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KAMHUYECKUIN CAYYAU NO3AHETO AEBIOTA
HEANDDEPEHUMPOBAHHOW CMMHAABHOU AMUOTPOOUN

Pestome. B dannoii cmamove onucan cay4ail CRUHAALHOU AMUOMPOPUU ¢ NO3OHUM 0eOI0MOM, e20 KAUHUYEeCKUe
nposieneHus, Kpumepuu OUAZHOCMUKY, A MAKice MHO2000pa3sue nPosieaeHull OGHHOU HO30402UU.

Karouesvte caoea: cnunanvHas mvlueuHas ampous, 31eKmpoHeipomuoepaduueckuic MOHUMOpPUHe,
gapmakonoeuueckas npoba (npo3epurosas) u npoda Ha ucmoujeHue, MaeHUMHO-Pe30HAHCHAS MOMOPAhus.

CnuHanbHble aMUOTPOGUU TIPENCTABISIOT COOOI
reTepoTreHHYI0 TPy HacaeACTBEHHbIX 3a001eBaHUIt
nepudepruIecKoid HEPBHOM CUCTEMBbI, XapaKTepu-
3YIOMIUXCS BBIPAXEHHBIM KJIWHUYECKUM MOJUMOD-
GuU3IMOM.

CrimHanbHast MBIIIeuHast aTpodus — pa3zHOpPOIHAs
rpyIia HacJeACTBEeHHBIX 3a00JeBaHUI, MPOTEKAlO-
IMHUX ¢ TTOpaXkeHUeM M MOTepeil MOTOPHBIX HEWPOHOB
MepeaIHUX POTOB CIMUHHOTO MO3Ta. AMUOTpohuUs —
HapylmieHue TPOMUKU MBIIII, CONMPOBOXIAIONIEECS
WCTOHYEHWEM MBIIIEYHBIX BOJOKOH M YMEHbBIICHUEM
WX COKPATUTEIbHOUN CITOCOOHOCTU, OOYCIOBIEHHOE
MmopaxxeHueM HEepBHOW CHCTeMBl: MOTOHEHPOHOB (Ha
pas3nmuuHbIX ypoBHIX IIHC — HelipoHBI ABUTATEIbHOMI
KODBI, sIep CTBOJA MO3Ta, TepeITHUX POTOB CIIMHHOTO
MO3Ta) WM IepudepruieCKX HEPBHBIX BOJIOKOH. bo-
JIe3Hb CUYMTAETCS HACJeICTBEHHOU B pe3ysibTaTe TeH-
HBIX MyTallMii [6], XOTSI €CJIM MBI TTIOCMOTPUM UCTOPUU
60JIe3HM, TO Y MHOTUX OOJIBHBIX CEMEMHBIM aHaMHe3
He BBISIBJISIETCS.

Paznuualor HacaeACTBEHHBIC U CUMIITOMAaTUYECKHE
amuoTpoduu. HeliporeHHbIe HaclleNCTBEHHBIE aMUO-
TpohuM AeasITCS Ha IBe OOJIBbIITNE TPYTIThI — CIIMHATb-
HbIe U HEBpaJbHbIe aMUOTpOoGuH. B O0IBIIMHCTBE CITy-
yaeB 0oJiee TSIKEJTBIMU SIBJISTIOTCS CTTMHATbHBIE (DOPMBI.
K HuM oTHOCATCS: cnnHanbHasg aMUOTpodus (60JIe3Hb
Bepnuura — lTodpdmanHa), mceBmoMuonaTudeckas
Mmporpeccupylonas cmuHaibHasa amuotrpodus Kyrenb-
oepra — Bemangep, peakue ¢popMbl CIIMHAIBHBIX aMUO-
Tpoduii u HeauGhepeHuMpoBaHHBIE hopMbl. HeBpanb-
Hble amuoTpoduu: 6one3ns lllapko — Mapu — Tyra,
runepTpoduyeckas HeBponatus dexepuna — Corra,
cunapom Pyccu — JleBu, aTakTrueckas mojJuHepomna-

