case report of a right-handed patient with slowly progressive (over 12 years) ascending left-sided
spastic hemiplegia, limbs amyothrophy, cognitive disorders without sensor or speech problems (Mills’ syndrome).
Brain MRI revealed cortex atrophy predominantly in motor zone of left (dominant) hemisphere, signs of leukoaraiosis
without lesions in brain and spinal cord. We suggested that this case of Mills’ syndrome was associated with focal
cortex atrophy. The article discusses the aspects of diagnosis, nosological classification and treatment of Mills’
syndrome.
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Cunnpom Muica (CM) — penkoe HEBpOJIOTHYe-
CKO€ pacCTPOMCTBO, XapaKTEPU3YIOMIEEeCs BOCXOMS-
IIMM WM HUCXO[SIIUM LEHTPAJbHBIM T['eMHUIIape30oM
(remurerneii) 6e3 ceHcopHOTO AeduIUTa. BriepBeie
onucano B 1900 . amepukanckum HeBposorom C. Mills
[12], xKOTOpHBI paccMaTpuBai €ro Kak HOBYIO (opMmy
JereHepaTuBHOTO 3aboneBanus. [laromopdonornuecku
9TO COCTOSTHHE XapaKTepHu3yeTcsl AeTeHepaleil BH-
raTreqbHOr0 HeHpOHa KOPTUKO-CIIMHAIBHOTO TpakTa [2,
10]. Hozomorndeckas npuHamiexxHocTs CM B HacToOs-
1iee BpeMsi OKOHYaTelIbHO He onpezeneHa, 1 B MKb-10
9TO paccTporicTBo umeeT kox G81.9 — remuruterns He-
yrouneHHas. Mctunnas yactora CM HeW3BecTHa, Tak
KaK 1Mo/1o0HOe COCTOSTHHE Yallle UMeeT CHHIPOMATbHBII
xapakrtep, HaOmoaeTcss B KIMHUYECKOW KapTUHE psijia
HEBPOJIOTHUECKUX 3a00JIeBaHMM (IIePBUYHBIA OOKOBOM
CKJIEpO3, JIOOHO-BUCOUHAsI NEMEHLUS M 1p.) U pekKe
BCTpeyaeTcs HM30JMPOBAHHO. Psii aBTOPOB MOJAraior,
9r0 B 4acTH ciydyaeB CM sBisieTcs aTUNWYHOM reMu-
IJIETHYECKOi (hopMO#t OOJIC3HM BHUTATEIILHOTO HEHPO-
Ha[10, 11, 13].

TurmmuaeIM BO3pacToM Havasia 3a00JieBaHMS CUWTA-
10T 50—60 5etT, X0TA B IUTEpAType BCTPEUAIOTCS OINHU-
cauus CM B Gosee panHeM Bo3pacte B 20—25 jeT [6,
7]. MyX4uHBI CTPaAalOT TaK XK€ 4acTo, KaK M KEHIIHU-

*Pecnyonuka benapych, Munck, 220026, yin. ®unarosa, 9, 5-s1
KITUH. OONBHAIIA

Respublica Belarus, Minsk, 220026, ul. Filatova, 9, 5-th clinical
hospital

Caenenust 00 aBTope:

Ilonomapes Bnamumup BragumupoBuu — 1-p Mel. Hayk,
3aB. Kag. HeBpomornu u Heipoxupyprun benMAIIO, e-mail:
ponomarev@open. by

10

Hbl. [IpuunHEl 1 ipoBOLUpYIOLIME (HAKTOPHI Pa3BUTHUS
CM He ycTaHOBJIEHBL. B HEBpPOIOTHUECKOM CTaTyce y
ATUX TAIMEHTOB MPE00IaIal0T MOBBIIICHUE MBIIICYHO-
TO TOHYCa IO CIIAaCTHYECKOMY THITYy Ha OJHOH TOJIOBHHE
TEeNa, CONPOBOXJAIOUIEECS TeMHUTHIOTPOGUESH MBIIII]
koHeuHoCTeH [1—3]. OTIUYuTeNbHONH 0COOCHHOCTHIO
CM sBrusietcs mpeobiiajianie CIIaCTUYHOCTH HaJl Tape-
30M M JUTHTEIFHOE COXpaHeHHEe OPIONTHBIX pediekcoB
[2]. CM yame mMeeT MEAJIEHHOE MPOTPECCUpYolee
TedeHue, IPUIeM TUHAMHUKA KIMHHYECKUX CUMIITOMOB,
BEPOSITHO, 3aBUCUT OT MEPBUYHON JIOKAJIU3AIUU TOpa-
JKEHHS OTACTBHBIX MBIIIEYHBIX TPYTIII, TPEICTABICHHBIX
B IOPSAJIKE, OOPAaTHOM PACIIOJNIOKECHHUIO MX B Tene. Tak,
BEPXHUM W BHYTPEHHUM OTJeJIaM IPETeHTPAIbHON 13-
BUJIMHBI, KaK W3BECTHO, COOTBETCTBYET HOTa, CPEIHUM
oTAenaM — pyKa, a HIKHUM OTIelNaM — JIUIO, S3bIK,
rOpTaHb W TIOTKA. MOXHO MPEINOJI0KHUTh, YTO JIere-
Heparusa npu CM, HadaBmascs ¢ HEHPOHOB, PacIIolo-
JKCHHBIX B BEPXHUX OTJIEJIaX MOTOPHOU 30HBI, TPUBOJIUT
K BOCXOIAIIEMY T€MHUIIApe3y, a CO CPeTHUX W HIHKHHUX
OTJIEJIOB — K HUCXOJSIeMy remurape3sy. Pacipoctpa-
HEHHUE Tpollecca Ha MapacarnTTajbHyI0 OOIacTh TPO-
THUBOIIOJIOKHOTO TONyIIapusi 0OBIYHO COTPOBOXKIAETCS
KOHTpajaTepajlbHON NUPaMUIHON CUMIITOMATUKOM, BbI-
PaKEHHOCTh KOTOPOW OCTaeTCsl 3HAYMTEIHHO MEHBIIIE.
UyscTtBuTenbHOCT TIpu CM He CTpajaeT, HapyleHne
(byHKIIMM Ta30BBIX OPTaHOB M OyJbOapHBIC PacCTpOM-
CTBa HexapakTepHHI [2]. Beicime ncuxudeckue (yHK-
uuu (pedb, MPaAKCHC, THO3HC M JIp.) HE HAPYIIATCH.
B psine pabot mpu CM omnrcaHbl JEMEHITHS  COUeTaHNe
CM ¢ ruranTckuM BpOXKIACHHBIM HeBycoM [6, 7]. dua-
rHoctka CM ocHOBaHa IJIaBHBEIM 00pa3oM Ha aHaJIHM3e
KIIMHUYECKOM KapTHUHBI, TaK Kak J1abopaTOpHBIC Map-
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Kepbl TPH ATOM MAaTOJIOTUH HEU3-
BecTHbl. [luarnoz CM mnoarBepik-
JIAI0OT pe3yJabTaTbl KOMIIBIOTEPHOM
tomorpaduu (KT) mmu marautHO-
pe3onancHoit Tomorpadpun (MPT)
TOJIOBHOTO MO3Ta, BBISIBIISOIIHX JIO-
KaJIbHBIA aCUMMETpPUYHBIN aTpodu-
YECKHUH Mpolecc B MOTOPHOM 30HE
KOPBI W/WIIM KOPTUKO-CIIMHAILHOM
(mupamumaom) myta [10]. dud-
(hepennupoBanHoe Jieuenue CM B
HaCTosIIee BpeMs He pa3padoTaHo,
a ero Tepamnus UMeeT IMOKa TOJIBKO
CUMITOMATUYECKHUI XapakKTep.

