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Monomenuneckas amuompopus (MA) — pedkuii eapuanm 6oae3nu HUICHe20 MOMOKEIPOHA ¢ A0OPOKa4ecmBeHHbIM MedeHueM. 3a00nesanue Xapaxmepusyemes
PasgumueM cAabOCmY U ampoQuil Mbiuiy KUucmu U npeonieybs 00HOH PyKu Ul acuMMempuuHbLM ROPAdICeHUeM 00eux pyK ¢ Haauuuem «x040006biX NAPE306»,
hacuuryasyuii, Meaxoeo mpemopa nasvies pyx. dyscmeumensibie paccmpoiicmea, RUPAMUOHble CUMPIMOMbL, B06AeHeHIe Mblliy Hoe He Xapakmephbl. Okonua-
meAbHbill duacro3 MA modcem Obimb nocmasaer MoAbKO 8 pe3yabmarme KAUHUKO-HEBPOA0UMECK 020, INeKMPOPU3U0I0UMECK020 UCCAC008AHUS, A MAKJce OaU-
MebHo20 OUHAMUYECK020 Habtodenus navyuenma. CeoespemeHHbie PeKOMEHOAUUY N0 KOppeKuuy 08U2amenbHoz0 Cmepeomuna u RpopUAGKMUKY (pAeKCUOHHOI
KoMnpeccuu 8 pade cay4aes Mo2ym 3aMedaumb nPoepeccuposaiie 3a60e6aHUs U MeM CAMbIM YAVHUUMD KA4eCmE0 JCU3HY Rayuenmos. B cmamve npedcmasieno

Onucanue 2 KAUHUMECKUX CAYHae8 ¢ 6epOSMHbIM duacHosom MA.

KitoueBbie ciioBa: MOHOMeIMUYeCKast aMuoTpodusi, 6oe3Hb Xupasima, 60J1e3Hb MOTOHEHPOHa,
(bnexcroHHasa MuenonaTust, 00KOBO aMuoTpoduueckuii ckiepo3, BAC.

Beenenne

MoHomenuueckast amuorpodpust (MA), unu 6onesHb Xupa-
sIMa, — peIKUii BAapyaHT 00JIe3HU HIZKHEr0 MOTOHEIpOHa, BIep-
Bole onmcanHblil K. Hirayama B 1959 1. [6]. 3aboneBaHue xapak-
TEpU3YeTCs Pa3BUTHEM CMa0OCTH W aTpo(Wii MBI KUCTA U
MPeATIeYbs OTHOM PYKM C BO3MOXHBIM BOBJIECUEHHEM TIPOKCH-
MATbHBIX OTENOB [2] WX aCUMMETPUYHBIM MOPakeHUEM 00erX
PYK, C HUTMYUEM «XOJIOMOBBIX [TAPE30B», (haCIMKYISILIMIA, MEJKOTO
TpeMopa najbleB pyk. B «kimaccuueckom» Bapuante MA mieue-
JTyJeBast MBIIIIIA OCTACTCS MHTAKTHOM. UyBCTBUTETHHBIE PACCTPOIA-
CTBa, MMPaMUIHbIE CUMIITOMBI, BOBJIEYEHME MBIIIIL HOT HE XapaK-
TepHBI. BoJbiiiee KOMIIecTBO HaOMONEH!I OBLTO MPENCTABICHO
B AAmonuu, crpanax kOro-Boctounoii Azuu [4, 9, 10]. MA mpeo6-
JIanaeT y My>XXYMH 1 00BIYHO JIeOI0THPYET BO BTOPOIi 1 TPETHEH Je-
Kamax xku3H1. OIHAKO OIICAaHbI CITyJaH ¢ 001ee IIO3MHIM HauaIioM
[2, 5]. bone3Hb mporpeccupyeT B TeYeHUE HECKOIBKUX JIET (Yaiie
3—6 1neT), B JalbHEMIEM IIPUOOPETAET CTALMOHAPHOE TeYeHUE
1 He BJIMSET Ha O0I1IYIO TIPOIODKUTEHOCTD XKU3HHU AllUEHTOB.

