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ANNOTATSIYA
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zararlanishi natijasida ixtiyorsiz harakatlar va mushak tonusi buzilishi bilan namoyon bo‘ladi. Etiologiyasi ko‘p omilli bo‘lib, gipoksik-ishemik
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Dyskinetic cerebral palsy (DCP) is the second most common subtype of cerebral palsy (12-14%), characterized by involuntary movements and
impaired muscle tone due to basal ganglia and thalamic injury. Its etiology is multifactorial and includes hypoxic-ischemic encephalopathy,
kernicterus, and genetic mutations. The clinical presentation is defined by a combination of dystonia and choreoathetosis, with dystonia usually
predominating. Diagnosis and management are multidisciplinary, but the evidence base for most treatment options remains limited.
Keywords: cerebral palsy, dyskinetic cerebral palsy, dystonia, choreoathetosis, basal ganglia, kernicterus, hypoxic-ischemic encephalopathy

36


http://dx.doi.org/10.5281/zenodo.20068992

JXVPHAJT HEBPOSIOTAV It HEIPOXWPYPTYECKIX IACCTIECIOBAHIAV | JOURNAL OF NEUROLOGY AND NEUROSURGICAL RESEARCH

1. Beengenne

Hetcknii nepebpansubiit mapamng (ALI1) — 310 rpynma croikux
HETIPOTPECCUPYIOMINX  PACCTPOMCTB IBUTATENBHOTO PA3BUTHS H
OCaHKH, OrPaHMYMBAIOIMINX AaKTHBHOCTh manueHTa. Ilo maHHBIM
mupoBoit nurepatypsl, LI sBuseTcs Hanbonee pacpocTpaHEHHOH
MIPUYHHON ABUTATENFHON HHBAUAN3AIMU y nerei [ 1, 2]. 3aboneBanne
00yCJIOBIICHO HApyIICHWSIMH, BO3HHUKIINMH B Pa3BUBAIOMIEMCS
IUIOJIOBOM WM  HEOHAaTalbHOM MO3[€ U HE  HOCSAIINMU
Mporpeccupyomero xapakrepa [ 1].

Cpemu Bcex ¢opm JUII BeImensroT cmacTudeckyro (Hamboree
YacTyl0), TUCKMHETHYECKYI0, aTaKCHYECKYI0 M CMELIAaHHYIO (hOPMBL
Huckunernuecknid JJUIT (z/ILIT) 3aarMaeT BTOpoe MECTO 1O YacTOTE,
cocraBisisi or 12 go 14% Bcex cmyuaes I [2]. Jannas dopma
OTIIMYACTCS  OCOOOH  TSKECTHIO  KIMHUYECKHX  MPOSBJICHHM,
BBIPOKCHHBIM BIMSHMEM HA KAadecTBO OKM3HH IIAIMEHTOB H
3HAYMUTEIBHBIMH TPYIHOCTAMHU B 0100pe 3 (HEKTHBHOrO JICUCHHUSI.

[aTonornueckuit cyberpar /Il MPEUMYIIECTBEHHOE
nopakeHue 0a3abHBIX TAHTITUEB H/WIH TAJIaMycCa, YTO BICYET 3a COO0H
¢dbopMupoBaHHE IBYX OCHOBHBIX [BHTATENbHBIX PAaCCTPOICTB:
IUCTOHMKM © Xopeoareto3a [3]. B kmmHmMyeckoil mpakTmke o6a
paccTpoicTBa, Kak MPaBHIIO, IPUCYTCTBYIOT OAHOBPEMEHHO, IIPH 3TOM
JUCTOHUS 1O CBOGH TSDKECTHM M BIMSHHIO HAa IOBCEAHEBHYIO
KU3HEEATEIBHOCTD MPEBATHPYET HAl XOPEOaTeTo3oM [3].

Lemp wHacTosimedt 0030pHOH  cTaThu CHUCTEMATU3aLIUS
COBPEMEHHBIX HAyYHBIX [JAaHHBIX 00 OSTHOJOTHM, MAaTOTreHese,
KJIMHUYECKUX MPOSBICHUAX, TUATHOCTHIECKUX KPUTEPHSIX M METOdax
nedenus muckuHermdeckoro JILIT ¢ omopoit Ha myOnukamym B
PEUECH3UPYEMBIX MEXIyHapoaHbix u3ganusx (PubMed/MEDLINE,
Lancet Neurology, Developmental Medicine & Child Neurology,
Frontiers in Neurology) 3a nepuoa 2017-2024 ronos.

