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AUATHOCTHUKA U PEABUJIMTALINA HACJIEZ[CTBLEHHOI‘/'I CIHACTHUYECKOH
MMAPAIIVIETUA WITPIOMIIEJIA, UMHUTUPYIOILEWU CHHAPOM JETCKOI'O
LHEPEBPAJIBHOI'O TAPAJIMYA (KJIMHUYECKWU [TPUMEP)

PecnybaukaHckull KauHu4eckuil yeHmp Helipopeabuaumayuu, e. /JoHeyk

Pe3tome. B cmambe npedcmas.ieH cay4ati co6cmeeHH020
HabaodeHusl pebeHka ¢ paHHum 0e6rmoMm Hacaeo-
cmeeHHoll cnacmuveckoll napanaezuu. KauHuveckol
0cob6eHHOCMbI0 pa3sumusi daHHOU namoJio2uu, s6815-
emcsi paHHee nosie/eHue CnAcMu4HOCMU 8 MblUYax
HUXCHUX KOHeYHocmel, umo He pedko mpakmyemcsi
Kak dunsezuyeckas gpopma yepebpaibHo20 napaauyd.

Kawuesvle caosa: demu, yepebpaivHullli napaaud, Ha-
c/1edcmeeHHas cnacmu4eckas napan/e2usi.

JTtuosorus nepebpasbHoro mapasauyda (L)
MHOI0JIMKAa U MO0-HACTOsLEeMY [0 KOHIIA He U3-
ydeHa. B atnonorun u narorenese Il urparwTt
poJsib GaKTOph! B Npe- U UHTPaHATaJbHOM Ile-
puogax (K.A. Cemenosa 2000) [6], Bk/toyast UM-
MYHOTEeHETHUYECKYI0 MpPeApacrooKeHHOCTbY.
llepe6paibHbIM Napajny Kak pe3yJbTaT TMIOK-
CUYeCKU-aCPUKCUYECKOT0 U TpaBMaTHYeCKOTO
Nopa)keHHsl TOJIOBHOIO MO3ra, BKJ4Yas (MH-
Tpa- ¥ IOCTHATaJIbHY10) IEPUBEHTPUKYJISAPHYIO
JerikoMassauum. [1, 2] llepebpaabHbIi Mapaanuy
KaK cJe[cTBUe HHQPEKIMOHHbIX, HWHTOKCHKa-
LMOHHBIX, MeTaboJN4YeCKUX U APYyrux ¢pakro-
poB. U Bce ke, Ha NepBbIX MeCcTax B 3THOJIOTUU
o61en nonysaanuu LIl cToaT HeGJ1IaronpusTHO
npoTrekawllasi 6epeMeHHOCTb, MpUMEHeHHe
arpecCcUBHBIX METOJ0B BeJleHUsl POJ0B (BKJIIO-
yasi poZi0OBYI0 TPaBMy), KPOBOM3J/HSIHHE B MO3T,
OTeK Mo3ra 4 Ap. /locTaToYHO YacTON NPUYUHON
LIl aBnATCA BpOXKJEHHbIE aHOMaJUM MO3ra
(Mukporupus, Mukpouedanusa, aucaHuedaus,
TUIIONJIa3UA MO3Ta U Ap.), BJAUAOLIME B LieJIOM
Ha BHYTPUYTpPOOHYIO peTapjauvio mnjaoga. He-
peayuupoBaHHble pedJieKcbl (CUMMETPUYHBIN
M aCUMMETPUYHBbIA [IeHHO-TOHUYECKUH, J1abu-
PUHTHBIN), IPUBOAAT K aHOMaJIbHOMY pacnpe/e-
JIEHUIO MBILIEYHOr0 TOHYyca. Tak:ke 3aboJieBaHue
NpOsIBJISIETCS PA3BUTUEM CHACTUYHOCTH MBbILI],
HapylleHHeM KOOpAWHALMU JBUKEHUH, 3a4epK-
KOM IICUX0-PeYyeBOro U MOTOPHOTO Pa3BUTHS.