Penxocte mmarmoctuku CM B
MUpoOBOU JuTeparype [6, 7, 9, 10,
14] u naBHee omHCaHWE JIUIIL OT-
JICNTBHBIX TTAallMEHTOB B OT€YECTBEH-
Hoil muteparype [1, 3] moOymaumu
HAC K MyOmWKaruu COOCTBEHHOTO
HaOTIONCHMS.

bonsuoit K., 60 net, ctopox,
uHBanua III rpymnmsl, npaeiia, MOCTyIUI B HEBPOJIO-
TUYECKOE OTACNCHUE 5-i TOPOACKOM KIMHUYECKOU
OonbHUIBI MHHCKa C JKamob0aMu Ha CKOBaHHOCTh U
OTpaHWYEHUE JABMWKEHUH B TMPaBBIX KOHEYHOCTSX, 3a-
TPYZIHSIONINE X010y U caMo0OCTyKUBaHUE, TIEPHOIN-
YECKH HECHUCTEMHOE TOJIOBOKPYKEeHHE, 00IIb B TIPaBOM
ruiedeBoM cyctaBe. bonen 10 net (¢ 50-metHero BO3-
pacra), Korjga MOoCTeNeHHO 0e3 BHIUMBIX MPUYHMH TI0-
SABHJIACh CHadalla «HEJIOBKOCTh B CTYITHE», a 3aTeM
CKOBaHHOCTb B TIpaBoi HOTe. Uepe3 HeCKOIIBKO JIET MpH-
COEJIMHUIIACH CTAa00CTh M CKOBAHHOCTH B IMPABOM KHCTH,
KOTOpBIE TIOCTEIIEHHO HapacTajl U PaclpOCTPAHUIUCH
Ha BCIO PYKy. JIBak[pl JIEUMJICA B Pa3IUYHBIX HEBPO-
JIOTHYECKUX cTannoHapax MuHcka. B oboux cimydasx
OBLT YCTAHOBJIEH IHArHO3 JUCIHPKYIATOPHOW 3HIle-
(hanomatuu ¢ nmpaBocTOpoHHUM remumape3om (pu KT
TOJIOBHOTO MO3Ta BBISIBICHO PACHIMpPEHHE KOPTHKAIb-
HBIX OOPO3Jl U KEIYJOYKOBOH CHCTEMBI 0€3 04aroBBIX
HapymeHnii). CymecTBeHHOTO YIyUYIIEHUs COCTOSHHS
HE OTMEUaloCh, MOCTENEHHO TOSBHUIIOCH 3aTPyIHEHUE
IIpH CaMOOOCITY’)KUBaHNUHU U X0JIb0e, U3-3a 4ero O0JIbHOM
Ob1 ipu3HaH wHBanuAoM 11 rpynmer. M3 panee mepe-
HECEHHBIX 3a00JIeBaHUi OTMEYAET peAKHe MPOCTYAHbIE,
apTepHAbHYIO THIIEPTEH3UIO (HETIOCTOSHHO TPUHUMA-
€T TUIOTEH3MBHbBIE CPEJICTBA), caXxapHBIi nuabeT 2-To
Tuma (peryaspHO MPUHUMAST MAaHUHUIT), ITHEIIOHEPPUT,
TyOepKyne3Hbli mieBput B Bo3pacte 20 jiet. CemeiitHo-
HACJIe/ICTBEHHBII aHAMHE3 HE OTATOIICH.