Jlo cux Mop HET €MMHOTO MpEeACTaBAEHUs 00 STHOJIOTUU U Ma-
ToreHeze MA. OCHOBHBIM MAaTOTEHETUYECKUM MEXaHU3MOM 3a-
00JIeBaHMSI CUMTAIOT pa3BUTHE (HIEKCHOHHON MMEJIONATHH. DTO
SIBIEHUE OOBSICHSIETCS TUCTIPOIIOPIIMOHATBHBIM PAa3BUTHEM TIO-
3BOHOYHMKA ¥ CITMHHOTO MO3Ta BO BpeMsI OYPHOTO pocTa B I0HO-
11ecKoM Bospacte. [8, 11]. PaznuyuHble TeMITbl pocTa MKy Maly-
€HTaMHI MYKCKOTO ¥ JKEHCKOTO TT0JIa OTIPEIEISTIOT 00JIee JacTyio
pacnpoctpaHeHHOCTb MA y MyxuuH. [Ipy Hakj10He TOJIOBBI MO-
eT BO3HUKATh KOMITPECCHsI CITMHHOTO MO3Ta 33 CYET CMEIEHYS
TBEPHOI MO3TOBOIT 0OO0JIOUKH, CIIOCOOCTBYIOIIAST PA3BUTHIO HIITC-
MUM B BEHTPAIbHBIX OT/eaX CITIMHHOTO Mo3ra [7].

MaTepnaJm W MCTO/bI

O6cnenoBaHo 2 MalKMEeHTa ¢ BEpOsITHBIM AuarHozoM MA. Me-
TONBl WCCICHOBAaHUS: KIMHUKO-HEBPOJOTHMICCKUIA, TeHea-
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JIOTMYECKUH, OMOXUMUYECKUIA, 3NeKTPODU3MOTOTUIECKI
(uronpyatas anekrpoMmuorpapus — OMI, cTuMynsuuoOHHAs
3JIeKTpOHepoMuorpadusi, BLINOJIHEHHbIE HA cucTeMe Viking
Select) u HeiipoBusyanuzanmonHsiii (MPT meitHoro otnena
TO3BOHOYHKKA U TOJIOBHOTO MO3T'a, BBITIOJIHEHHBIE Ha armapa-
Te Siemens).

Pesyibrarst

1-e kaunuueckoe Hatnoenue. Iauuent K., 34 ronga, Bpau-cTo-
MaroJior, oopatuicsa ambynaropHo 8 C3IMY um. U.U. Meunu-
KOBa C XaJlo0aMH1 Ha c1a0b0CTh ¥ YTOMIISIEMOCTD B TUCTATBHBIX
OTIEeNaX PYK, 60JIee BEIPAXESHHYIO B JIEBOI KUCTH, 3aTPYTHEHUS
MIpU THChME, BBIIOJTHEHUU MEIKUX ABWXXCHUU, Mepromnde-
CKUe TSHYIIEe 00JIM B MBINILIAX Mpearieynit. 3 anaMHe3a u3-
BECTHO, YTO CIJTAXXEHHOCTh KOHTYPOB MBILLL KHCTEW HAOII01a-
JIach ¢ TIOAPOCTKOBOTO BO3pacTa.