Kiaccuyeckoe  omnpefiesieHMe  CACTUYHOCTH
JaHo JW. Lance B 1980 roay [7]: «cnacTU4HOCTD —
3TO [ BUraTe/IbHOe HapylleHHe, ABJIAIOILeecs
YacTbI0 CUHJpPOMA [IOpa)KeHUsI BEPXHEro MOTO-
HelpOHa, XapaKTepHusyolleecs CKOPOCTb-3aBU-
CHUMBbIM IOBbIIIEHHEM MBIIIEYHOT0 TOHYCA U CO-
IPOBOXKJAl0lleecsl IOBbIIIEHHEM CYX0XXUJIbHbBIX
pedsiekcoB B pe3yJsbTaTe TUINEepPBO36YyAUMOCTHU
PEeLenTOPOB pacTsHKeHUsI». /it OlleHKH YPOBHS

CMACTUYHOCTH WUCHOJIb3YIOT PSJi CHElHAJIbHbBIX
IIKaJ, HauboJiee PACIPOCTPAHEHHOW SIBJISET-
¢ MoAUpUIIMPOBAaHHAs IIKajJa CHAaCTUYHOCTH
JmBopTa (Modified Ashworth Scale for Grading
Spasticity).

CrniactuaHocTb pH /1L iMeeT cBOM 0COGEHHOCTH:

1. HaJM4YMe MNaTOJIOTUYECKUX TOHUYECKUX
pediiekcoB (JITaBUPUHTHBIM TOHUYECKUU ped-
JIEKC, CHUMMETPHUYHBIA IIeWHBbIH TOHUYECKUU
pedsiekc, aCUMMETPUYHBIA LIEHHbIH TOHHYE-
cKUM pedJiekc ¥ Ap.), YTO 0COBEHHO SPKO MPOSIB-
JISIETCs IPY NlepeMeHe MOJIOXKEHUS Tea;

2. mosiBJieHMe NaTOJIOTUYEeCKOW CUHKUHETH-
YeCKOW aKTHUBHOCTH NPU BbINOJHEHUU MPOU3-
BOJIbHBIX JIBUKEHUH;

3. HapylleHHe KOOPUHATOPHBIX B3aUMOAEN-
CTBUU MBI CHHEPTUCTOB U aHTAarOHUCTOB, TaK
Ha3bIBaeMbli peHOMeH KOHTPAKIUH;

4. noBblllIeHHe 0611el pedieKTOPHOU BO30Y-
JAVMOCTH — HaJIMuUe YeTKO BbIPAXKEHHOT0 CTap-
Taja-pedekca.

Pecny6siukaHckuit lleHTp Helpopeabuiu-
Talliy, 3aHUMAasCh Npo6eMol peabUIHUTALUU
LI yeTBEpThb BeKa, CTOJKHYJICS C TEM, YTO IOJ,
MacKoOU IepebpasibHOr0 MmapaJjiiya CKPbIBAKOT-
cAd U Apyruve 3a060JieBaHUS HEPBHOW CHUCTEMBI:
HacJie/ICTBEHHbIE TPOrpPeCcCUpyroure JereHe-
palnuy, HePBHO-MbIIIYHbIE 3a60JIeBaHUA U JP.
[6]. KnuHuyeckue nposiBjieHUs HAcJeACTBEH-
HbIX 6oJie3Hel KpaWHe pa3HooGpasHbl. ITO
CBSI3aHO HEe TOJIBKO C UX TSKeJIbIM TeYeHHUEM,
HepeaKUM ¢aTaJbHbIM UCXOJOM U OTCYTCTBHU-
€M MaToreHeTUYeCKHUX METO/IOB JieYeHHUs, HO U
C BbIPaXXEHHbIM KJUHUKO-TEHETHYECKUM MOJIU-
MOp}HU3MOM OCHOBHBIX TPy 60JIe3HU HEPBHOHU
cucteMbl. OIHUM M3 TaKHUX 3a00JIeBaHUH SIBJA-
eTCs HacJie[ICTBEHHAs ClacTU4yecKas Mmaparuie-
rug tpromnens [7].