OOBEKTUBHO TIPH TOCTYIUICHUU OOIIEe COCTOSHHE
VIOBJIETBOPUTEIBHOE, COMATHYECKOH TIaTOJOTHH HE
BbIABIIEHO. BONIbHOW B CO3HAHMM, OPUEHTUPOBAH B Me-
CTe W BPEMEHH, clieTKa 3W(OpUYeH, CHIKCHBI MaMsTh
Ha TEKyIlIue COOBITHS U BHMMaHue. Helporcuxonoru-
YecKoe TeCTHpOBaHME: Tokazarenu mo Kparkoil imka-
Jie OlEHKHU Tcuxuueckoro craryca (Mini-mental State
Examination — MMSE) — 27 6amios, Garapen j100-
Ho nuchynknum — 12 Oamos, Tecta MioHCTeHOepra
(mokazarens ycrnemHocti) — 0,6 (B HopMme 1,0), Tecta
«10 cmoB» — HemocpencTBeHHoe Bocmpusatue 4, 5, 5

MPT-rpamma ronoBHoro mosra 6onsHoro K., 60 ner, ¢ ruarsozom CM.

ACHMMETpPUYHOE PaCIIMPEHUE KOPTUKAIBHBIX 00p03/, peobdiaiatolee B nepeiHei 1eH-
TpaJIbHON M3BUIIMHE CJICBa, M SBJICHUS JICHKoapeo3a B OONACTH 3a{HUX POTOB OOKOBBIX
JKEITYIOYKOB.

cioB (B HOpME 5, 7, 9 CITOB), OTCPOUYESHHOE BOCIIPHUATHE
yepe3 30 mun — 0 cnoB. Peup, mucemo, uTeHne HE Ha-
pymiensl. Bece nBuraTensHble HaBBIKH, IeJIEHAPABICH-
HbI€ JBWKEHUS (TIPAKCUC) COXpaHEHBl. YepenHble He-
pBBIL: 3pauku D=S, peakiuust Ha CBET JKUBas, ABUKEHUS
IJ1a3HBIX SI0JIOK B MOJTHOM 00beMe, INIOTOYHBIN pedliekc
coxpaneH. Jlerkas criua)keHHOCTb MPaBOM HOCOTYOHOM
CKJIaAKH, SA3bIK I1O CpeI[HCﬁ yuanu. Cuia IIpaBbIX KO-
HEYHOCTEH HE3HAUYMTEILHO CHIDKEHA — 10 4 0aJljioB,
MBIIIEYHBIA TOHYC B IIPABOM PYKE U HOIE IIOBBILIEH
M0 THUPaMUAHOMY THUITYy (TIOJOXKHTENBHBIH (heHOMEH
«CKJIAJTHOTO HOXa»). YaCTUYHBIC MBIIICYHBIC KOHTPAK-
Typhl KPYIHBIX CYCTaBOB CIpaBa (OCOOEHHO IPaBOTO
TIe4eBOro cycrasa). [MmoTpodust MbIII MpaBbIX KO-
HEYHOCTEH, MPENMYIIECTBEHHO MPOKCHUMAJIBHBIX OT/Ie-
JioB, Ha 1,5 cm B nquamerpe. [yOokue peduiekchl BBICO-
ke (D>S), 30HBI pacmmpeHsl, KIOHYC CTOIBI CIpaBa,
cumnToMbl babuHckoro u OrmrieHreliMa IMOJIOKUTEIb-
HBIE crpaBa. bprommasie pediaekcsl cpemHeilt KUBOCTH
(D=S). YyBcTBUTENbHOCTH HE HapylleHa. OLEHUTh KO-
OpAMHATOPHBIE TTPOOKI, BEITIOIHIEMbIE TPAaBBIMU KOHEY-
HOCTSIMH, CJIO’KHO M3-3a X CIACTUYHOCTH. HapymeHnuit
(YHKIMY Ta30BBIX OpraHoB HeT. OuOpwmIsIMiA, (dac-
III/IKy.TIS[HI/Iﬁ MBI KOHEUYHOCTEH U S3bIKa HE BBISIBICHO.
[Toxonka remunaperudeckas Tuna Bepuuke—ManHa.
[Tpu naboparopHOM UCCIeJOBAHUH PYTHHHBIE 0011e-
KIIMHUYECKHe, OMOXUMHYECKHE TOKa3aTeln KPOBH U
MOYU HC M3MCHCHBLI, YPOBCHb ITIFOKO3bI B KPOBU KOJIC-
onetcs ot 7,4 no 11,9 mmomns/n1. Ananmm3 1iepedpocmu-
HanpHOU x)uakoctu (LICXK): 6emok 0,17 r/n, uuro3 3 -
10%/n1, tmroko3a 4 mmoue/i1. Koarymorpamma: MHO 1,14;
¢ubpuHOreH 5,4 MMOJB/JI, TAHOJIOBBIA TECT IMOJIOKH-
TebHBIN, TeMaTOKpUT 34/66. OKI': puTM CHHYCOBBIIA,
HOpMaJIbHOE TOJOKEHUE JJIEKTPUUECKOW OcH cepila,
MIPU3HAKY TUTIEPTPOGUH JIEBOTO KETYTOUKa.
Koncynpramust okynucra: octpora 3penus 0,6/0,3,
¢ xoppeknueit 0,8/0,3; BHyTpHuriazHoe nasienne 21/21
MM BOJI. CT.; Ha TJIA3HOM JIHE apTEPUU CYKCHBI, H3BUTHI,
BEHBI pacmupeHsl. dnekrpomuorpadus (OMI): mpu-
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3HAKOB MOPAXKCHUS MIEPETHIX POTOB CIITHHOTO MO3Ta HE
BbIsBIIeHO. MPT TonmoBHOTO MO3ra: 6azampbHbIe IUCTEP-
HBI, KEJIYITOUYKHA MO3Ta, KOPTUKAIbHBIC 00PO3/1bI PACIIIH-
penbl, acummerpuunsl (S < D), sBienus neiikoapeosa
(cM. PUCYHOK), TIPU3HAKOB OYAroBOTO MOPAKECHUS MO-
CTa, CTBOJIA FOJIOBHOIO Mo3ra He BblsiBIeHO. [Tpu MPT
MIEHHOTO U TPYIHOTO OTACIOB CTUHHOTO MO3Ta MaToJI0-
run He 00HapyxeHo. [lo maHHBIM KaTaMHe3a B TEYCHUE
JIBYX JIET HE MPOU3O0IILIO 3aMETHOTO MPOTPECCUPOBAHUS
HEBPOJIOTHYECKOTO PACCTPOIMCTBA y MaIlUeHTA.