B cBs13u ¢ pomoM NeSTebHOCTH IIEHHBINA OTIEN MO3BOHOYHMU-
Ka TAIeHTa MCIBITBIBACT 3HAYNUTEIIbHEIC, TPEUMYIIECTBCHHO
(excopHble, cTaTuyeckue Harpy3ku. C 29 et B KoHIe pabo-
4ero JHs cTajia MosIBISThCS MPeXosiias ¢1adocTh crubareneit
1 pasrubaresneit manbLeB neBoil kuctu. Jlerom 2013 . y manm-
€HTa BO3HMKJIA BbIpaXkeHHas CIa00CTh B IMCTABHBIX OTIAEIAX
obeux pyk, bonbiue B aeBoid. [To pezynsratam MPT ronosHo-
r0 MO3ra U aHruorpacuu MaruCTpaJbHbIX apTepuil TOJIOBHO-
ro Mo3ra u meu ot ceHTsA0psa 2013 . 3HaUMMBIX OTKJIOHEHUI
OT HOpMbI He BbisiBJIeHO. 1o nanHbiM MPT wieiiHoro otnena
MO3BOHOYHMKA, BHIMOJHEHHON B aBrycte 2013 T, BBIABIEHO
MCTOHYCHME CIMHHOTO MO3ra Ha YPOBHE MEXKIIO3BOHKOBOTO
gucka C5—C6, tena nossoHka C6. [TpoTsSKeHHOCTh y4acTKa
YMEHBIIECHUST pa3Mepa CIIMHHOTO MO3ra — 2 ¢M, MAHUMAaJTb-
HBIM TepeIHe-3aqHUI pa3Mep Ha YPOBHE BEPXHEM TPETH Tejia
C6 — 5 MM. IHTEHCHMBHOCTb CUTHAJIa OT CIIMHHOIO MO3ra Ha
STOM YpPOBHE HM3MEHEHA, XapaKTepU3YeTCsl TMIICPHMHTECHCHB-
HBbIM cUrHajioM Ha T2 B3BeleHHbIX u3o0paxeHusx (BHU), STIR
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puc. 1: MPT weiHoro otgena nosso-
HOYHMKA nawvenTa K.

B crmHHom mo3ra Ha ypoeHe C5—C6
BbIBMISETCA Y4aCTOK WCTOHYEHNS, runep-
uHTeHCUBHBIA HA T2 BU (A), u3ouh-
TeHcuBHbIi Ha T1 BU (B). Onpenensetcst
BHIDAKEHHOE ~ YMEHBLUGHME  MEpefHe-
330Her0 pasMepa CMMHHOr0 MO3ra, C
OKANM3ALMEA 30HbI UBMEHEHMIA B LiEH-
TpanbHbIX OTZenax (B).

WMITYJIbCHOM TTOCIIEIOBATEIbHOCTH, M30MHTEHCUBHBIM CUTHA-
oM Ha T1 BU. 3oHa n3MeHeHHOTO CUTHAIA pacrionaraeTcs B
LEHTPAIbHBIX OTIENaX CIMHHOIO MO3Ta, UMEET OJHOPOIHYIO
CTPYKTYpY, YeTKHe KOHTYPHIL. B cybapaxHOMIATEHOM W SIIHIY-
paJIbHOM TPOCTpaHCTBaX U3MEHEHUit He BhIsiBIeHO. Ha ypoBHe
cerMeHTOB C4—C5, C5—C6. C6—C7 BHIABISIIOTCS BBIPaXeH-
HBIe TUcTpouyecKre n3MeHEeHNs IO3BOHOYHMKA (puC. 1).

[Ipu wccnemoBaHWM MOTOPHOTO TIPOBeAeHWS Y TammeHTa K.
B siHBape 2014 T. BbISIBJIEHO CHMXKEHME aMILTUTYI M-OTBETOB C
HepBOB pyK. CeHCOpHOE TIpoBeneHNe B HOpMe. BiokoB mpo-
BeneHus HeT. [lpu wrombuaroit DMIT MbIII pyk ompenens-
JOTCS TIPW3HAKM XPOHMYECKOTO JAeHEPBAIlMOHHO-pEHHHEP-
BaIIMOHHOTO IIpoliecca. 3aKII0ICHIE: XPOHNUECKOE TOPAXKCHIE
MOTOHENPOHOB MEpeIHUX POroB Ha ypoBHe cerMeHToB C8—T1
¢ 2-X cTOpOoH. JIaHHBIX 3a TeHePaIN3aIMIo TIPoIecca HeT.