HacnencTBeHHBIE crmacTUYeCKHe TaparJe-
MM — OTHOCATCHA K HacJeJICTBEeHHO-JereHe-
paTUBHBIM 3a60/IeBaHUSIM HEPBHOW CHCTEMBI,
KOTOpbIe TpeJICTaBJeHbl OOIIMPHOW TPYNION
60J1e3Hel 00yCJIOBJIEHHBIX U3MEHEHUSIMU TeHe-
Tudeckod mHbopManuu. [Ipu HacaenCTBeHHOH
CMIaCTUYeCKON TMapanJierdd MNaToJOTHYeCcKUn
npoliecc, NPosiBJSIETCS aKCOHAJIbHOU JlereHepa-
[Uel, IOKaJIu3yeTCs IPeuMyleCTBEHHO B TUpa-
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MU/JHBIX IYTAX U lepeJHUX KaHATUKaX CIIMHHO-
ro MO3ra, yalle BCero B 'pyiHOM U NOSICHUYHOM
OTJeJax, U3pejiKka B CTBOJIe Mo3ra. [lereHepanus
60J1blile BbIpaXKeHa B TEPMUHAJIbHbBIX YaCTAX aK-
COHOB. AKCOHaJIbHas JiereHepanus — HauboJiee
sipKasi, HO He eIMHCTBEeHHasi naToMopdoJioruye-
CKas 4yepTa CHacTUYecKUX mapamJserui. Onuca-
HO CHM)KEHHe YHCJla HeMPOHOB B IITOM CJIO€ MO-
TOPHOM KOPbI U 6a3a/IbHbIX TAHIJIMAX ['OJIOBHOTO
MO3ra, B MO3euKe, B lepe/iHeM pore CIIMHHOIO
Mosra. B nesoM, matomopdosiorniyeckue usMe-
HeHUd 4Ype3BblYallHO pa3HOOOPA3HbI U 3aBUCAT
OT THUIIA CIAaCTUYeCKOU napanJeruu [3].

BegymyuM KJAMHUYECKUM CUMIITOM SIBJISIETCS
Iporpeccupyloliye HapacTaHHUe MbILIEYHOI'O TO-
Hyca, NPeMMYIleCTBEHHO B JUCTaJIbHbIX OT/e-
JIax HMKHUX KOHedyHOCTel. OnucaHbl TpU THUIIA
HacJieJOBaHUS: ay TOCOMHO-JOMUHAHTHBIH, ayTo-
COMHO-peLeCCUBHBIN U CLEMNJIEHHBIA C XPOMOCO-
Mo# X. CyuTaeTcs, 4TO ayTOCOMHO-IOMHUHAHTHbIE
CllacTHYecKue NapallJlerdd BCTpedaloTcs 4allle,
4yeM ay TOCOMHO-perieccuBHbIe (55 % npoTus 45 %
OT 061I1ero 4YucJia NallMeHTOB CO CIaCTUYeCKUMHU
naparnJerusMmu).

Llesbio JaHHOM PabOThI ObIJIO MPUBJIEYb BHU-
MaHHe K peIKMM HacJle[ICTBEHHbIM CUHJpOMaM,
MMEIIIMM CXO/CTBO CO CllacTU4YeCKUMHU popma-
MU LepebpasibHOrO MapaJinya.