Oo0cy:xneHue

Takum 00pazoMm, B HallleM HAOMIONECHUU Y MYKUHHBI
B Bo3pacte 50 JieT MOCTeNeHHO MOSBUIIACh TPaBOCTOPOH-
HsS IMpaMMIHAs CUMIITOMAaTHKa B CTOIE, KOTOpas 3aTeM
MPUHsUIA BOCXOISLINM XapakTep U pacupoCTPaHMIACh Ha
pyky. Tonnuecku nporiecc B TOIOBHOM MO3I'€ XapaKTepH-
30BaJICS MPEUMYILECTBEHHBIM MOPAXKEHUEM JIEBOM Tpe-
LEHTPATbHON M3BHIMHBL. Takas u3duparesbHas JTOKaJu-
3alys MOPAXKEHNST JOMUHAHTHOTO MOJIYIIAPUsl Y IPABILIN
MOATBEPKAATIACh JAHHBIMH HEBPOJOIMYECKOTO CTaTyca
(TIpaMUIHBIA TeMuTIape3 ¢ OTCYTCTBHEM ada3nu, ajek-
cuy, arpaduu, akajabKylIuu) 1 qanasiMa MPT, ykasbiBa-
FOIMA Ha aCHMMETPUYHYIO aTpo(rio B IBUTATETHHOM
30HE KOpbl. Takum 00pa3oM, UMENI0 MECTO XPOHHYECKOe
BOCXOJISIIIIEE OHOCTOPOHHEE MOPAKEHNUE BEPXHETO JIBU-
raTeJbHOTO HEBPOHA ciieBa. Y HaOII0AaeMOro MalueHTa
NUpAMHUHAS CUMIITOMAaTHKAa OTIMYAJIACh CHACTUYECKUM
MOBBIIIIEHHEM MBIILIEYHOTO TOHyCa C pa3BUTHEM YacTHY-
HBIX KOHTPAKTYp KPYTHBIX CYyCTaBOB IIPY HE3HAYUTEIBHON
MBIIIEYHOH cabOCTH B PyKe W HOTe; aCHMMETPUYHBIM
MTOBBIIIIEHIEM TITyOOKHX pehIeKCOB U TTaTOIIOTHIECKUMHI
CTOTIHBIMU PeQIICKCaMU; JIETKOM arpoueld MBI Tpa-
BBIX KOHEUHOCTEH; COXpaHEHHUEM OpIOIIHBIX PE(IICKCOB;
orcyTcTBHeM (GuOpwIsnuid 1 pacuukysuuidi. Kpome
3TOr0, y MAllMEHTA BbISBICHBI KOTHUTUBHBIE HAPYILIECHUS,
KOTOpBIE MOATBEP>KICHBI OCNA0ICHHEM BHUMAHMS M Ta-
MSATH TIPH BBITIOJTHEHUN TECTOB MIoHCTEeHOEpTa, OaTapen
n00HOU AucyHKIUK U «10 cI0B» MPH HOPMAITBHBIX T10-
kazarersix MMSE. BrisiBieHHBIC KOTHUTHBHBIC HapyIIIe-
HHUA B COYETaHUU ¢ Jerikoapeo3oM npu MPT ronosHoro
MO3ra, M0 HalleMy MHEHHIO, MOTJIH OBITh OOYCIIOBIICHBI
COIYTCTBYIOIIEH JUAOCTHYCCKOM W THIICPTCH3MBHOM
sumedanonarueit [—II cramgun. Hammdame mocreneHHO-
r0, MEJUIEHHOTO, OJJHOCTOPOHHET0, BOCXOJISIIETO Pa3BU-
THSL TEMUCHACTHYECKOIO CHHIPOMA, KOTOPBIA COIPOBO-
KIANCST aTpoHUUYECKUM IPOLIECCOM, IPeodagaronM
B JIBUraTeiIbHON 30HE KOPbl JOMUHAHTHOIO MOMyLIApUs
MIPU OTCYTCTBHM JPYTOr0 OYaroBOro MOPayKeHHs TOJIOB-
HOTO M CHMHHOIO MO3ra, MO3BOJWJIO HaM 3allOJ03pUTh
B KayecTBE OCHOBHOTO MNaTojiornyeckoro mnpouecca CM.
B mpencrapienHoM HaOMONEHUH JUTATENHHBIN aHaMHE3
3aboneBanus (12 jeT), OTCYTCTBUE TeHEpANIU3alrH Mpo-
Lecca B BU/I€ paBHOMEPHOI'O IOPAKEHUS IEHTPAIbHOIO U
nepudepruaeckoro MOTOHEHPOHA MO3BOIHMIM HAM HCKITIO-
9UTh OONIE3HB BUTATEITHHOTO HEBPOHA.