[MaumeHT moyyan HeHpPOMETA0OIMYECKYIO M COCYAUCTYIO
Tepanuio 0e3 CYIIECTBCHHOTO YIYYINCHUS, IOCENYIOIIre
6 Mec cuMITOMaTHKa He HapacTana. [ToBTOpHO o6cieoBaH B
C3I'MY um. .. Meunukosa B sitHBape 2014 1. Knmuauyeckas
KapTHHA TMpeacTaBieHa aMUOTPOGMUYECKUM CHUMITOMOKOM-
IUIEKCOM B BHJIC YMEPEHHBIX THIOTPOMMIA MBIIIII TPeAIIIenit
1 BBIPAXKEHHBIX TUIOTPOGMUI MBILIL BO3BbIIeHUH | 1 V najb-
1IeB, MEKKOCTHBIX MBIIIIL, OOJIbIle ceBa. [lambrmaiiist MBI
0e300/1e3HeHHAs. MbllleyHasl cujla CHIDKEHA B pa3rubaresisx
KHUCTH clieBa 10 3 6a/uioB, cripaBa — 10 4 0aj1/10B, B pa3rudare-
JISIX TIAJIBLICB ClleBa — 4 Oasia, B MBIIIIIE, TPUBOMSIIEH MU3N-
Hell, — 10 4 6aJII0B ¢ ABYX CTOPOH. B Horax mape3oB u atpoduii
HeT. CyXOXWIIbHBIE U TIEPUOCTaTbHBIE PehIeKChI ¢ PYK CpeIHei
XuBocTH, S<D; OpIolIHbBIE — XUBbIC; KOJICHHBIC M aXUJUIOBBI
pedekchl oXuBIeHbI ¢ 2-X cTopoH, D=S. YyBcTBUTENBHOCTh
He HapymreHa. [TaToormaeckux pedaekcoB, KOOPIMHATOPHBIX
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puc. 2. TMaupeHT K. ACUMMETPUYHBIE TUNOTPOGWM ThUTBHBIX MEXKOCTHBIX MbILLLL.

pacCTpOCTB, MEHUHICATbHBIX CUMITOMOB HeT. Habmmonaercst
TpeMOp TaJIbleB BRITIHYTHIX pyK. B mo3e Pombepra ycroitums.
[Manbnanms mapaBepTeOPaNbHBIX MBILIL 1 HEPKYCCHS OCTHC-
TBIX OTPOCTKOB Oe300je3HeHHa. CHMIITOMOB HATSKEHUS KO-
PEILKOB 1 HEPBHBIX CTBOJIOB HET (puC. 2).

Ha ¢oHe noBropHOro Kypca HeiipoMeTaboIM4ecKoi, aHTHOK-
CHIAHTHOI TepanyH MalreHT 0TMeYal HEKOTOPOe HapacTaHKe
MBIIIEYHO CUIIBI B pyKax. Ha MpoTsskeHMM TOCTIemyIONIMX
6 Mec 3a00JIeBaHIe He TPOrpecCUpyeT.

2-e Kaunuyeckoe Habnodenue. Tlamment T., 51 roma, paboraer
unxeHepoM IT-otnena. [TpenbsipiseT xano0bl Ha BEIpaXXEHHYIO
€1aboCTh ¥ MOXYIEHUE MBIIILL TIPABOX PYKU B MPOKCUMATBHOM
W IUCTAIBHOM OTAeNnax (He MOXET IOTHSTh PYKY, BO3MOXHBI
TOJIBKO IBIDKCHMS TAbIIEB), Ha X0JI0[e YYBCTBYET HapacTaHUe
crnaboctr. PoncTBeHHMKY MAIMEHTa, B T.4. OMHOSUIICBBII Opart-
OJIM3HEL, HE UMEIOT HEPBHO-MbILIEYHBIX 3a00JIeBaHUIA.