2. DnuAeMHUOJI0TUs

Pacnpoctpanéunocts JILII B 1enom cocraBmsieT OKoJdo 2-3
ciayqaeB Ha 1000 >xuBopoxknéunsix aereit [1, 4] Juckunermyeckuit
JLII, xak OBUIO OTMEYEHO BBIIIE, SBIIETCS BTOPHIM IO YACTOTE
MOJTHUIIOM: TI0 JaHHBIM eBporeiickoro peructpa SCPE (Surveillance of
Cerebral Palsy in Europe), oxsareiBatomero 3818 nereit, mJILIIT
JIMarHOCTHPOBaH y §,9% MaIieHToB U3 BCEH KOropTsI [5].

Cpemu gereii ¢ a/Illll vamie BBIIBIAIOTCS TSOKENBIC HAPYIICHHS
neurarensHoi Gyskimu: mo mxkare GMFCS (Gross Motor Function
Classification System) YpPOBHH v-v (HEeBO3MOXKHOCTh
CaMOCTOSITETTBHOM XOb0BI) OTMEUAIOTCS y 3HAYMTENFHO OONBIICH TN
MAIMEHTOB [0 CPaBHEHHIO CO CHacTHYecKuMu ¢opmamu [5].
ComyTCTByIOIIME HAPYIICHUS TaKXkKe 0ojiee BBIPAXKECHBI: SIIMIICTICHS,

TOKENBIE  UHTEIUICKTYalbHbIC HAPYIICHUWS, HAPYLICHHS  CIIyXa
BCTPEYAIOTCS YAIIE MIPHU MOPAKEHUAX CEPOTO BEIIECTBA, XaPAKTEPHBIX
ans gJIHIT [5].

3. OTHonaTorexes

Oruonorust AILIT HocuT MHOTOdaKTOpPHBII XapakTep. Kiouesbie
NpUYUHHBIE  (DAKTOPBI  TOJPA3NENSAIOTCS  HAa  HpPEHATANbHEIE,
NIepUHATAIBHBIEC U IOCTHATAIBHBIE.

3.1. 'MIOKCHYECKH-UIIEMHYECKHE TIOBPEKICHUS

B orminume ot cnactuueckoro LI, mpu KoTopoM OCHOBHYIO pOJib
UTPalOT  MEPUBEHTPHUKYISIpHAs — Jielikomamsiist U auddys3Hoe
nmoBpexkaeHue  Oemoro  BemectBa,  auckuHerwmdeckmin LI
aCCOIMUPOBaH C MOPAKCHHWEM 0a3albHBIX TAHIVIHEB W Talamyca,
BO3HHKAIOIIMM MPEHMYIIECTBEHHO B Pe3yJIbTaTe KPaTKOBPEMEHHOTO,
HO TJIyOOKOTO THIIOKCHYECKU-UIIEMHUYECKOro Bo3aedcTBus [2].
CornmacHo KpuTepusiM AMEPUKAHCKOTO KOJUJIEMKa AaKylmepoB U
THHEKOJIOTOB B MexnyHaponHoit paboueit rpynmel mo LI, mms
MIOATBEPKICHUS MIPUYUHHO-CIEACTBEHHOM CBSI3U MEXITy
WHTpaHaTanpHOM runokcuedd u pasButreM nJILIT nHeoOxomimo
OTHOBPEMEHHOE BBHITIOIHEHHE YETHIPEX ycioBuid: 1) meTabonmyeckuit
aruno3 (pH < 7,0, nedunur ocHoBaHmi > 12 MMOIIB/1T); 2) yMepeHHAs
win TsokEnasi HeoHaTalbHast SHIedanonaTis (Cpok recraimu > 34
Hen.); 3) dopma JUII — cmactudeckas KBaJpHUIUICTHS MU
JTUCKUHETHYecKast; 4) HCKITFOYEHHE MHBIX UICHTUGUIMPYEMBIX TPHYNH
[6].