Hesposornueckne HapylmeHUs B TpPEACTaBICHHOM
ClIy4ae COOTBETCTBOBAJIM XapaKTEPHBIM IPU3HAKAM
3TOTO paccTpoiicTBa, TAKMMHU KakK y 8 MAIlMEHTOB, OMH-
caaueix C. Mills [12]. Oru XapakTepu30BaINCh OYCHD
MeieHHbIM (Oonee 10—15 5eT) pa3BuUTHEM BOCXOAS-
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e TeMUIIIerny, HadaBIICHCs cO cjabOCTH B HOTE,
KOTOpasi 3aT€M PpaclpoCTpaHWIACh Ha TOMoJjaTepalib-
HYIO pyKy. B mocnenyronmx HaOMOIeHUSIX YCTaHOBICH
HUCXOASIIUH BapuaHT Jiebrora CM B BUjIe TIEPBUYHOTO
MOpaKeHUS JIMIIEBOIM MYCKyJIaTyphl MU PYyKH, KOTOPBIi
BCTpevaeTcs 3HauuTenbHO pexe [8]. [To MmEeHMIO 00ITB-
IIMHCTBA HCCIeoBaTeNell, MHUpaMUAHbIE CHMITTOMBI
npu CM Bcerna npeobiasaloT Ha CTOPOHE reMumnapesa,
OJTHAKO Ha TO3IHUX CTaJausAX 3a00JIeBaHUS BO3MOXHA
JBYCTOPOHHSISI CUMIITOMATHKa C COXPAHCHUEM €€ aCHM-
metpuu [10]. Tunuanev npusHakom juist CM cunraior-
csl mpeodnajaHie CIaCTUYHOCTH MOPAKCHHBIX KOHEY-
HOCTEH Ha/T UX claboCThIO, X YMEpEHHas: aMHOTPODUs
u oTcyTcTBHE haciukysnui [ 1—3]. UyBcTBUTEIBHBIE
HapymeHuss npu CM 0OBIYHO OTCYTCTBYIOT, OJHAKO
PEIKO BCTpevaeTcs MUHUMalbHas reMurunectesus [9].
Onucanus ceMeHbIX cirydaeB CM B iuteparype HeT.

[IpencraBnser uHTEepec 0030p paHee OIyOIUKO-
BAaHHBIX KIMHMYECKUX HaOmomennii CM ¢ aHaan3om
MOJTYYEHHBIX PE3yJbTaToB HEHpo(H3MOIOrHYECKHX,
HEHPOIICUXOIOIrMYECKUX U HEUpOBU3yalIM3alUOHHBIX
HUCCIIEI0BaHUM.

M. Doran u coaBr. [6] omucanu CM y manueHTKH
60 5et, y KOTOpO#l B TeueHHE ABYX JIET HaONIOIaloCch
MOCTENIEHHOE CHIKCHNUE KOTHUTHUBHBIX (YHKIMH C Ha-
PYLICHHEM COLMAbHON ajanTalMyd M 4acThIMHU Iajie-
HUSIMU ¢ TpaBMmaruzaunuen. IIpu ocMoTpe HE OTMEUEHO
anpaxcuu, ada3uu, YyBCTBUTEIbHBIX HAPYILICHUN U MU-
oxnonuit. Ilokazarenn MMSE — 26 0amioB. ABTOpbI
OTMeYaJld y NalueHTKH claboCTh U CKOBAHHOCTH B JIe-
BBIX KOHEYHOCTSIX U JIBYCTOPOHHIOIO THITEPPEPICKCHIO.
IIpu MPT ronoBHOro Mo3ra BbISIBIIEHa ACUMMETpPUYHAs
no6Ho-Bucounas arpodust (D > S). IIpu onHOohoTOHHOM
9MHCCHOHHON KOMITBIOTEPHOH TOMOTpaduu MOATBEPK-
JleHa acHUMMETpH4YHas JIOOHO-BHCOYHasl TUronepgy-
3ua. B LICXK Obl1 He3HAUMTENBHO TMOBBILICH YPOBEHb
oenkxa — 0,731/n, uro3 B HOpMe. [pu muHAMUYECKOM
HaOJNIOEHNH B TeyeHHe 6 MeC OTMEUYEHO CHMKCHHE
nokasareneil recra MMSE no 20 6amnos. Peus crana
OZIHOCJIOKHOHM, HO OONbHAs MOIVIa MHCaTh U y3HaBaTh
TWIna JIpy3ei; coxpaHsiack cnabocTh M CKOBaHHOCTH
UCKJIIOUMTENIFHO B JICBBIX KOHEYHOCTAX. [lammentka
yMepia depe3 3 rojia Mociie TMOSBICHUS TMEePBbIX CHM-
nToMoB. Ha ayTorncum mpu MHKpPOCKOIIMYECKOM HCCIIe-
JIOBaHWU BBIABJICHA BBIpaXXCHHAs! (PPOHTOTEMITOPATIHHAS
arpous THIIAa «KOHYMKA HOXa». He oTMeueHo crnoHru-
odopmHbIX U3MeHEHHH. OTCYTCTBOBAIM CHHYKJICHHBI
o, B, IPOTEHH T ¥ NMPUOHOBBIC MPOTECHUHBI. BBHIIBICHBI
BKJIIOUEHHSI YOMKBUTHHA B KOPTHUKAJIbHBIX HEHpOHAX,
TUIITOKAMIAIBHBIX 3yOUaThIX IPaHYISPHBIX KJIETKaxX U
A7Ipax MOABA3BIYHOTO HepBa. Ha ocHOBaHMM BBISBICH-
HBIX MOP(OJOTMYECKMX H3MEHEHHH aBTOpPbHI TUarHo-
CTHPOBAJIN JIOOHO-BHUCOYHYIO IEMEHINIO B COYETAHUH C
00JIC3HBIO IBUraTeIbHOTO HEBpOoHA. COMOCTAaBIIsIsl CBOU
pe3yNbTaThl ¢ IaHHBIMH, MTOJy4eHHbIMHU panee J. Malin
1 cOaBT. [11], aBTOpbI NPUILIK K 3aKJIFOYCHUIO, YTO B Ua-
ctu cirydaeB CM MOKeT OBITh TeMUIUIETHYEeCKo (op-
Mol 0O0JIe3HH ABHraTeJIbHOIO HEBPOHA. DTOTO e MHE-
Husl ipuaepxuBaetcs S. Sasaki [13], koTopslii cuuTaer,
4yTo B psne ciydaes CM sBJsieTcs aTUNIUYHBIM TE€MH-
TUIETHYECKUM BapHaHTOM aMHOTPO(PUIESCKOTO OOKOBOTO
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CKJIep03a, 4TO cocTaBiseT okoiio 20% OT Bcex ciaydaes
3TOTO 3200JIeBaHUSI.

