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KIMHUYECKUU CJIAYUYAN MOHOMEJUYECKONU AMUOTPODUHU —
PEJKU BAPUAHT BOJE3HU HUKHEI'O MOTOHEMPOHA

A.M. blcmanoga, 3.A. Kaoviposa, U.3. Ancumypamosa

BonesHb Xupasma, Takke n3BecTHas kak MoHomenuyeckas amunorpodus (MMA), npeactaenser coboi peakyto Luen-
HYI0 MMenonaTuio, KoTopasi MPOSIBMSETCA Kak OrpaHMYeHHas, acCMMMETpUYHas, MearneHHo nporpeccupyoLlas atpodus
1 cnabocCTb MbILLL, MEYEBOro Mosica, NPeanneYnini U KUCTeNn, NPenMyLLEeCTBEHHO Y MOMOAbIX MYX4YMH. BeHTpanbHoe
CMellleHne JopcanbHOro oTaena AypansHoro MeLka npu crubaHunmn LWeHoro otAena No3BOHOYHUKA NPUBOAWT K J0-
KarbHON KOMMPECCUM CMMHHOTO MO3ra, ero aCMMMETPUYHOMY YMITOLEHNIO U HAPYLLEHUIO BEHO3HOTO OTTOKA B 3TOM 00-
nactu. BcnefcTere aTOro NponcxoasT o4aroBble MeMUYeckne N3MEHEeHUs B KneTkax nepegHero pora HMKHero Luen-
HOro oTAena CrMUMHHOIo Mo3ra, KOTopble MPUBOAAT K aMUOTPOdUN.

Knrouessle crioga: MOHOMeNMYeckas ammoTpodus; 6onesHb Xupasma; (PrekcuoHHas MUenonaTys; loBEHUINbHas Cnu-
HaslbHasa MbllLeYHas aTpodus.

MOHOMEJIHUAJBIK AMUOTPOPUAHBIH KJINMHUKAJIBIK YUYPY —
TOMOHKY MOTOHEMPOH OOPYCYHYH CEMPEK TYPY

A.M. blcmanosa, 3.A. Kaowviposa, U.9. Ascumypamosa

MoHomenusnblik amMmmoTpodust katapbl Genrnnyy 6onroH xmpasiMa oopycy MOKHAYH Celpek Ke3feLuyyyy mMuenonatu-
Acbl 6OMyn acenTerneT, an HerM3uHeH Xall 9pKEKTEPAE KE3AELLYYYY OMYpPOO KypyoocyHaa, GumnekTe xaHa MaHxanapaa
GynyyHAapAblH YEKTENreH, acCMMETPUSANbIK, OpUYN KeTyydy aTpodmsichl )xaHa anchl3abirel. OMypTKaHblH MOKH TypraH
GenyryH GykkeHae Aypanablk KanTbiH Jopcanblk 6emyMyHYH BEHTPanabIK KbiMbILyyCy XYNYHAYH NoKanablk KOMnpec-
CUSICbIHA, aHblH aCCUMETPUSINBIK YOKNYyLLYHa XaHa Byn xepaery BeHagarb! kaH XYrypyyHyH Oy3ynyluyHa asbin Kener.
AHbIH HaTbIXXacbiHAA XYTYHAYH TOMEHKY MOKOH GenyryHyH KneTkanapbiHaa MLWeMUsIIbIK e3repyynepayH ovory naiiaa
60r10T, MyHYH 63y ammoTpodmsira anbin Kener.

TyliyHOyy ce3dep: MOHOMENUSMbIK aMUOTPOdUS; XupasiMa oopycy; (prieKCUOHAYK MUENonaTvsi; FOBEHUNAUK KYMYH
Byn4yHyHYH aTpodusichl.

A CLINICAL CASE OF MONOMELIC AMYOTROPHY IS A RARE VARIANT
OF LOWER MOTOR NEURON DISEASE

A.M. Ysmanova, Z.A. Kadyrova, Ch.E. Azhimuratova

Hirayama disease, also known as monomelic amyotrophy (MMA), is a rare cervical myelopathy that manifests as
limited, asymmetric, slowly progressive atrophy and weakness of the muscles of the shoulder girdle, forearms and
hands, mainly in young men. The ventral displacement of the dorsal dural sac during flexion of the cervical spine leads
to local compression of the spinal cord, its asymmetric flattening and impaired venous outflow in this area. As a result
of this, focal ischemic changes occur in the cells of the anterior horn of the lower cervical spinal cord, which lead to
amyotrophy.