Tusa uiam 6ose3Hp Pedcyma, a Takke HeaubdepeHI -
poBaHHEBIe (popMbl. CIIMHAIbHBIE aMUOTPODUN AETITCS
Tak>Ke Ha B3pocible 1 neTckue. K mpokcruManbHbBIM CITH-
HaJIbHBIM aMUOTPOMUSIM IETCKOTO BO3pacTa OTHOCSTCS:
ocTpas 3J0KavYecTBeHHass MH(MaHTUIbHAS CITMHATIbHAS
amuotpodus Bepmuura — IopdpmanHa (crimHaIbHAS
amuotpodus 1-ro Tuna), XxpoHudeckass M”HOaHTUIbHAS
CIIMHabHas aMUOTPOoGuUs (CIMHaIbHASI aMUOTPODUST
2-TO THUMA), IOBEHUJIbHAS CIMHAJbHASI aMUOTPOGUSI
(6one3nnr Kyrennbepra — Bemannmep), peakue ¢op-
Mbl CTIMHAJbHBIX aMUOTPOGUil B 1€TCKOM BO3pacTe:
nHbaHTUIbHAsA HellpoHalbHas JereHepamus, BpOX-
neHHas ¢popma 6onesnu Ilenuneyca — Mepubaxepa,
BpOXJIeHHas liepBUKalbHas CIMHAJIbHAsA aMUOTpOdus,
aTUNUYHBINM BapuaHT GM-raHraumo3unos3a, AeTCKUK
Mporpeccupyrommnii 0ynp0apHblil mapaaud (CUHIPOM
danno — Jlonae), MoHTOOYILOAPHBI Mapaanuy ¢ Iiy-
xoTtoit (cunapom Buanerro — Ban JIape). CnuHanbHbIie
aMUOTpO(UU B3POCABIX: OyJIb00CIMHANIbHAS aMUOTPO-
¢ug Kennenu, nucrajibHas ClIMHaJIbHAsI aMUOTpOd U,
cerMeHTapHas ClMHalbHasl aMUOTPOdUsI, MOHOMUE-
JindecKasi CiMHaIbHasi aMMOTPOMUSsI, CKamyJonepoHe-
albHas cnuHaiabHas amuoTpodus Crapka — Kaiizepa,
JINIIe0NMaTOYHO-TJIeYeBasi ClIMHaJbHasl aMUOTpodus
®ennuena, okyaodapuHreaabHass cUHaIbHAs aMU-
orpodus [1]. CymecTByIOoT TakxKe HeauddepeHIupPo-
BaHHBIE (POPMBI CIIMHAIBHBIX aMUOTPOGUIA ¢ OBICTPO-
MPOTPECCUPYIOIITIUM, MEIJTEHHOMPOTPECCUPYIOIIUM U
HEIMPOTPEeCCUPYIOLIUM TeUSHUEM.

CornacHo pekoMeHaanuu EBpomeiickoro KoH-
copliMyMa Mo M3YYEeHUIO HEPBHO-MBIIIEYHBIX 3200-
JIeBaHU M, KIMHUYECKUMU KPUTEPUSIMU CIIMHAIbHOM
MBIIIEYHOU aMUOTPOGUM SIBISIOTCSA: CUMMETpUYHAs
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MbIIIEYHAs] TUTIOTOHUS U runotpodus, dhacuuky-
JISUUU PAa3JIMUYHBIX MBIIIEYHBIX TPYIMN, TUMIO- UIU
apedaekcus MBI KOHEYHOCTE, OTCYTCTBUE YYB-
CTBUTEJbHBIX, MO3XEUKOBbBIX MU UHTEJIEKTyaJlbHbIX
paccTpoiicTB. [1aTOTHOMOHUYHBIX U3MEHEHUI IIpU
CONMHAJbHON MBIIIEYHON amMmuoTrpoduu HeT. OgHa-
KO BaXXHBIM SIBJISIETCS ONpenesieHUue aKTUBHOCTU
KpeaTMHKUHAa3bl CBIBOPOTKU KPOBU: CUUTAETCS, UYTO
npeBhIIIeHUe ee HOPMBL 6ojaee yeM B 10 pa3 xapak-
TEPHO IS MUOAUCTPODUU U MPOTUBOPEUYUT AUA-
THO3Y CIMHAaJbHON MbIMIeYHON amuoTpoduu. [lpu
9JeKTpoHelpoMuorpaduu BbISIBIASIOTCS CUMIITOMBI
nopaxeHus nepudepruyecKux MOTOPHBbIX HEMPOHOB:
CIMIOHTAHHAas MbllIIeYHass aKTUBHOCTb, YBEJIMUYEHUE
JUIUTEJIbHOCTU U aMIUIMTY/Abl TOTEHIIMAJTOB 1€ UCTBUS
NBUTATEJbHBIX €IWHULl TPU HOPMAJIbHOU CKOPOCTHU
NpoBeAeHUSI UMITYIbCOB Mo adPepeHTHBIM U 3¢ de-
PEHTHBIM BOJIOKHaAM IepudepudeckKux HepBoB. [1pu
TMCTOJIOTUYECKOM UCCeAOBAHUU OMOTITATOB MbIIII]
0o0HapyXMBalOTCHd NMPU3HAKU J€HEPBAIIMOHHOU MBbI-
mevyHou arpoduu [3].