OnucaHue KJIMHUYECKOro cjayd4as. B kuu-
HUYECKOH KapTUHE HEKOTOPBbIX HacJe/CTBEH-
HbIX 3200JIeBaHUH HEPBHOU CUCTEMBI C J1e6I0TOM
B paHHEM JEeTCKOM BO3pacTe Ha IepBbIA IJIaH
MOT'YT BBICTYNATh >Ka/I00bl, UMUTHPYIOIHE CHH-
JIpOM JIETCKOT O IlepebpaJsibHOro napaJsuya (JLII),
TaKHe KakK 3a/iep>KKa TeMIIOB MOTOPHOI'O Pa3BU-
THS, TIOBBIIIEHHE MBIIIEYHOIO TOHYCa B HUXKHUX
KOHEYHOCTSIX, HapyllleHue IO0XOJKH, 3aZlep>KKa
IICUX0-peyeBOro pa3BUTHS], UYTO MPUBOJUT K He-
IpaBUJIbHOM NOCTAaHOBKE JUAarHos3a M, COOTBeT-
CTBEHHO, HEBEPHOMY JIEUEHHIO U IPOTHO3Y.

B JloHen kUil KJIMHUYECKUH LIEHTP Helpopea-
6usnTaLUy HanpasJeH Majbiuk C. (3 1. 7 Mec.)
C LeJibI0 JieyeHUsl. PeGeHKY GblJl BBICTABJIEH U~
arHo3 JILUII, aunserudeckass ¢opma. Pogurenu
MaJibuMKa NpeAbABJSAIN Kajlo0bl HA €J1aboCThb
B HOTaX, YTPEHHIOI0 CKOBAaHHOCTb, HapylleHHUs
IIOXOJIKH, HeyCTOMYMBOCTb NIPU X0/ b0e, OTpaHu-
YeHHBIW CJIOBapHbIM 3anac y MaJibuuka. MaJjb-
yuk ot Il 6epemenHocTy, Il posoB. Pojibl B CpoOK,
nyTeM KecapeBa ceyeHusd (pybel Ha MaTKe, KOH-
TPAKTYpPbl Ta306e/]peHHbIX CYCTABOB Yy MaTepH),
Bec — 2960 T, pocT — 49 cM. PanHee ncuxoMoTop-
HOE Pa3BUTHE 10 BO3PACTY: T'OJIOBY YAEPKHUBAET C
2 Mec., CUAMT C 6 Mec., mouieJ B 14 mec. CeMeHHBIN
aHaMHe3: y OTIa JeBOYKH reMunapes nocJie ye-
perHO-MO3r0BOM TpPaBMbl, HUHBAJUJHOCTb. bpat
MaTepu UHBaauj, audarHos: JUII, HUXHUN cna-
CTUYeCKU{ MNapanapes. /[legymka 1o MaMHAHOH
JINHUY UHBAJIU/J, HE XOJUT, AUATHO3 He U3BECTEH.

64

HeBpoJsiornyeckuil ctaTyc Ha MOMEHT NOCTY-
nJieHus B LleHTp: yBe/iIMueHHe MO3rOBOTr0O OTZea
Yyepena, yBeJIMYEHbI JIOOHbIE OYTPhI. [[ByCTOPOH-
HUW JIeTKUM 3k30dTasbM. HapymieHa ocaHka.
YH: 3pauku D = S, ¢oTopeakyuu xusble. [IBU-
>KeHHUe TIJIa3HbIX s16JI0K B MOJIHOM ob6beMe. Jler-
KOe pacxo/isiiieecs Kocorjaasue ¢ 06eux CTOPOH.
Hucrarma HeT. Jlerkas CIJIa;KeHHOCTb JIeBOU
HOCOTr'yOHOM ckJ1aAKU. Ciyx coxpaHeH. Byib6ap-
HbIX HapylleHUU HeT. fI3bIK 10 cpeJiHel JIMHUHU.
OTMeuaeTcs 3a/lep:KKa TEMIIOB [ICHXO-pPeYyeBOr0
pa3BuTHUs. MbleyHbl ToHyc D < S, moBebIlIeH
10 CIACTUYECKOMY THITY, C IPEeUMYIeCTBEHHbIM
Nopa)keHHeM JAUCTaJIbHbIX 0ThesoB Hor. Cyxo-
*kuJibHble pedJiekchbl D < S, noBeIleHbl. Peduiekc
BabuHckoro c 2 cTopoH. BubpanvoHHas 4yBCTBU-
TeJIbHOCTb C HUKHUX KOHEYHOCTEHN AJIUTEJbHO-
cTbio 8 cekyH/,. Jlerkasi BapycHas aedopmaLus
rosieHei. Xo4UT CaMOCTOATENBHO C aKLIEeHTOM Ha
«HOCKU» Ta30BBbIX pacCCTPONCTB HET.