Keywords: monomelic amyotrophy; Hirayama disease; flexion myelopathy; juveniles pinal muscular atrophy.

bonesnp Xwmpasima (bX) — peakxoe HeBpollo- BCEr0 OJHOCTOPOHHEW WJIU JBYCTOPOHHEH MbIIIEU-
rudeckoe 3a00NeBaHME, XapaKTEpPHU3yeTCsl dvalle HOH arpo¢ueil u craboCThio MPEANICINi U KUCTEH
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pPyK 0€3 CEHCOPHBIX WJIM MUPAMUIHBIX HAPYIICHHH
[1]. HanHoe 3a0oneBaHME BIIEPBbIE ObLIO OMUCAHO
Keizo Hirayama B 1959 . moa Ha3BaHUEM «IOBe-
HUJIbHAs OIHOCTOPOHHSSI MBIIIeUHast aTpodus
BEpXHEN KOHEUYHOCTH». bX sBIseTCS peakol maro-
JIOTHEH, BCETO B JHUTEpaType omucano okojo 1500
cllydaeB JJaHHOTO 3a0oneBaHusi. bonesHb B OCHOB-
HOM TOpPa)KaeT MY)KYHH BO BTOPOM-TPETHEM JECs-
twietusix [2]. ITlepBoHauanbHO 3a0osieBaHUE MPO-
IPECCHPYET, HO, KaK U3BECTHO, CAMOIIPOU3BOJIbHAS
OCTaHOBKa HACTYIACT Yepe3 HECKOJBKO JICT IOCIIe
Haganma 3a00NICBaHUS, B OTIIMUME OT 3a00JIeBaHMUS
JIBUTATEJIbHBIX HEHPOHOB, C KOTOPBIM €ro OOBIYHO
myTtaor [3].

Knunuveckoe wHaomonenue. [layuenm A.
1990 200a poscoenus 28.11.19 obpamuncs ¢ scano-
bamu Ha noxyoauue 8 1e6oll nieye-10namoyHol 0o-
aacmu, 1e6020 naeya u ciabocms 6 nesoil pyke. Ilo-
XyoaHnue u cnabocmo 6 J1e6oll pyke Haual 3ameuams
nocnednue 2 2o0a, ampoghusi Molidy MeOieHHO Yee-
JUYUBANACL 8 medeHue 2 1em, no3dice npoyecc cma-
OURUBUPOBATCA.

Hesponocuueckuii cmamyc npu nocmynie-
HUU: NAmMono2uy Co CMOPOHbLL 4epento-m0o3206biX
Hepeos u yyecmeumenvHocmu He evisagien. Buipa-
JiCeHHas ampoghus crneéa Hao- U NOOIONAMOUHOU
MbluYbl, 0eTbMOBUOHOL, BEPXHell 2PYOHOU Mbli-
yvl, mpuyenc, ouyenc u OuPPysHo 6bipaNtceHHAAs.
oucmpoghust My 16020 NPeoniedvs, YMepeHHO
BbIPAdICEHHAs 2UNOMPODUS Mbluy 1e6Ot KUCMU
¢ yenybrenuem mabaxkepKu, cunomenapa u meHa-
pa. Buoissnsiomes guopuiiayuu u pacyuxyisyuu
8 MbIUYAX NIe4es020 NOACA U Niedd cleéd, Kax
6 noKoe, max U yCunugarowuecs npu Mexanuieckom
pazopasicenuu. Moluieunas cuia @ 1e6om nie4esom
nosce cuudxcena 0o 3 6annos, ¢ kucmu — 0o 4 éan-
7108, 6 Hoz2ax ampogpuu Hem, CUIA He HApYyulend,
pedhnexcol dcusvie u pasromephvie. CyxodcuibHble
peqhreKcobl Ha PpyKax u HO2ax JHCugvle, CUMMEmpuy-
Hule (PUCYHOK 1).

Hna ougpghepenyuanvuoti ouaenocmuxu ¢ 6Oo-
Kogbim amuompoguueckum cxnepozom (bAC) 6wino
npogedeno.: DHMI nesoil pyku — 6viaeieHbl npu-
3HAKU pyO020 AKCOHALHO20 NOBPEHCOeHUS 6emeell
BEPXHE20 NePBUHHO20 NYYKd NIe4eB020 CHIemenus
(Haononamounoeo, NOOMBIUEUHO20, KOICHO-Mbl-
WeuH020 Hepeos) npu UHMAaKMHOCMU 8emeell Opy-
2UX NYYKO8 OAHHO20 CHIIemeHUst (NPo8o0Auas QyHK-
YUst CPeOUHHO20, JIOKMEB020 HEPBO8 He HAPYUIeHA).