3.2. SlnepHas xxentyxa (KepHUKTEPYC)

Bunupy6unoBas dHIEdanonaTus — HAKOIUICHHE OWIMpyOuHa B
CEpOM BEIIECTBE LIEHTPAJIbHOW HEPBHOM CUCTEMBI — SIBJISIETCS] BAXKHOU

37

u BO MHoroM mpegorBparumoii mnpmumnHo IJILIL. OcHOoBHBIMU
MUIICHSIMH THICPOMINPYOHMHEMHHN CITyKaT 0a3ajbHbIe TAHIIIHNH, sApa
TJIa30ABUTATENbHBIX HEPBOB M CIYXOBBIE siipa cTBoia Mosra. Ilpm
TOKENBIX  dopMax  mopaxeHHs  (GopMmupyercd — KIMHHYECKH
BolpakeHHbld  gJILIl; mpu STOM o"arm  NpPEeUMYLIECTBEHHO
JIOKaNU3yIoTCs B OnemHOM mape W rumnotanamyce. CBOEBpEeMEHHBIN
MOHHUTOPHHT M JICUCHHE HEOHATaIbHOW THIepOmInpyOouneMun
MO3BOJIMJIM 3HAUUTEIBHO CHU3UTH YacTOTy JaHHOW npuuuubl aJILIIT
[7].

3.3. I'enernueckue HaxTOpb

B mocnennue roApl yCTaHOBICHA 3HAYMMAS POIb TEHETHUECKHX
¢axtopoB B maroreHese JILIII. I[lo mamHeIM MeTa-aHammza, y 4acTH
nauueHToB ¢ guarnozom JILII mpu mpoBeneHMH SK30MHOTO
CEKBEHUPOBAHMSI BBIBIIIOTCS TTATOr€HHBIC BAapUAHTHI B TAKHUX I'€HAX,
kak CTNNB1, TUBA1A, RHOB, ATL1, DHX32, SPAST, FBXO31 u
ALK [4]. T'enerndeckoe TeCTHpOBaHHE OCOOCHHO AaKTyallbHO MpHU
HOPMAJIBHBIX JJAHHBIX HEHPOBU3YaIH3alMH, aTHIIMYHOM T€UCHUH WU
HaJIMYUU CEMEHHOIO aHaMHE3a.

3.4. IndexkMoHHbIE U BOCTIATUTEIbHBIE (PAKTOPBI

BrytpuyTtpoOHbIe HHpEKINH (IIUTOMETraIOBUPYC, TOKCOILIA3MO3,
KpacHyXa), HCOHATaJbHbIH MEHHUHIUT M SHUE(DAIUT TaKXKe BXOIAT B
gucIio sruonoruieckux akropos rJILII1. BocranuTenbHbie HIUTOKUHBI
CHOCOOHBI HapyIIaTh HEHPOMUTPALIUIO ¥ CHHANITOTCHE3 B KPUTHIECKHE
MEPUOJIBI Pa3BUTHA Mo3ra [1].

3.5. IlaToreneTn4eckne MEXaHU3MbI

[Tarorene3 auckuneruueckoro /LI onpenensierca xapakrepom u
JIOKaNu3alyel TOBPEXICHUsT B pasBuBatomeMcst mosre. CoryacHo
COBPEMEHHBIM  KOHIICTIIMSIM,  MOXKHO  BBIJEIIHTH  HECKOJBKO
B3aUMOCBSI3aHHBIX MEXAHH3MOB.

3.6. CTpyKTypHOE MOBpEeXIeHNE 0a3albHBIX TAaHIJIHEB U TalaMyca

bazanpHple raHraHM COBOKYIHOCTh TTOJIKOPKOBBIX SIAEP,
OTBETCTBEHHBIX 3a OOyUCHHE M KOHTPOIb IBIXEHHH, — SIBISIOTCS
kioueBoit Mutensio npu fJILI1. Vx noBpexaeHue Wiu quchyHKIU
COIIPOBOJKAAIOTCSI XAaOTHYECKUM H3MEHEHHEM MBIIICYHOTO TOHYCa U
HENPOM3BOJIHBIME ~ IBIDKeHUsME  [1]. B Hacrosimee  Bpems
MPEUIOKEHBl HECKOJIBKO THIOTE3 MaTOQHU3HOIOTUM JMCTOHMH H
xopeoareto3a mpu allll: nucbamanc mMexmy MPSAMBIM U HEMPSIMBIM
MyTAMU Oa3albHBIX TAHIJIMEB; HApPYyIICHHE CEHCOPHOH 00paboTku
“H(POPMAIIUK; CHIDKCHHE TIACTHYHOCTH B 0a3abHBIX TaHIHAX [3].