B3pocnbie ¢popmbl aMuoTpoduii yaiie BCEro pas-
BUBAIOTCSA B Bo3pacTe 15—60 net, B cpenHeM 35 Jer,
U MMEIOT yallle BCero 100poKavyecTBEHHBIN XapakTep.
ITpu BbISIBIEHUU KIMHAYECKOTO CUHIPOMA CIIMHAIBbHOM
aMuoOTpoduu clieAyeT NPOBOAUTD TUddepeHInaTbHYIO
NUArHOCTUKY MEXIY MCeBAOTUNEPTPOPUUECKUMU
¢dopMaMu IPOrpecCUpPyIOIIMX MBIIIEUHBIX TUCTPO Ui,
OOKOBBIM aMMOTPO(PUUYECKUM CKIEPO30M U APYTUMU
CIUHAJIbHBIMU aMUOTPODUSIMU.

IlpuBoanMM omnucaHue KJIMHUYECKOIO ciyyasi Clu-
HaJlbHOI aMuotpoduu, HeauddepeHIupoBaHHOU (pop-
Mbl, C MUACTEHUYECKUM CUHIPOMOM, MOJUMUAITUEH,
MeIJIEHHbIM ITPOrPEeCCUPOBAHUEM Y B3POCIOrO MallMeHTa.

bonwnoit K., 40 net, HaxoanJICsI HA J€YEHUU B OT-
nenenuu aHruonespoJioruu I'Y « MHBX um. B.K. Ty-
caka HAMHY» ¢ xxano6aMu Ha 4yBCTBO BbIpaxkeHHOM
YCTaJIOCTHU, CIabOCTU B pyKaxXx M HOTax IocJjie He3Ha-
YUTEJbHOU (pU3MUYEeCKOU pa®OThI, MPOXOXKAeHUSI 2—3
TpaMBalHBIX OCTAHOBOK, MEKYIIMe 00JIU B TOSICHUYHOMU
oby1acTu («OIIyIIeHUe KUMSITKa» ), CKOBAHHOCTb 1 001
B LI€e, OLIYLIEHUEe OHEMEHUS B pyKax.

AHaMHe3 3a00JieBaHUS: CUUTAET ce0sl OOJBbHBIM C
1999 r., korma ctanu 6eCOKOUThH OOJIM B lee, Mpo-
IPECCUBHOE YXYAIIEHUE COCTOSIHUS OKOJIO 2 JIET, KOTraa
MOSIBUJUCH BbIIIENIEpPEUUCICHHbIE Xalo0bl. Jleuuncs
y HEBpOJIOra Mo MOBOJAY LWIEHHOr0 OCTEOXOHIpPO3a C
HepBuKkoOpaxuaiarueit. Obpaiiancss K BepTedOpoiory,
3aHUMaJICA JIe4YeOHOM TMMHACTUKOM C HE3HAUYUTEIbHBIM
ynyuimeHueM. B anpene 2010 r. KOHCYJIBTUPOBaH HEBPO-
norom MHBX um. B.K. I'ycaka — ycTaHOBJIEH CUHAPOM
CIIMHAJIbHOM amMuoTpoduu ¢ noaucdudpomMuairueii,
MBIIIIEYHO YyTOMJISIEMOCTbIO HesgcHOTOo reHe3a. Ha-
MpaBJieH Ha TOCMUTAIM3ALMIO AJ11 YTOUHEHUS JUarHo3a
U1 BbIOOpA TaKTUKU JeueHusi. U3 aHaMHe3a XU3HU: CO
cJIOB OOJILHOTO, Y OTIIa Ha0JIt0a1ach HE3HAYUTEIbHAS

MblllIeYHas c1abocTh, KOTOpas 0eCroKouaa ero B BO3-
pacte 40 ner.