J.-L. Gastaut u F. Bartolomei [9] monararot, uro CM
MOYET OBITh MPOSBICHHUEM ITEPBHYHOTO OOKOBOTO CKIIe-
po3a, ¥ B KaueCTBE WILTIOCTPALIUK CBOETO MHEHHS MPH-
BOMAIT 2 KIMHUYECKHX HAONIONCHHUS C BOCXOISIIUM U
HUCXOJSIIUM BapHaHTaMy Havana. B mepBom ciydae y
JKEHIUHBI 49 jet (TpaBIn), paHee cepbe3HO He O0IIeB-
e, B 1975 1. mosiBUIach HEJIOBKOCTH B IIPABOMU CTOTIE,
KOTOpas 3aTeM MEJJICHHO PaclpOCTpaHUIIaCh BBEPX Ha
oenpo. Yepes 6 et oHa oOparuiach B rocrnuTanib. [Ipu
OCMOTpE BBISIBJICHA MBITIIEYHASI CTA00CTh U CKOBAHHOCTh
TOJBKO B MPABOil HOTe ¢ rHneppedIeKcueil ¥ CUMITO-
MoM baOuHckoro. UyBCTBUTENBHOCTh OBLTAa COXpaHEHa.
Bce uccnenoBanus (anekrposuiedanorpadus, aHaau3
HCXK, OMI, KT romoBHOro mMo3ra, mMuenorpadus) He
BBISIBWIN TTaTOJIOTHU. Yepes 2 rofa mpu MOBTOPHOM OC-
MOTpE OTMEUYECHO YXYyAIICHHE COCTOSHHS: MTPUCOESTUHHU-
JUCH ¢1a00CTh B TPABOM KUCTH, yMEPEHHOE MTOBBIIIICHNE
MBIIIIEYHOTO TOHYCA B MPABbIX KOHEYHOCTSIX, MAPAMHU/I-
Has noxozxka. B IICXK ypoBens Oenka ObII MOBBIIIEH J10
0,6 T/11, OMUTOKIIOHANBHBIE aHTUTENA HE OOHAPYKCHBI.
IIpu wccrmenoBaHMM TPUILIETa BBI3BAHHBIX IOTEHIIMA-
TIOB (CIIyXOBBIX, 3PUTEIBHBIX, COMATOCEHCOPHBIX), KT
1 MPT ronoBHOTO ¥ CIIMHHOTO MO3ra, CIIMHAILHON aH-
ruorpaduu n3MeHeHHUs He BhISBIeHBL. B 1993 1. (uepe3
18 51eT) oTMeueHbI MPaBOCTOPOHHUHN TeMUTIapes3, THIep-
peditekcus, KIOHYC CTOTBI, TIOJOXKUATEIBHBIA CHMITTOM
babuHckoro, HeyiepKaHue MO4H, OTCYTCTBHE (PACIUKY-
nsit 1 amuotrpoduii. [Ipu moBTopaEIX MPT romoBHO-
TO ¥ CIUHHOTO Mo3Ta 1 DMI" u3MeHeHust He 0OHapyKe-
HBI. Bo BropoM HaOIMtoIeHNH KeHIuHa 25 et (IpaBiia)
B 1976 1. BiepBhIe 3aMeTHIA CTA00CTh B JIEBOM KHUCTH,
KOTOpasi B TIOCJEIYIOIINE TOIbI MEJICHHO PacIpoCTpa-
HWJIaCh Ha BCio pyky. B 1985 1. mpucoenununucey cna-
00CTh U CKOBaHHOCTH B JIEBOU HOT€ U 3aTPYJHEHHS MTPU
xonp0e. B 1989 1. mpu ocMoTpe aBTOPHI OTMEYAIH JIEBO-
CTOPOHHHUI TeMUNape3 M OTCYTCTBUE UYBCTBUTEIHHBIX
HapyiieHui. [y0okue pediekchl ObUTA BBICOKUMH C
JIBYX CTOPOH, CUMITOM BaOWHCKOTO TOJOXKHTEIHHBIN
CJIeBa, BIIEpPBbIE OTMEUEHA JIUIIEBas aCHMMETPHS CIIeBa.
B LICX yposens 6Oenka cumxken a0 0,1 r/n. Bee npo-
BEJICHHBIC MCCIIeIOBaHMSI (BBI3BaHHBIC TOTCHIIUANEI, KT,
MPT ronoBHOro U CIMHHOTO MO3ra, MOBTOpHbIE DMI,
Ouoricusi) He BBIIBUIN maronoruu. [1o maHHBIM KaTam-
He3a (17 net), mporpeccupoBaHus IPOIEcca HE BBISB-
JICHO. AHaIM3UPys 00a cirydasi, aBTOPbI OTMEYAIOT U30-
JTUPOBAHHOE IMOPAKEHHWE BEPXHET0 MOTOHEWpOHA IMPHU
CM. OtnaBas mpeanodYTeHUE THAarHO3y IEPBUIHOTO 00-
KOBOTO CKIIEPO3a, aBTOPHI MOTYEPKUBAIOT, YTO OIHCAH-
Has IMH KIMHAYECKass KapTHHA HE MOJIHOCTHIO OTBEYa-
€T KPUTEPHUSM ITOT0 3a00JIeBaHUS (B YaCTHOCTH, OUCHB
MEJJICHHBIN THII TIPOTPECCUPOBAHMS), U HAZCIOTCS, YTO
OIyOJIMKOBaHHAS CTaThs WHULUUPYET ITyOJHKAIHIO
JIPYTUX HAOTIOIEHUH C 1IEIhbI0 YTOYHEHHUSI HO30JI0THYE-
ckoil mpuHaiexkHoctu CM.