3aboneBaHue Havanoch B 20-J€THEM Bo3pacTe, KOraa MosBU-
JIoCh HEOOJIbIIOE CHIXKEHUE CUJIBI B TIPOKCUMAILHOM OTIEJe
npaBoit pyku. Yepes 3 roga, B 1986 ., B CBA3U ¢ HapacTaHUEM
€1abOCTH MBIILIL TPABOK PyKM ObLT TOCTIUTAIM3UPOBAH B K-
HUKy HepBHBIX Oone3Heit Jlen[ MJYBa. B HeBponormyeckom
cTaTyce onpeaessTich aTpohuy TpaneleBUIHON, IBYTIaBOI
M TPEXTJIaBO MBIIIIII ITPABOTO IIIeYa, CHIKEHUE CYXOXIBHBIX
pedekcoB ¢ pyK crpaBa. Ha peHTreHOrpaMme mieitHOro oTie-
JIa TI03BOHOYHMKA TTATOJIOTMUECKUX M3MEHEHHIA He BBISIBIICHO.
ITocne Kypca cMMOTOMATHYECKOM Teparmuy CYIIECTBEHHOTO
KIIMHU4YecKoro 3¢ ¢exTa He Habmoganock. [TanueHT ObLT BbI-
TIUCAaH C IUATHO30M «pe(IeKTOPHBIN aMHOTPO(DUICCKII CHUH-
IPpOM», OBLTIO BRICKA3aHO MPEANOI0XEHHE O HATIMYKME MOHOME-
mudeckoit amuotpocduu. Co CIOB MallMeHTa, B MOCAeIYIOIIIe
17 ner 3aboneBaHue He mporpeccupoBaio. Ho B Bozpacte
40 net 6e3 BUAMMBIX TIPUUUH YCUIIUIACh CIAbOCTh, Pa3BUINCh
aTpOo(MH MBIIIII IIPaBOTO TUIeYa, aKTUBHBIC IBVDKCHUS IIPaBOi
PYKM B ITPOKCHMAJIbHOM OTIEJIe CTald HEBO3MOXHBI, MOSIBU-
JIVICh TPYIHOCTH TIPH BBHITIONTHEHUH MEJIKVX JBIKCHUI TIPaBOi
kucthio 1 pacuukyasuyu. Ha MPT 1meitHoro otnena mosso-
HouHuKa oT 2003 I. onpeaessIuCh MUHUMAJbHbIE U3MEHEHUS B
BUIIE BBIIPSIMICHUS (DM3HOIOTUYECKOTO JIOPI03a, YMEPEHHBIX
NIeTeHEePaTUBHO-TUCTPOGMUUECKAX M3MEHEHU (YIIOTHEHHUE
3aMBIKATeIBHBIX TUIACTUH TEN MO3BOHKOB, YMCHBIICHHS BEHI-
COTBI MEXII03BOHKOBBIX M11cKOB). Ha ypoBHe cermenta C6—C7
BBISIBJICHA JICBOCTOPOHHSISI 3agHe-JaTepajbHas TphIXa IHC-
ka pa3mepamu 0,36 Ha 0,12 cM, MEXITO3BOHKOBBIE OTBEPCTHUS
9TOro YPOoBHSI MHTAKTHbI. CIIMHHON MO3r 00BIYHON KOHbUTY-
pauuy U cTpyKTyphl. [Ipr3HAKM HAPYIIEHUST TUKBOPOLUPKY-
JISILIAY BBISIBICHO HE ObLIIO.



KIMHWYECKWI PASBOP

puc. 3. MaupneHt T. ATpodum MbiLuL, BO3BLILLEHNI BOLLIOrO NAbLA 1 MUNHLA
MPaBoi pyku.

IMocne Kypca HeiipoMeTaboIMYECKOi Tepariu YIydIIeHUs He
ObLI0, HO B TAJIbHEHIIEM COCTOSTHUE CTAOUITM3UPOBAIIOCH.

Yepes 7 neT manyeHT BHOBb 3aMETHJI HEKOTOPOE HapacTaHME
cnabdoctu B pyke. 1o pesynbraram nosropHoit MPT 1meiitHoro
oTJeNla O3BOHOYHMKA, BHIMOJIHEHHOM B 0KTA0pe 2010 1., BU-
3yaaM3upoBaNach 3amHAs (popaMUHANIbHAS TIPOTPY3US MeEX-
nmo3BoHKoBoro aucka C6—C7 pa3mepoMm 10 2 MM, YMEPEHHO
nedopMupyIonIas TpIIeKanIie OTACTBl AYpaJbHOTO MEIIKa,
0e3 MeIyJUIOpagMKY/ISIPHOTO KOH(INKTA, TTO3BOHOUHBII KaHaJ
M CTPYKTYpa CIIMHHOTO MO3Ta He M3MEHEHHI.