HeBposiornyeckuii cratyc: THHEKOMacTHUsl, CO3Ha-
Hue sicHoe. CHUXeHue (poHa HACTPOEHUSI, Ha BOMPOCHI
oTBevYaeT MpaBuJbHO. [Ipu MpoBeAeHUM HEHPOTICU-
XOJIOTUYECKOT0 TecTupoBaHus mo mkaie MMSE 30
6ayutoB. InmasHbeie menu D = S, 3pauku paBHbI. JIBU-
JKEHUS TJa3HbIX 400K B ToJITHOM o0beMe. HeGonbiue
arpodun u GuopUIIAIUU A3bIKa. PUOPUTISIPHBIX
MBILLIEYHBIX MOAEPTUBAHUI B BEPXHUX U HUXKHUX KOHEU -
HOCTSIX, a TaK>Ke€ B MbIIILIAX TYJOBUIIA HE OOHAPYXEHO.
A3bik 1o cpeaHeil AuHUU. CyxoXuJbHble pedeKchl
C PYK CHUXeHbI, D = S, KoleHHbIe CHUXEHBI, D = S,
axuaaoBbl cHUXeHbl, D = S. CnabocTb u aTpodus
MBI TPOKCUMAbHBIX OTACIOB BEPXHUX KOHEYHO-
CTeil, orpaHUYeHHE 00beMa aKTUBHBIX ABUXEHUI B
pyKax, aTpodust UKPOHOXKHBIX MBIIIII.

O0OcnenoBaHue: OOLIEKIMHUYECKUE U OMOXUMUYE-
CKMe ToKa3aTeJn y MalMeHTa B Mpeaeaax BO3pacTHOM
HOpMBI. YpoBeHb KpeaTuHochoKkuHa3bl — 59 Hr/n
(HopMma 14—190), makrat — 1,93 mmonb/n (Hopma 0,50—
2,20), xanpuuit — 2,72 mmonn/n (Hopma 2,20—-2,75),
Maruuit — 0,75 mmonb/n (Hopma 0,65—1,14), kanuii —
3,50 (Hopma 3,50-5,40), Hatpuit — 137,8 Mmmounb/n
(Hopma 135,0—155,0), 4TO COOTBETCTBOBAJIO Tpeaeaam
HOPMAaTUBHBIX MOKa3aTeeii.

Tak>ke BBIMOJHSIIOCH TaKOe MCCIAed0BaHUE, KakK
(byHKIIMOHaNTbHAS CITOHAMIOTPpadUS MEHHOTO U TPYI-
HOTO OTIEJIOB IMO3BOHOYHUKA. B IIeifHOM oTaene och
IMO3BOHOYHUKA YIOBJIETBOPUTEIbHAS, CITOHANI0APTPO3
YHKOBepTepOpaJbHBIX U JYTOOTPOCTUATHIX COUJIEHEHUA,
CMEXXHbBIE U 3aMBbIKaTeIbHbIE JIACTUHBI CKJIEPO3UPOBa-
Hbl, CHUXXEHA BbICOTA MEXIO3BOHKOBBIX 1IeJIei, orpa-
HU4YeHue GYHKUIMU crubaHus v pasrudanus. B rpynHoM
oTJeJie — OCh ITO3BOHOUHMKA S-00pa3HO UCKpUBJIeHA,
MO3BOHKW POTUPOBAHBI, CMEXHbBIE 3aMbIKATeJbHbIE
IUTACTUHKU CKJIEPO3MPOBAHBI, OMEYaeTCs] MHOXECTBO
rpeik [IIMopiisi, cHUXXeHa BbICOTA MEXITO3BOHOUYHBIX
meneir Ha ypoBHe T4—T10, mepeaHue octeo@UTh
TPYIHBIX TO3BOHKOB.