Hecwmotps Ha HescHOCTh dTHONOTMH CM, YacTh uc-
cinenoBareneid [1, 3, 6, 10] mogaepx uBarOT MHEHHUE
«mHoHepay onucanus 3toro cunapoma C. Mills [12] o
TOM, YTO 3Ta MATOJIOTHS MOXET OBITh PEIKUM BapHaH-
TOM OJHOCTOPOHHETO TEPBUYHOTO JIET€HEPATUBHOIO

paccTpoicTBa LIEHTPAJIbHON HEPBHOM cUcTEMbI. Mex 1y
TEM OCTaeTCid HESCHBIM TONMHMYECKHH YPOBEHb IOpa-
KeHHs HepBHOW cuctemsbl. [lo muenuio J.-L.Gastaut u
F. Bartolomei [9], nupamuaneiii myts npu CM nopa-
’KaeTcs Ha ypOBHE CTBOJIA TOJIOBHOTO MO3ra, CTUHHOTO
MO3ra, a JBUraTeiIbHas 30Ha KOPbl OCTAETCS] HHTAKTHOM.
B npyro#t padore G. Frisoni u coaBt. [7], omuceiBas
MyxurHy 20 JIeT ¢ XpOHUYECKUM MPOTPECCUBHBIM BOC-
XOJIAIIMM TEMHUIIape30M M TUTAHTCKUM BPOXKICHHBIM
HEBYCOM, OOHapyXKWJIN IOpPaKEHHE KOPTHKO-CIIMHHO-
MO3TOBOTO ITyTH Ha YpOBHE MOcTa. B Hamem Habmione-
HUH, HAIIPOTUB, MIOKa3aHO, YTO UMEIOLIasiCS HEBPOJIOTH-
YyecKkass CHMITOMAaTHKa OOyCJOBJIEHa H30HpaTelbHBIM
MOPa’KeHNEM JIBUTaTeNIbHON 30HBI KOPBI IPU HHTAKTHO-
CTH JIPYTHX OTJEJIOB KOPTUKO-CITHHHOMO3TOBOTO ITYTH.
OTO 00CTOSITENBCTBO B COYETAHUU C JAPYTUMH OCOOCH-
HOCTSAMH HEBPOJIOTUYECKOTO CTaTyca TO3BOJIMIIO HaM
NPEATNONOXKNTE, YTO B JaHHOM ciayyae CM sBuics Ba-
praHTOM (OKaNbHOW KOpKoBoW arpoduu. B marorene-
3€ 3TOr0 paccTpoiicTBa OosblIas poib OTBOAUTCS (Gop-
MHUPOBAaHHUIO TATOJIOTHYECKUX BHYTPUHEHPOHAIBHBIX
BKITIOUCHUH ¥ MUTOXOHJPUAJILHON TUC(YHKIINN B KIIET-
Kax OTAEIbHBIX 30H KOPHI TOJT BIUSHUEM HEyTOUHEHHBIX
ne(heKTHBIX HEUPOTOKCUYHBIX OeNkoB |5, 8].

C y4eToM CHHAPOMAIBHOTO XapaKTepa rnpoiiecca npu
CM, kpome 0O0JIe3HN IBUTATEIBHOTO HEBPOHA, CIIEAYET
MMETh B BUJYy MHOXECTBO (P€HOKOMUN, UMUTHUPYIOIINX
3T0 paccTpoiictBo. CM (0COOEHHO ero HUCXOSAIIH Ba-
pHaHT) HEOOXOMUMO U PEPEHIINPOBATH C OMYXOISIMH
TOJIOBHOTO U CHIMHHOTO MO3ra, B TOM YHUCIIE C JICITOME-
HUHI€AJIbHOW MEJIaHOMOW; MHOKE€CTBEHHBIMHU JIAKYHap-
HBIMHU MH(APKTaMU B KAPOTUIHOM OacceiiHe; MUEIUTOM
WIM PpAcCEeSTHHBIM CKJIEPO30M; MEHHHTOBACKYJSPHBIM
Helpocupmimcom; aHTUGOCHOTUIHIHBIM CHHAPOMOM
u ap. [10, 11]. C uenbto nuddhepeHnnaibHON UarHo-
CTHKH B 3THX citydasx G. Volta u coast. [14] pekomen-
Ny1oT oTAaBarh npeanoyrenne MPT ronosHoro mo3sra.

Huddepenumposannoe neueane CM noka He paspa-
6oTaHo. B jeueHnn aMruOTPOUIECKOT0 OOKOBOTO CKJIe-
po3a M ApYyrux HeWpopereHepaluii akKTUBHO HM3y4aloT-
Cs BO3MOXKHOCTH HEWPOTPAHCIIAHTALMU C TIOMOIIBIO
SMOPHOHAJIBHBIX CTBOJIOBBIX KIIETOK, HCIOJIb30BaHUE
HerpoTpodrueckux HakTopoB: (hakTopa pocTa HEPBOB,
WHCYJIMHONOA00HOTO (hakTopa pocTa, CeMEHCTBa Hei-
POTPOPHHOB, TIHANTBHOTO M IIJIUAPHOTO HEHPOTPOhH-
4yeckoro (pakropa, HEHPOMOITUUECKUX ITUTOKUHOB [4].
OmnpeneneHHyi0 TO3UTHBHYIO POJb HUTPaeT KypcoBOE
Ha3HAYeHUE MEIUKAMEHTOB C OOJBIIMM MIIM MEHBIINM
JIOKa3aHHBIM aHTHOKCUIAHTHBIM 2P (eKkToM (aKTOBETHH,
muTo(IaBUH U Ap.). B KauecTBe cuMNTOMaTn4eckon Te-
parmnu CM omnpaBaaHbl IPUEM MHUOPEIAKCaHTOB (MUIO-
KaJM, OakinogeH, B TOM YHCIIE C UCTIOIBb30BAHUEM CIIe-
[IHANBHOM TIOMITBI), (pu3noTepanus (rpsa3H, 030KEPUT) U
nedeOHas (PU3KYIbTypA.