3.7. llepBudHOE, BTOPHYHOE U TPETUIHOE TIOBPEKICHHE MO3Ta

Konmermmsa TtpéxypoBHeBoro moBpexxkaenus mosra mpu LI
MPEAIoNaraeT:  NEpBHYHOE  IOBPEXKIACHHE  (HEMOCPEACTBEHHOE
BO3JICHCTBHE TUIIOKCHHM, HUIIEMHH WIH IPYTux (HakTopoB); BTOPUUHOE
MOBPEXJCHUE (HEHPOBOCHANICHHE, JK3aMTOTOKCUYHOCTh TIIyTaMara,
amonTo3 B MEpBbIE YaChl M JHU); TPETHYHOE MOBPEIKACHHE
(monrocpodHbIe HAPYIICHUSI HeWporenesa, CHHANTOTEHE3a,
MHUEIIMHU3ALUHI U HeWporuiacTuaHoCTH) [1].

3.8. Hapymenune KOPKOBO-TIOJKOPKOBO-TAIAMOKOPTHKAIBHBIX
neneu

Hpu pJALIl cTpagaloT KOPTHKAIBHO-0a3abHOTaHTITHOHAPHO-
tanamokoprukaibhbie (C-BG-T-C) nenun. JuchyHKums 3THX Uene
HapyIIaeT IUTAHUPOBAHWE, WHHULHUALMIO ¥ IUIABHOE BBIIIOJIHEHHE
MPOMU3BOMBHBIX  JBIKEHHH.  JIaHHBIM  MaTO(U3UOIOTHIECKHM
MEXaHHU3MOM, B YAaCTHOCTH, OOBSCHSAETCS TePANEeBTHIECKOE ACHCTBHE
riry6okoi crumyssinun Mo3ra ('CM) B 061acTi BHYyTPEHHETO CerMEHTa
6nennoro mapa (GPi) [8].

3.9. ®yHKIMOHANBHAS HEHPOBHU3YaTH3ALINS

UccnenoBanust ¢ wcnonb3oBaHueM ¢yHKOuMOHanbHOH MPT
JIEMOHCTPHPYIOT W3MEHEHHbIE MATTepHBl AaKTHBAIMM MO3ra H
HapyleHne (yHKIUOHATIBHOM cBsi3HOCTH y marmmeHtoB c¢ JILII, uro
OTpakaeT KaK MaJaJanTHBHBIC M3MEHEHHs, TaKk M KOMIIEHCATOPHOE
peMoaenrpoOBaHIe ABUTaTEIbHBIX HEMPOHHBIX ceTeid [1].

4. Knaccupurkanus

Juckunernueckuir LIl noappasgensercs Ha JBa OCHOBHBIX
MOJITHIIA, KOTOPbIE HEPEIKO COCYIIECTBYIOT Y OJJHOTO MAIMEHTA!

JluctoHnYecKknii MOATUIT — XapaKTePU3yeTCs HEMPOU3BOIBHBIMH,
YCTOWYMBBIMU ~ MBIIICYHBIMH ~ COKPAILCHWSAMH,  BBI3BIBAIOIIIIMU
CKPYYHBAIOLINE IBIKCHUS U TIOBTOPSIOMINECS MAaTOIOTMIECKUE TO3BL.
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IIpm nmaHHOM NOATHIIE YaIle BBIABISIOTCS MOPAXEHMS Oa3albHBIX
ranrnueB Ha MPT u Hapymenus ciyxa [9].