Mo pesynbrataM 3jeKTpoHelipoMuorpaduu He Opeesioch
HapyIIeHUII CEHCOPHOrO MpoBeJeHNs 1 OJ0KOB IPOBEIEHNS.
AMILTHTYIBI M-OTBETOB OB CHIXEHBI OOJBIIIE CITpaBa, MOp-
(osorust M-0TBETOB HapyuieHa. I1py uccnenoBaHUM UTOIbYa-
THIM 3JIEKTPOIOM BBISIBIISUINCH XPOHIYECKHE TeHEPBALIHOHHO-
pEMHHEPBAIIMOHHBIE M3MEHEHUss B MbIIIIAX PYK, OoJjee
BBIpaXKEHHBIE CIIPaBa. 3aK/I0UeHHUE: MOTyJEHHbIE JTaHHbIE MO-
IYT COOTBETCTBOBATh MOPAXEHUIO MOTOHEHPOHOB Ha YPOBHE
C5—C8 cnpapa u vactimuo C8§ creBa.

B sauBape 2011 r. B cBSI3u ¢ HapacTaHUEM MBbILIEYHOH c1abo-
CTU OBUI TOCIIUTAIM3MPOBAH B KIMHMUKY HEPBHBIX 0OJe3HEH
C3I'MVY um. U.. MeuHukoBa, Ime Ha OCHOBAaHWUU JAHHBIX
00CIeNOBaHMS ¥ HANMUYKMS CHMIITOMOB MOPAXXEHUS! HIXKHETO
MOTOHElpOHa Ha IeHHOM YPOBHE CIIpaBa BIIEpBbIe ObLT IO-
CTaBJieH 1uarHo3 oone3Hu Xupasma (MA). I1pu nmocieayroem
HaOMIOAEHNY TeueHKe 3a00/eBaHNUs OTHOCUTEIBHO JOOpOKa-
YeCTBEHHOE.

KontposbHoe obcnenoBaHue, MpoBeaeHHOE yepes 3 rofa, oT-
pULIATESIbHOV AMHAMUKU HE BbISIBWIO. B HeBposormyeckoM
cTaTyce: MBIILICYHAS TUTIOTOHMUS B TIPaBOii PyKe; BhIPaKEHHBIE
nddy3HbIe aTpoduK MBILIL TIEYEBOTO MOsica CIpaBa v mpa-
BOW PYyKM (HAmOCTHOM, ITOJTOCTHOM, TpamelUueBUIHOM, Ieihb-
TOBU/HOM, TPYIHOWM, ABYIJIaBOW M TPEXIJIABOM MBbIIILL TUIeya,
MEXKOCTHBIX MBIIIIII, MBIIIII BO3BBIIIEHUI OOJBIIOTO MajbIa U
Mu3KHLA). CyXOXUIbHBIE U TIEPUOCTANbHbBIE PeIEKCH ¢ PyK
CIpaBa OTCYTCTBYIOT, CJieBa — HU3KHUE; KOJEHHbIE ¥ aXUJLJIOBBI
cpenHeii xxuBoctu, D=S, mogomBeHHbIe HU3KKE. CUIOBOI TMa-
pe3 MPOKCUMAaJIbHBIX MBIIIIL MPaBOX pykKu — a0 1 Gajia, auc-
TaTbHBIX — 10 1,5—2 6annoB. PaccTpoiicTB 4yBCTBUTETHHOCTH,
KOOpPAMHALIUY, TATOJOTMYECKUX U MEHUHT€AIbHBIX 3HAKOB HET
(puc. 3, 4).