Takum o6pazom, CM MOXET MPEACTABIATH PEIKHI
BAapUAHT JETCHEPaTUBHON MAaTOJIOIMKM LEHTPAIbHON
HEpBHOW cucTeMbl. JIMIIb TIIATENIbHBIA KIMHUYECKUN
aHaJIU3 3TOTO PEIKOr0 PAcCTPOMCTBAa C COMOCTaBIIE-
HUEM NaToOMOP(OIOTUYECKUX JaHHBIX MO3BOIUT pac-
KPBITh MEXaHMU3MBbI YK€ U3BECTHBIX U MPEAIONaraeMblxX
(dakToB.
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JTUATHOCTHUKA PAHHUX JIBIXATEJBHBIX HAPYIIEHUH Y BOJIbHBIX
MHUACTEHUEN

E.M. ITasnosa’, H.H. Il]epoarosa’, B.A. Pyonuuenko®, M.B. JIykvanos’
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Csoespemennoe svissiene HapyuleHull HepeHo-Mmbluieunol nepeoayu (HMII) 6 Ovixamenbrbix Mbluuyax OOIbHBIX M-
acmenuell s18IAEMCs HCUSHEHHO BANCHOU KIUHUYECKOU 3a0ayetl 1 mpedyem gbloopa Haubonee mouHbIX Memodos oua-
eHocmuku. B pabome npogedeno conocmasiienue KIUHUYECKOU 3HAUUMOCTIU PUMMUYECKOU CIUMYISAYUU OblXAmelb-
HBIX MblUY U CRUPOMEMPULECKO20 UCCTIe008AHUSL JCU3HenHOU emKkocmu neekux (KEJI) ons ouaenocmuku panHux
HapyuieHull Obixanus y 52 O0IbHbIX ¢ 2eHepanu308antol muacmenueil. M3 52 nayuenmoe namonozuieckue 3Ha4eHus
Odexpemenma M-omeema 6 ouagppazme yoanocs sviagums y 48 (92,3%) dbonvuvix, 6 mpaneyuesuonou moiuye —y 30
(57,7%). Cmenenw 6noxa HMII 6 ouagpaeme no cpaguenuro ¢ mpaneyuesuoHo mviiiyell 00Cmo8epHo npeobnadaid.
Cruoicenue KEJI < 80% sviseneno auwn y 27 (52%) 6onvubix ¢ 0exkpemenmom 6 ouagpaeme. Beedenue npozepuna
6vi3b168a10 yeenudeHue JKEJI kax npu ucxoOHom ee CHUdICeHUU, Max u npu HOPMAibHLIX 3HaueHusx nokazamens JKEJI
v bonvuurncmea 6onvHeix. Omeymemeue usMeHeHus CHudiceHHo20 sHavenus JKEJI na ¢hone nposepuna ykazeiéano Ha
«He MUACMeHuYecKuily xapakmep OUCHHO? U mpebo8ao noucka conymemsyiowel namono2uu neekux. Onpeoenenvl
Kpumepuu ouggepeHyuarbHoll OUasHOCMUKY HapyueHutl Obixauus y 6onvHblix Muacmenueti: naaudue o1oxa HMII ¢
ouaghpaeme u e2o 06pamMuUMocms NOCie 88e0eHUsI NPOIEPUHA XAPAKMEPHO OISl (MUACMEHUYECKO20» OUCNTHOI, Heo0-
pamumoe na gone nposepuna chudicenue JKEJI 0e3z onoxa HMII ¢ ouaghpaeme — 05 nepsudnol namonocuu 1ecKux.
Komnaexchoe uccinedosanue OblxamenvHulx GYHKYUl y 60IbHbIX MUACHEHUell, SKIIOUAIOujee Henpsamyo pummuye-
CKYI0 CIUMYIAYUIO OuadpazmanbHoll muluiysl u onpedeierue JKEJI, nossonsem gvlasums ciabocms ObiXamenibHblX
MbLULY NPU MUACTIEHULU.

KnioueBble cnoBa: muacmenus, ouagpazma, ouappazmaibHulili Heps, pUMMUYECKAs CIMUMYIAYUA, HEPEHO-MbIUUEYHAS
nepeoaud, OUCNHO3, CIAOOCMb ObIXAMENLHOU MYCKYIAMYpPbl, CRUPOMEMPUS], JICUSHEHHAS eMKOCTb
JeSKUx

The early detection of neuromuscular transmission (NMT) disorders in respiratory muscles of patients with myasthenia
is an important clinical problem which requires seeking for the most accurate diagnostic tests. The article presents the
comparison of role and clinical significance of rhythmical stimulation of respiratory muscles and spirometry for early
diagnosis of respiratory disturbances in 52 patients with generalized myasthenia. Abnormal values of M-response
decrement were detected in diaphragm of 48 (92,3%) patients, and in trapezium muscle of 30 patients (57,7%). The
degree of NMT block was significantly severe in diaphragm than in trapezium muscle. Decreased lung capacity below
than 80% was seen in 27 (52%) patients with abnormal decrement in diaphragm. Proserin injection increased lung