XopeoaTeTo3HbIi (AMCKUHETHYECKUH/ TUIIEPKUHETHIESCKUH )
MOATUI — XapaKTEPH3yeTCd COYETaHHEM ObICTPBIX, XAOTHYHBIX,
TAHIYIOMMX» COKPAIICHWH MBI (XOpes) U  MEUICHHBIX,
4epBeoOpa3HbIX [BIDKEHHN IPEUMYIIECTBEHHO B ITPOKCHMAIBHBIX
OTJeNaX KOHEYHOCTEH U TynoBuUIE (aTeTo3). JIBImKEHHs yCHIHNBAIOTCS
MIPH SMOIMOHATBHOM HANPSXKCHUH U ICYE3ar0T BO BpeMs cHa [3].

CMmemannplii moarun — Hambosee pacmpocTpaHéHHas (opma,
BKJIIOUAIOMIAs MPHU3HAKU AUCTOHHM M XOPE0aTeTo3a OJHOBPEMEHHO;
cocraBisieT okoJo 44% Bcex ciyuaes nJ{LIT [9].

JUIi OLEHKM CTENEHH TSDKECTH J[BHUTAaTENbHBIX —HAPYIICHUI
HCTIONB3YIOTCS BATMANPOBAHHBIC KIACCU(UKAIIIOHHBIE HHCTPYMEHTBI:

GMFCS (Gross Motor Function Classification System) — 5-
YPOBHEBasi OpAMHANBHAS MIKANA, XapaKTepU3YIOIas CIOCOOHOCTh K
CaMOCTOsTEbHOM X0p0e 1 mepeaBmkenuo. Paspaborana Palisano et
al. B 1997 rony, pacmmpena B 2007 romy (GMFCS-E&R) mis
BO3PACTHOTO JHarna3oHa ot poxkaenus no 18 mer [10].

MACS (Manual Ability Classification System) — ananoruunas 5-
YPOBHEBas IIKaNA I OLIEHKH MaHyaJIbHBIX criocoOHocTei [11].

CFCS (Communication Function Classification System) — mikana
JUTSL OLICHKH KOMMYHHMKATUBHBIX (DyHKumii [11].

BADS (Barry-Albright Dystonia Scale) mKama  Juis
KOJIMYECTBECHHOW OLCHKH TshkecTH auctoruu mpu aJALITT [12].

5. KnuHnyeckas KapTHHA

5.1. OcHOBHBIE JBHUTATEIbHBIC HAPYIICHUS

Benymum  knuHuyeckum  mposinenneM  nJILII  coyxar
HETIPOM3BOJIBHBIE ~ MATOJIOTHYECKUE  JIBIDKCHHS, 3aTpParhBarove
KOHEYHOCTH, TYJIOBUIIE U JINIO. JIUCTOHMS NPOSIBISIETCS yCTONINBBIMU
MBIIICYHBIMA ~ COKPAIIEHWSIMH,  BBI3BIBAIOIIMMH  CKpPYYHMBAIOIINE
IBIDKCHUSI M (UKCAlUIO B MATOJOTHYECKHX I103aX. XOpeoaTeTos
XapakTepu3yercss OBICTPHIMH XAOTUYHBIMH ABIDKCHUSAMH (XOpes) B
COUYCTAHUM C MEIJICHHBIMU YEPBEOOPA3HBIMH ABIKCHUSIMHU (aTE€TO3) B
MIPOKCUMAJIBHBIX OT/AENaX KoHeuHocTel [2, 3]. lucTonus, Kak mpaBuio,
TSDKEJIEe XOpeoaTeTo3a M OKa3pIBaeT 0ojiee BBIPAKCHHOE BIIHMSHHE Ha
MOBCEIHEBHYIO AaKTUBHOCTh, KAaueCTBO JKU3HH U  COLHAIBHYIO
uHTETpayio [3].

5.2. HapymieHust MBIIIEYHOTO TOHYCA M KOOPIHMHAIN

IIpu pJILII ormewaercs HapylIeHHE PETYSILUU MBIIIEYHOTO
TOHYyCa C XapaKTEePHBIMU KOJIEOAHUSIMH — OT THIIOTOHHUH B IIOKOE 710
3HAUUTENIFHOM TUIEPTOHNUY TIPH MOMBITKAX MPOM3BOILHOTO JIBHKEHUS
wi Ha (oHe sSMoumoHANBEHOrO BO30OykaeHus. KoopauHarms
IBIDKEHMH Tpy0O HapylleHa, 4YTO CYIIECTBCHHO OrPAHHYHBACT
JIBUTaTEJIbHbIC BO3MOYKHOCTH MAIUEHTOB [2].