JlaHHbIe J1aOOPAaTOPHBIX UCCAECNOBAHUN: KIMHUYECKUI aHa-
M3 KPOBM, MOYM, OMOXMMHYECKOTO aHaiM3a U YPOBEHb
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MoHomenuyeckas amuotpodus

puc. 4. Mawvent T. QuddyaHas npaBocTOPOHHSA aTpOdUS MbILLL, NNIEYEBOT0 Nosica
nnneva.

3JIEKTPOJIMTOB KPOBM B Tpejeiax (pu3ronoru4eckoii HopMbl
y 000MX allMeHTOB. AKTUBHOCTD CHIBOPOTOYHHIX (DepMEHTOB
KpoBU (KpeaTMHKMHA3bl U JAKTATAETUAPOTeHA3bl) HE MOBHI-
nreHa. ITaToxoruy co CTOpOHBI SHAOKPUHHBIX OPTAHOB HE 00-
HapyXeHO.

O0cyxnenne

KnuHuueckast kapTuHa 3a00€eBaHMs B 000UX CIydasx Mpe-
CTaBleHA CUHAPOMOM TMOPaXEeHUS HUXHEr0 MOTOHEHpoHa
C aCMMMETPUYHBIM BEPXHUM JMCTAIBHBIM Mapanape3oM y Ta-
meHta K. v BoBneyeHMeM B MATONOTMYECKUI MPOIIECC TOJb-
KO OfIHOI BepxHell KoHeYHOCTH y manueHTa T. OcoOeHHOCThIO
MIPE/ICTABIEHHBIX CITY4aeB SIBMSIETCS HAYAJIO B MOJIOJIOM BO3-
pacte, HaJM4YMe OTPAHWMYEHHOI 30HbI MOPAXEHMS CIMHHOTO
Moa3ra (MepeiH1e pora Ha eHHOM ypOBHE) U TOOPOKAYeCTBEH-
HOE TeueHUe 3a00IeBaHUSI.

MA wvarne sBnisieTcss aMarHo3oM uckimoueHus. [Ipexne Bcero,
HEeo0XoAMMO NPOBOAUTD A dhepeHIIMATbHBIN TUArHO3 C IHC-
KOTEHHOI MuUeIonaTheil, pa3iuyHbiMU (OpMaMu CHUHAIb-
HOI aMHUOTpOo(uK, OOKOBBIM aMHOTPO(UUECKUM CKIIEPO30M,
MOTOPHOI MynbTUdOKaTbHON HeBpomatueir (MMH), cupuH-
roMuenueii, 00beMHBIM 00pa30BaHMEM CITMHHOTO MO3Ta, aHO-
MalUsIMU KpaHMO-BePTEOPATBHO 00JIaCTH U LIEHHOTO OT/ENa
MO3BOHOYHMKA [1, 3].

Hanubie peHtreHorpaduu 1 MPT nieiiHoro otaena mo3Bo-
HOYHMKA Y MPEACTABICHHBIX OOJbHBIX TIO3BOIMIN UCKITIOYUTD
CHPUHTOMUENNIO, OOBEMHBIN TpoLecC B CHMHHOM MO3Te,
a TakKe TUCKOPANUKYIAPHBIN KOHGIMKT. OTCYyTCTBUE AUCCO-
LMHAPOBAHHBIX PACCTPONCTB YYBCTBUTENBHOCTH TAKXE CBUIE-
TEJIBCTBYET MPOTUB CUPUHTOMUEITUU.

Pesynsratet OMI" 1 DHMI roBopsT B Mojib3y MepeaHeporo-
BOTO TIPOIIECCa M OIPOBEPraloT HaIMIMe OJOKOB ITPOBEICHMUS,
BO3MOXHBIX MPU MYJIbTUGHOKATBHO! MOTOPHON HEBPONATHU.
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C nenblo manbHeiiein mubdepeHInaTbHON AMATHOCTAKY Clie-
JlyeT BBIMOMHUTD aHaIN3 KPOBU HA aHTUTENA K TaHTIMO3UAAM
(GM1), omHaKo OHY BBISBJISIFOTCS JIUILb Y YETBEPTH MALIUEHTOB
¢ MMH.