BouimonHsgmach MAaTHUTHO-pE30HAHCHAST TOMO-
rpaust MOSICHUYHOTO OTAeNa MO3BOHOYHMKA Ha
anmapate Phillips ¢ pa3pematonieit cmocoOHOCTbHIO
0,23 Tecma — mpu MccaegOBaHUU B CaTUTTaJbHOW 1
akcuaJibHOW mpoekuusix B pexumax T1 u T2 ompe-
NeII0TCS OereHepaTUBHBbIE U3MEHEHUs TUCKOB (3a
CUET UX JAeTHApaTaliu) CO CHUXEHUEM UX BBICOTHI.
Ompenensgorcsa npotrpy3un auckoB L2—L3 no 0,3 cm
k3anu, L3—L4 no 0,35 cm k3anu, L4—L5 no 0,4 cMm
k3aau, L5—S1 no 0,4 cM nmapameauanbHO BieBo. Onipe-
JIeJIIeTCA YTOJIIEHNUE 3alHEN MPOAOJbHOMN CBIA3KM, HA
VPOBHE 3aMBbIKATEIbHBIX MJIACTUHOK BU3YaTU3UPYIOTCS
0CTeO(MUTHI B IyTOOTPOCTYATHIX COUTIEHEHUSIX, apTPO3-
Hbl€ U3MEHEHUS B BUJIE UX TUIIEPTPODUU ¢ HATMIUEM
0CcTeo(UTOB Ha YPOBHE CYCTaBHBIX MOBEPXHOCTEM.
JlonmonHUTENbHBIX 00pa3oBaHWl U OUYAroB IMaTOJIO-
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TUYeCcKU U3MeHeHHOoro MP-curHasa B TO3BOHOUYHOM
KaHaJie He BBISIBJIEHO. YUUTHIBAs XapakKTep XaJlob
U MpoBoAMMYI0 nTuddepeHIInalbHYIO IUATHOCTUKY,
BBHITTOJIHEHA CITUMpaibHast KOMITbIOTEpHAast TOMOTrpadust
OpraHoOB I'pyAHOM KieTKM Ha anmapate Phillips ¢ mo3oit
10 M3B — erkue oOBIYHOI ITHEBMAaTU3alluu, 0e3 oya-
TOB MATOJOTUYECKOW TUIOTHOCTU U JAOIMOJTHUTEIbHBIX
obpazoBanuii. KopHu CTpyKTypHBI U HE pacCIIUPEHHI,
cepjlle 1 aopTa B IIpeesax BO3pacTHOM HOPMBI, KOCT-
HO-IeCTPYKTUBHBIX M3BMEHEHU I HE BBISIBJIICHO.

DnexkTpokapauorpadusa ocoObIX U3BMEHEHUI He
BBISIBUJIA, PUTM OBbLT CUMHYCOBBIN peryiaspHbiii, YCC
cocraBisiia 63 ynapa B MUHYTY, OTKJIOHEHME 3JIEKTPU-
YEeCKOM ocu cepjlia BIIpaBo.

DnexTpoHelpoMuorpapruiIecKuii MOHUTOPUHT
MPOBOIMICS TPUXABI (Mepea MOoCTyIIeHueM, yepes
10 gHeli mocje Havyajda JeYeHUs U B A€Hb Iepel Bbl-
MMUCKOIM) Ha YeThIpeXxKaHaJlbHOM arnmapaTte Biomedica
(Reporter, Utanus). [1pu uronpbyaTom Uccieg0BaHUU
OMKOHILIEHTPUUYECKUM DJIEKTPOAOM Oblja MoJydyeHa
CTIOHTAaHHAasI aKTUBHOCTH B BUJIE PEIKUX MOTEHIIMATOB
GubpUIIAINI ¢ YITUHEHHOUN IJUTEIbHOCTHIO MOTEH -
uuana gsuratenbHbix exuHu (ITJE) mo 15—16 mc, am-
nautynoit Beicokux IIJE no 2—2,5 teic. mV, nonuda-
3ust 30—40 %, npu BTOPOM UCCJIEAOBAHUN Y AllMCHTA
OBbLI BBISIBJIEH OTPULIATEbHBIN TeKpeMeHT M-oTBeTa
NpU HU3KOYACTOTHON cTuMynsauuu 3 umn/c = —28 %
(momycTHMBI neKpeMeHT = —16 %). 17151 UCKITI0UeHUS
MaTOJIOTUM HEPBHO-MBIIIEYHON Tepeaadyu 00JbHOMY
npoBoAMINCh (papMakoJoruueckas npobda (mpose-
puHOBasl) U Mpoda Ha UCTOIIEHUE, KOTOPbie ObLIU
¢1a00MOJOXHUTEIbHbIE.