5.3. ComyTCcTBYIOIIHME HAPYIICHHS

Juckunernueckuir  JILUII Hepenxo compoBoXXAaeTcss psaoM
KOMOPOMIHBIX ~ COCTOSHHWH:  Iu3apTpust (4acTO  BBIPAXKCHHAS),
HHTEJIeKTyalIbHbIe HapyIIeHus (pexe, dyeM npu cractudeckom JILIT),
HEHPOCEHCOPHAsl TYrOyXOCTh (OCOOCHHO TpPH SACPHOU IKENTYyXe),
SMMNIENCHS, HAPYIICHUS 3PEHHs, OPTONEAUYECKUE OCIIOKHEHUS
(xonTpakTypsl, nedopmarmu). Cpemu nereit ¢ g/ILIl mopaxkeHus
ceporo BemectBa Ha MPT accouumpoBaHs! ¢ 60iiee BEICOKOI 4acTOTOU
TSDKENBIX MHTEIUICKTYabHBIX HAPYIICHHH U SIHJICTICHH [5].

5.4. ®yHKIIMOHANBHBIN CTATyC

Ilo ganHBIM HAOMIOAATENBHOIO KCCJEIOBAaHMS, BKIIOYABIIEro 93
pe6énka ¢ nJILII, GOMBPIIMHCTBO MALMEHTOB C AMCTOHHMYECKHM W
XOpeOoaTeTO3HbIM MOATHIIAMH HMENM TSDKENbIe HapyIIeHHs MO BCEM
TpéM dyHknmoHansHeM mkanaM — GMFCS, MACS u CFCS, — 6e3
JIOCTOBEPHBIX  pa3IuuuMil Mexay noarunamu. B rpynme ¢
JIUCTOHUYECKOiT popMoii yalie BHIABISUIUCE HapylieHus cinyxa (31%) u
nopaxxeHus 0a3anbHbIX TaHrues (67%) [9].

6. /luarnocruka

6.1. Knuanueckue Kpurepuu

Junarnoctuka nJIl{I[I ocHOBBIBaeTCS Ha COYETAaHUH JaHHBIX
KJIMHMYECKOr0 aHaMHe3a (MepHHATaIbHBIN Mepros, (GakTopbl pHucKa),
HEBPOJIOTHYECKOI0 OCMOTPA U CTAHAAPTH3MPOBAHHBIX WHCTPYMEHTOB
oneHku pasButusa. Mcropuuecku auarno3 LIl ycranaBnuBasics B
Bo3pacte 12-24 wMecsleB, OJHAKO COBPEMCHHBIC PEKOMECHIAUU
HaTpaBJIeHBl Ha OoJiee PAaHHIO IHArHOCTUKY — YXKE B TEpBBIE 6
MecseB Ku3Hu [ 1].
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6.2. HeiipoBuzyanmsanus

MPT ronoBHOro Mo3ra SIBISIETCSI METOIOM BBIOOpa IpH
obcnenoBannu manuentoB ¢ JLIL, obGnagas 4yBCTBUTETBHOCTHIO 86—
89% B BBIABICHHUH MTATOJIOTUH JIBUTATEIBHBIX 30H FOJIOBHOIO Mo3ra. [1o
cpapaeHnto ¢ KT MPT obecneunBaer Oosiee  AETaIbHYIO
XapakTepucTuky anHaromuu wmosra [2]. Ilpm pJALIl wamGomee
xapakTtepHeiMu MPT-Haxomkamu ciy>kaT odard B 0a3ajbHBIX TAHTIIHSIX
(myTameH, mAIHAYM) U Tanamyce. Bmecre ¢ TeM y psja manueHToB
(52% B omgHOoM M3 mccnenoBanuil) MPT-kapTiHHa MOXET OCTaBaTHCS
HOpMaIsHO# [12].