OmHOCTOpOHHEE ITOpaKeHHE Ha IPOTSKCHIMM MHOTHX JIeT U
HaJIMyKe 310POBOro OJM3HEIa UCKII0YaeT BO3MOXHOCTD CIIU-
HaJlbHOM amMmuoTpoduu y 2-ro nauueHTa. B cBoto ouepens 1-my
MaIMeHTy TSI OKOHYATENBbHOTO MCKIIOUEHMS AMCTaTbHBIN
CIIMHAIbHOI aMuoTpoduu (TUIl V) HEOOXOAMMO BBIOJTHUTD
JHK-guarHocTuxy.

VauThIBas CTOJIB IUTNTETBHOE TeUCHNME 3200JIeBaHMS ITPU OTCYT-
CTBMU BOBJICYCHHS B ATONOTMYECKUI TPOLIECC APYTUX KOHEY-
HOCTEH 1 TIPU3HAKOB MOPaXXeHHUS IIEHTPATbHOTO MOTOHEHPOHA,
BO 2-M KJIMHMYECKOM HAOJI0NeHUH MaJIOBEPOSITHA MOTM(DHKA-
uus 00j1e3HU B 00KOBOI aMuoTpoduueckuit ckiepo3. OnHako
y 1-ro maiueHTa Hejib3s 10 KOHIA UCKIIOYUTh CUHAPOM «CBU-
CalOLIMX PYK», KaK paHHee IpOsIBICHUE OOJNC3HM MOTOHEH-
poHa. HeoOxoauMo OTMETUTD, YTO JAe0I0T ero 3a0ojeBaHuUs B
MOAPOCTKOBOM BO3PAacTe CBUIACTENLCTBYET IPOTHB OOKOBOIO
aMHOTPO(UUIECKOTO CKIIepo3a. [103ToMy 1T OKOHYATETbHOTO
CYXIEHHsI O XapaKTepe IaTOJIOIMK M YCTAHOBJIEHUS J1arHo3a
y 1-ro manmeHTa TpebyeTcst Oosee UTMTENbHOE HaOMIOAeHHUE,
HO, YIUTBIBAS XapaKTepHble Haxonku Ha MPT mieitHoro otaena
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MoHomenmnyeckas ammoTpodust

Monomelic amyotrophy: a rare variant of lower motor neuron disorder (2 clinical cases)
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Keywords: monomelic atrophy, Hirayama's disease, motor neuron disease,
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Monomelic amyotrophy (MMA) is a rare variant of lower motor
neuron disease with benign progression. The disease is character-
ized by muscular weakness and atrophy in the hand and forearm
on one side or asymmetrical lesion of both upper limbs with the
presence of cold paresis, fasciculations, and fine tremor of the
fingers. Sensory disorders, pyramidal symptoms, and involve-
ment of the leg muscles are not typical of it. The final diagnosis of

MMA can be made only on the basis of clinical neurological and
electrophysiological tests as well as long-term follow-up of the
patient. Timely recommendations for correction of the move-
ment pattern and prevention of flexion compression may slow
down the disease progression in some cases and, thereby, improve
the quality of life of patients. The article describes two clinical
cases with a probable diagnosis of MMA.

KonrakThbii anpec: Iemeinonok Bepa CepreesHa — acn. Kadeapsl HeBpojioruu uM. C.H. Jlasugenkosa C3TMY um. .. Meunukosna.
191015, . Canxkr-IletepOypr, Kupounas yi., 1. 41. Ten./daxkc: +7 (812) 400-24-72; e-mail: Vera3009.85@mail.ru;

ArnexceeBa T.M. — npod. kadenpst HeBposoruu uM. C.H. lapunenkosa C3TMY um. .M. Meunukoga;

Anexcanapo H.10. — nou. kadenpst dyHkimoHansHoi nuarnoctuku C3IMY um. M., MeuHukoBa;

XamukoB A.JI. — 3aB. ota. MPT xnuHuku «CKkaHIMHABUSA»;

Cokonoa M.I. — nor1. kadenpel HeBponoruu uM. C.H. JlaBunenkosa C3I'MY um. .. Meunukosa.

65