B lleHTpe pebGeHOK Ipoliesa psij, AONOJHU-
TeJIbHBIX 06ciefoBaHui: MPT rosoBHoro Mmo3ra
(2014 r.): Oyaru u 30Ha He3aBeplleHHas MUe-
auHusanusa. MPT cniuHHOro Mo3ra — 6e3 maTto-
jgoruu. Ilpy 6GHOXMMHUYECKOM aHaJjM3e KpPOBHU
kpeatuHodpochokunaza (KOK) u nakrataeru-
nporenasa (JIZII') B nmpexgesnax Hopmbl. OMHI:
CHOHTAHHbIX MUOTrpadUyeCKUX HM3MEeHEeHUU He
BbIfABJIeHO. KoHCcynbTanusa okysaucTa: IrJla3Hoe
JHO 63 MaToJIOTHH.

YyuThiBasi ceMeWHBIM aHaMHe3, Xapak-
Tep CNAacTUYHOCTH, CHUXKEHHe BHUOpaLlMOHHOU
YYBCTBUTEJBHOCTH pe6eHKY OblJ BBICTABJIEH
JMarHos3: cnacThdeckas napamJerus | Tuma,
HeocJIO)KHeHHasA ¢opMa. PekomeHJ0BaHa KOH-
CyJbTalUsi B MeJUKO-TeHEeTHYeCKOM LieHTpe.
YuuThiBasg ceMeWHbI aHaMHe3, KJIWHUYECKYIO
KapTHUHY, paHHee HayaJlo 3a60JieBaHUs pebeHKy
51 BepupUKaLMU AyarHo3a HacJeJCTBEHHOU
CMAacTUYeCKOU MaparnJierii Heo6X0AMMO TaKKe
NPONUTHU MOJIEKYJISIPHO-TeHETUYECKOe 06c/e/0-
BaHUe c onpeJeseHreM SPG onpe/ie/IeHHBIX JIO-
kycoB ¥ J/IHK fuarsoctuxy.

B LleHTpe peGeHOK mpolles Kypc peabuJiu-
TAallMOHHOI'0 JIeYeHUS COIJIAaCHO KJIHWHHUYeCKOTro
IPOTOKOJIa peabWIMTaluu JeTed C Hacjen-
CTBEHHBIMH CIACTHYECKHMMH MapalJerusiMu.
Kypc neyenusi coctaBua 10 fHell U BkJOYaa B
cebs1 NpUMeHeHUe MeJHUKaMEeHTO3HbIX CpeJ-
CTBa, IIpenapaToM Bbl6Opa B JAHHOW CUTyaLluU
OBl TOJITKMpa3oHa ruapoxopus (Mujgokaam).
OCHOBHBIM MEXaHU3MOM JEeWCTBUSA Npenapara
cynTaeTca H-xo/mMHO/MIUTHYECKOe BO3JeUCTBUE
Ha Kay/JaJIbHYH 4acTb PEeTUKYJspPHOH ¢opma-
nuu [4]. llpy 3TOM CHUKEHUE MBILIEYHOrO TO-
Hyca NPOUCXOAUT 6e3 MoJAaBJIeHUSl MbIIIeYHON
CUJIB], YTO MMeeT NPHUHIMIHAJIBbHOE 3HauyeHHe
B Tepalluy HacJe[CTBEHHOM CIacTU4YeCKOW na-
panueruu. [Ipenapat o6s1aaeT U MeCTHBIM aH-



THUCHACTUYECKHUM JIeNCTBUEM, BO3/IEHCTBYS HEMo-
Cpe/ICTBEHHO Ha MOpaXeHHble MblIlbl. Takxe B
KypC JieueHHs BXOAWIN: pediekcoTepanus (Urjio-
pediekcoTepanus U Ja3eponyHKTYPbI), Maccax,
Jiede6HasA GU3KYAbTYpa, PU3UOTEPATIEBTHYECKHE
IpoLEeAYphl, HallpaBJieHHble HA HOpPMaJMU3aLHI0
MBILIEYHOT'O TOHYCa B HM)XHHUX KOHEYHOCTSX,
yKpeIJieHVe MBIIIeYHOr0 KopceTa CIIUHBI.