Hns xnaccupukarmmu MPT-panseix mpu LTI Esponeiickum
peructpom SCPE pazpaborana cucrema MRICS, Bkirodaromasi nsathb
OCHOBHBIX MaTTePHOB: HapyIICHUS pas3BuTHA Mo3ra
(MaBICBENONIMEHT), MOPAYKEHUS OEJIOT0 BEIIECTBA, TIOPAKEHHSI CEPOTO
BEIIIECTBA, IPOUNE H3MEHEHHS X HopMaulbHast kapTuHa [5]. [lopaxenust
ceporo BemectBa (tunuunble mns aJllll) accoummpoBansl ¢ Gonee
BBICOKUM (pyHKIHOHATBHBIM Aeduitrom 1o GMFCS u Gonee yacteiMu
COITYTCTBYIOUIMMH HapyIICHUIMH [5].

JlononHUTeNNbHBIE HEHPOBU3YaTU3AI[IOHHBIE METO/bI BKIIIOYAIOT:
BOKcelb-0a3upoBanHyto Moppomerputo (VBM) mns oueHku o0bpéMa
ceporo BemecTBa; nuddy3nonHyio TeH3ophyio Tpaktorpaduo (DTT)
JUISL OIICHKH KOPTHKOCHHMHAJIBHOTO TPaKTa M BEPXHETO IPOJOJIHEHOTO
My4Ka; TPAHCKPAHUAIBHYI0O MAarHUTHYIO CTHMYJBIIHIO C 3allHChI0
MOTOPHBIX BbI3BaHHBIX NoTeHnnanos (MEP) [12].

6.3. Helipopu3nonorunaeckue MeToabl

3amuchk MOTOPHBIX BBI3BAHHBIX MOTEHIUATIOB IO3BOJISIET OLICHUTH
LEIOCTHOCTh KOPTUKOCITHHAIBHBIX IMyTel. [o maHHBIM MccnenoBaHus
Ha 23 mamuentrax c¢ nJALIl, BMII-mapamerpsl koppenupoBaiu ¢
¢ynkmmonansHeiM  ypoBHeM 1o GMFCS: y mammenroB ¢ Gonee
TSOKENBIMU IBUTATEIBHBIMHE HAPYIICHUSIMU BBIIBIIIOCH JOCTOBEPHOE
YAJTUHEHUE EHTPaIbHOT0 BPEMEHH MOTOPHOTO TipoBeaeHus [12].

6.4. luddepeHunansHas qHarHOCTHKA

BBuny (heHOTUIHNYECKOTO MIEPEKPHITUS c JpYTHUMH
HEBPOJIOTHYECKUMH 3a001eBaHuAMHI Tud hepeHmanbHas AMarHocTHKA
nJIUIT Moxer mpeAcTaBnsATh 3HAUUTENBHBIE TPYAHOCTH. Heobxommumo
HCKJIIOYMTH. HACJEJCTBEHHBIC IHMCTOHUM (IIEPBHYHBIC MOHOTEHHBIE
muctonny, ADCYS5-accouunpoBanHoe 3a0oiieBaHHe H  JAPYTHE),
HeWpo/ereHepaTuBHbIe 3a001€BaHMsI ¢ HAYaIOM B JETCKOM BO3pacTe,
MeTtabosyeckre SHIEe(DATONaTHH, a TAKKEe CTPYKTYPHbIC aHOMAITHU
MO3Ta MHOTO TeHes3a [4]. B cinywasx Hopmansaoit MPT-kapTuns! mwim
HETUIWYHOTO TEUYEHHS PEKOMEHIYeTCS MOJEKYSIPHO-TEHETHIECKOe
tectupoBanue (Tpuo-WGS wm WES) [4].

7. Jleyenue

Jleuenne auckunernueckoro JLII siBnsercss mpeumylieCTBEHHO
CHUMITTOMAaTHYECKUM M HAIPaBICHO HAa yJIydIIeHHE KauecTBa >KU3HH,
CHIDKEHHE BBIPA)KEHHOCTH HETIPOU3BOJIBHBIX JBIDKEHUH,
NPEIOTBPAICHUE OCIOKHEHWH W TOBBICHHE (yHKIMOHAIBHON
HE3aBUCHMOCTH [AaIMEHTa. PeaOwInTarMoOHHBIM IMOAXOA HOCHT
MYJIBTHIUCIUIUTMHAPHBINA XapakTep [3].