C cupunecomuenuetl, mpasmMamuyeckum no-
pasxcenuem wetiHoco omoeid NO3860HOYHUKA, AHO-
Manuil pazeumusi wietino2o omoena No360HOUHUKA
ovL10 nposederno MPT wetinoeo omoena no3eonou-
nuka. Ha MPT — npusnaxu ocmeoxonoposa uieli-
HO20 0MOena NO360HOYHUKA. 3A0HSS 2PblHca Medxc-
nozeonounvix ouckos C5—C6 0o 3,0 mm. Buinpsam-
JNIEHHOCMb WEUH020 10p003a HapyuleHue Gurcayuu
00PCanbHO20 OYPANLHO2O MewiKa U noonexcaujet
nracmunxu (pUcyHok 2 A).

Jlna  noomeepoicoenus  ouaenosza  Monome-
auyeckas amuompodhusi Oviio nposeoeno MPT-
uccredosanue 6 noaodcenuu ceubanus weu. Ha
MPT noxanvnas ampogusi cnunno2o mosea 8 uieli-
Hom omoene Ha yposue C5—C7, pacuiupenue 3a0He-
20 INUIYPATLHO20 NPOCMPAHCINEA, IOKATUZ08AHHASA
ampogus HUdICHell yacmu wetiHnozo omoeid ChuH-
HO20 MO32a, ACUMMempuiHoe YniouweHue CHUHHO20
MO32a U SUNEPUHMEHCUBHBIL CUSHATL 8 Beljecmee
CNUHHO20 M032a Ha T2-836euieHHbIX U30OPAHCEHUAX
HexomnpeccuonHo2o eenesa (pucynok 2 B, C).

C yuemom Onumenvnocmu meuenus 3aboine-
6AHUA NPU OMCYMCMBUU NPUCOCOUHEHUSL OPYeUX
NAmon02UYecKUx CUMNIMOMO8, OMCYMCMEUL Npo-
2peccuposanus, no pe3yrbmamam 00Cie008aHUs
U CO2NACHO 00U enpUHAMBIM  OUACHOCMUYECKUM
Kpumepusam, nayuermy Ovl1 ycmasier ouaznos Mo-
HOMenuyeckas amuompousa ¢ acuMmMempuyHbim
nopadxjceruem. s noCmano8Ku OKOHUAMETbHO20
0uaeHo3a HeobXO0UMO  OaumenvHoe OuHAMuYe-
cKoe HabmodeHue.

bonvromy 6vi10 npogedeno cumnmomamuye-
CKoe JiedeHue. HeupoMUOUH, HUKOMUHOBAS KUCO-
ma, JI-kapnumun, eumamunsl epynnel B, maccasic
NIEYe8020 NOSICA U BEPXHUX KOHEYUHOCEIL.

Ha ¢hone npogedennozo neuenus nayuenm om-
Memun yriyuuleHue 8 8ude YMeHbUleHUs Ciabocmu
6 1€601l pyKe.

3akJiouenue. [IpuBeeHHBIN B CTaThe KIMHU-
YecKuil ciyyail nmpeacTasiseT coboil onuH U3 Bapu-
aHTOB 0Oosie3HM Xwupasima, MPOTEKAIoIIed ¢ achuM-
METPUYHBIM TOPAKCHUEM BEpXHEH KOHEUHOCTH.
K coxanennro, Ha JaHHBIH MOMEHT 3THOTPOITHOTO
M TIATOTCHETHYECKOTO KOHCEPBATHBHOTO JICUCHHS
He paszpaboraHo. Bo3MOXXHBI XHpypruveckas Kop-
PEKIIUST WM CHUMIITOMATHUYECKash KOHCEpPBATHBHAS
Tepanus. VTak, «30JI0TBIM CTaHIIAPTOMY» JIHArHOC-
THUKHA JaHHOW martoJioruu siBisgercss MPT meiHoro
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PI/IcyHOK 1- ATpO(I)I/I'-IeCKI/Ie HU3MCHCHMS MBILILL JICBOI'O HAAIIJICYbA U ILJICYa

Pucynok 2 — MPT meitHorO OoTI€Ta TO3BOHOYHIKA,
carurransuble T2-BH-n300paskeHust, HEUTpalIbHOE MOJIOKEHHE:

A. CaruTtanbHble H300paskeHus], HEUTPaIbHOE MOJIOKEHHE.
B. AkcnanbHbli cpe3 cimHHOTO Mo3ra Ha ypoBHEe C6—C7.
C. CarutranbHble H300paKeHUs, TOJIOKEHUE CTUOAHUS