3akJlo4yeHue. B pesysibTaTe nNpoBeAeHHOrO
JledeHUs Obla OTMedeHa MOJIOXKUTeJbHaAsA AU-
HaMMKa B BU/Jle CHUXKEHHS MbIIIEYHOT0 TOHyCa
B HOTAX, yJAy4lleHHUs1 TOXOJKH, IePEeHOCUMOCTH
dusnyeckux Harpysok. [Ipo6siema paHHel nua-
FHOCTUKU HacJIe[ICTBEHHbIX CMACTUYECKUX Ma-
pamnJieruii uMeeT GOJIbIIOE MPAKTHUYECKOEe 3Ha-
yeHUe Mpex/ie BCero U NoTOMY, YTO TeYeHUe U
HCXO0/| ONIpeJiesISII0TCS CPOKAaMU HavaJla JieueHus
U CHCTeMaTH4yecKoro HabstoaeHus. [lo3gHss fu-
arHOCTHKA acCOLMMPOBaHa yNyLeHHbIMH Tepa-
NeBTUYECKUMH BO3MOXKHOCTAMH, NPUBOAALIU-
MU K Ts>KeJIOM MHBaJUAW3aLMU. YUYUTbIBAsA TOT
baKT, UyTO B ONMCAHHOM cJiy4ae noja Mackout 111
CKpbIBAJIUCh HACJIe[[CTBEHHOE IPOrpeccUupyto-
1ve 3abosieBaHHe HEPBHOM CUCTEMBI, 0bpaliaeM
Ballle BHUMaHHe Ha 0cO6eHHOCTH JuddepeHIu-
aJIbHOM IMarHOCTUKU. /|J1s1 TOCTAaHOBKHU BEPHOTO
JluarHosa HeoOXOJMMO YYHUTbIBATh: Hajaudue/
OTCYTCTBHE CeMEWHOr0 aHaMHe3a 3a60JieBaHus;
HaJIMYUe/OTCYTCTBUE BJIUSIHUSI TATOCEHHOTO
dakTopa B nepuHaTaJbHOM Iepuoje (BJIUSHUE
dakTopa He UCKJ/IOYaeT HAaJIU4YMe Hacae CTBeH-
HOTO 3a6o0J/ieBaHus!), KJIMHHUYECKHEe NpOsiBJe-
HUs; TaHHbIe JabopaTopHbIx (KOK, JI/IT, 1akTaT
KpOBH) U MHCTpyMeHTanbHbIX (OMHI, KT/MPT,
Y3H) MeTO0OB HcCael0BaHUS; Pe3yJbTaThl MO-
JIEKyJIIpHO-TeHeTUYECKON AUAarHOCTUKH; Tede-
HUe 3a60JiIeBaHU, HAJIUUUe PEMHUCCUH.

0.S. Yevtushenko, E.M. Fomycheva, S.K. Yevtushenko

CLINICAL CASE OF DIAGNOSIS AND REHABILITATION
OF GENETIC SPASTIC STRUMPELL PARAPLEGIA,
WHICH SIMULATES CEREBRAL PALSY SYNDROME

Summary. The article presents a personal observation
case of a child with early onset hereditary spastic

paraplegia. The clinical feature of this disease is the
early appearance of spasticity in the muscles of the
lower extremities, which is not treated as a rare diplegic
form of cerebral palsy.

Keywords: children, cerebral palsy, hereditary spastic
paraplegia.
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