B otnenenuun 001bHOM MpoIIea Kype JIeYeHUsI Kap-
HUTHWHA XJIOPUJIOM, BUTAMUHAMU rpynnsl B, mapasep-
TeOpaJbHBIMU OJ10KagaMU C YOUXUHOHOM KOMIIO3UTYM
u 1eyb T, a TakKe 27eKTpohope3oM ¢ IMPO3ePUHOM U
HUKOTUHOBOM Kucaoroii, JMK n maccaxem.

3a BpeMs IpeObIBaHUS B CTallMOHApe COCTOSIHUE
00JbHOTO MPAKTUYECKH HE U3BMEHUIIOCH, MO-TIPEXXHEMY

FoH4yapoBa 5.A., CumoHsiH B.A., €eTyiueHko C.K.,

Bbensikosa M.C., €sTyLueHko I.C.

AY «HCTUTYT HEBIAKAQAHOI | BIAHOBHOI Xipyprii im. B.K. [ycaka
HAMH YkpQiH»

AOHELbKNK HALIOHOABHUA MEANYHNU YHIBEPCUTET

iM. M. Fopbkoro

KAIHIYHUA BUNAAOK Ni3AHOTO AEBIOTY
HEAWU®EPEHLIMOBAHOT CMIHAABHOI AMIOTPO®IT

Pe3rome. V wiii craTTi onmucaHo BUMALOK CITiHATBHOM aMioTpodil
3 MMi3HIM 1e0I0TOM, OTO KIiHUYHI MPOSIBU, KPUTEPIii AiarTHOCTUKH,
a TaKOX Pi3HOMAHITTSI IPOSIBiB JaHOT HO30JIOTil.

KirouoBi ci1oBa: criiHaibHa M’s130Ba aTpodist, e1eKTPOHEPOMi-
orpacdiuHMii MOHITOPUHT, (hapmaKkosioriyHa npoba (mpo3epiHoBa) i
npoba Ha BUCHAXXEHHSI, MarHiTHO-pe30HaHCHa ToMorpadisi.

COXpaHSJIMUCh XKaao0bl Ha claboCTh, YTOMISIEMOCTbD,
MBbIIIEYHbIE 00JIM B KOHEYHOCTAX. TakuM oOpa3oM,
couyeTaHUE XapaKTEPHOTO KJIMHUYECKOTO U 3JEKTPO-
Helipomuorpadnyeckoro naTrepHa npu OTCyTCTBUU
NPU3HAKOB BTOPUYHOW CUMMITOMATUYECKOU aMUO-
Tpoduu, Mo3B0OJIIET HaM MOCTAaBUTh AUATHO3 HaCJE] -
CTBEHHOMU CIMHaJbHOU aMuoTpoduu, HeaudhepeHI -
poBaHHOI (pOpPMBI, ¢ TO3AHUM Ae0I0TOM y B3POCJIOI0
nalueHTa.

OnucaHHBIN KIMHUYECKUI Cydaii, HageeMcs, IpU -
HEeCeT MOoJib3y MPaKTUKYIOIIUM BpayaM B 00eCIeYeHU U
CBOCBPEMEHHOI AMArHOCTUKU, aA€KBATHOW Tepanuu
U NIPaBUJIBHOTO MPOTHO3a y YKa3aHHOW KaTeropuu
MalueHTOB.
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CLINICAL CASE OF LATE ONSET
OF UNDIFFERENTIATED SPINAL AMYOTROPHY

Summary. In this article there was described a case of spinal amy-
otrophy with late onset, its clinical manifestations, diagnostic criteria
and also variety of this nosologic manifestations.

Key words: spinal muscular atrophy, electroneuromyography
monitoring, pharmacological test (proserin), exhaustion test, magnetic
resonance imaging.
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