OT/eNa 03BOHOYHHKA B IOJIOKEHUU CTUOAHHS, HO
BCE K€ JIUIsl BBICTaBIICHU nruarHo3a bonesns Xupa-
siMa HEOOXOMMO YYUTHIBATH CICIYIONINE IHATHOC-
TUYECKUE KPUTCPHUU:

1) cnabocte W arpodus, MPEUMYIICCTBCHHO
B muotomax C7, C8, Thl B omHOW BepxHEW KOHEY-
Hoctu (oxoio 90 % ciyyaeB), WM ACUMMETPUYHOE
MOpaKeHUE 00enX BEpXHHMX KoHeuHocTei. Kpaiine
pPENKO BCTPEYAETCS M CUMMETPHUYHOE IMOPAKEHUE
BEPXHUX KOHEUHOCTEH;

2) pa3BUTHE KIMHUYECKOW CHUMIITOMATUKH 0
25-28 net. CpenHuii Bo3pacT Havasa 3a00JcBaHUS
cocrapisieT 18—19 ner;

3) ObicTpoe HayallbHOE MPOTrPECCUPOBAHUE
0oJIe3HU B TeueHHEe 1-5 JieT, a 3aTeM CTOMKas cra-
OunM3anus CUMIITOMATUKHY;

4) HeperylsipHbI TpemMOp B TMOpaKeHHOU
BEpPXHEH KOHEYHOCTH, KOTOPBIA 4Hallle BO3HUKAET
MIpH Pa3THOaHNH TATIBIEB KUCTH;

5) BpEMEHHOE yCWJIEHHE MBILIICYHOH ci1aboc-
TH TIPY HU3KOH TeMIepaType OKpyIKaroliel Cpesibl;

6) OTCYTCTBME HApyIIEHUH YyBCTBUTEIHHO-
CTH, TATOJOTHYECKHUX IUPAMUIHBIX CHUMIITOMOB,
MOPaKEHUS] HUKHUX KOHEYHOCTEH;

7) WCKIIOYCHHE JIPYTUX 3a0o0eBaHUN
C TIOXOKEH KIMHUYECKON KapTHUHOW: CHPUHTOMHE-
mnn, BAC, HOBOOOpa3oBaHMII CIMHHOTO MO3Tra,
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AHOMAJIUH IIEHHOTO OTJIe]a MO3BOHOYHUKA, TPABM,
HMH(pEKINOHHOTO MOPaXKEHUs] U MHBIX HO30JIOTHIA;

8) ocobennoctn MPT-auarnoctuku. Han6Go-
nee yacteiMu MPT-Haxoakamu nipu BX sBastorcs
HM3MEHEHNE HOPMaJIbHOM KPUBU3HBI LIEHHOTO OTIIe-
Jla TIO3BOHOYHHMKA, YMEHbBILIEHUE IJIOLIaJd COIpPHU-
KOCHOBEHHSI MEX]ly 3aJHEH CTEHKOM ypalbHOTO
MEIIKa ¥ TEJIOM COOTBETCTBYIOLIETO IOJyIexkalle-
ro TIO03BOHKA, JIOKAJbHAs aTpousi HIDKHEH 4YacTH
LIEHHOTo OT/Je)Ia CHUHHOTO MO3ra, aCHMMETPUYHOE
VIUIOIIEHUE CIIMHHOTO MO3ra U TUIEPUHTEHCHB-
HBII CUTHAJ B BELECTBE CIIMHHOIO Mo3ra Ha T12-
B3BEIICHHBIX HM300paXKECHUSAX HEKOMIIPECCHOHHO-
ro reHesa;

9) OnaronpuATHBINA IporHo3 [6—10].

[IpencraBneHHbIl KIMHUYECKUN CIydail ma-
[MEHTa A. YIOBJICTBOPSUI JAaHHBIM KIMHUYECKUM
kputepusaMm bX: acummeTpuuHOE BOBJI€UEHHUE BEPX-
HUX KOHEYHOCTEH, MOSIBIICHUE MEPBBIX CHMIITOMOB
3a0oneBanus B 26 JIeT, IPOTpecCUpoBaHUe OOIC3HU
B Hayale, a 3aTeM CTOIKas CTaOMIM3aIis CHMITTO-
MOB, OTCYTCTBHE HapylIEHHH YyBCTBUTEIHHOCTH,
MATOJIOTUYECKIX 3HAKOB U MOPAKEHUS HIKHUX KO-
HEYHOCTEH.
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