7.1. ®usnyeckasi, TPyAOTEPAIHSI U JIOTOTIE NSt

®dusndeckas Tepamnus, SproTepanys U JIOroneAndecKas KOppeKIHs
COCTaBISIIOT OCHOBY peabunutanuonHoro jnedenust mJIL{I1. Llemsro

3aHSATHN ~ SABSIETCS  YOyYIICHWE  JABUTATENbHBIX  (pyHKIWMH,
MPEOTBPAIlCHHE KOHTPAaKTyp W JAeopMaluii, ONTHMH3ALHUI
KOMMYHHUKATHUBHBIX ~ CIIOCOOHOCTEH, a  TaKkkKe  IOBBIIICHHE
CaMOCTOSITCJIBHOCTH ~ TAI[MCHTa B IOBCEIHEBHOW Ku3Hu  [2].

INo3nmoHNpoBaHKUe U HUCIOIB30BAHUE CIIEIUATU3HPOBAHHBIX OpPTE3-
Kpecel peKOMEHIYIOTCS TSl KOHTPOJISI JUCTOHUYECKUX 1103 [7].

7.2. ®apMakoIoruuecKkoe JICUeHne

[epopansnas dapmakorepanus auctoHnu npu n/LIT Bkarouaet
HECKOJIBKO TPYHII IPemapaToB, XOTA JOKasaTeJpHas 0asza uX
3¢ HEKTUBHOCTH OTpaHIUYCHA:

Tpurekcupennmmn (ApraH) — aHTUXOJIMHEPTUUCCKUNA Ipernapar,
CHIKAIOIIMN  COKpAILEHUsI IOMEPEUHOINONIOCaTO  MYCKYJIaTyphl.
[Ipumensiercst npu NEPBUYHON U BTOPUYHOM JUCTOHUU Ha NPOTSKEHUU
Oonee 20 neT; pPeTPOCICKTHBHBIC HaHHBIC CBUACTENBCTBYIOT O €ro
appexTuBHOCTH Tipu nuctorndeckoMm JLII, XoTs mpocmekThBHBIC
JaHHbIe orpaHuyeHsI [13].

Baknoden mnepopanpnbiii — aronmcr ['AMK-B-penenropos,
MpUMEHSIETCS U CHIDKEHMS MbIIeyHoro ToHyca. CoriacHo
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OOHOBNEHHOMY  KIMHHYECKOMY  pykoBoictBy 2024  roma
(Developmental Medicine & Child Neurology), mnpu Hamuuum
3HAQUYUMOM JHMCTOHMHM TPOOHAs Tepamuss OaKkIOPEeHOM SBISIETCS
00OCHOBaHHBIM IIArOM TpH Y4éTe WHAWBUAYANbHBIX LENeH u
MpearnovTeHni nanuenTa [14].

bensonuasenuns! (auasenaM, KJIOHA3emaM) M KJIOHHIWH TaKxkKe
HCTIONB3YIOTCSl B KIIMHUYECKOH MPAaKTUKE, XOTS PaHIOMH3HPOBAHHBIE
naHsable 00 ux d¢dexruBroctH mpu /LTI orcyrerBytor [14].

Tetpabenasun (Kcenaszun) onodpen FDA miist nedeHust Xopen npu
Oone3nn ['eHTHHTTOHA; ero mpuMeHeHue mpu xopee Ha done LI
sBisieTcs «oh-neitbm» u TpedyeT 00CyKACHUS C TAUEHTOM 1 CEMbEH
[7].

7.3. Nabekyn 60TYTUHHYIECKOTO TOKCHHA

Borynunauueckuit Heliporokcun tumna A (bTA) BBoguTCS JTOKANIBHO
B TUIEPAKTUBHBIC MBIMICYHBIC TPYMIBI JUIT BPEMEHHOTO CHIKCHUS
MATOJIOTMYECKOr0 TOHyca ¥ yIydIIEHHS MO3UIHMOHHPOBAHMS.
CornmacHo cHuCTeMaTHYeCKOMy o0030py ©  Mera-aHamu3y, bBTA
o0ecreunBaeT ylnydlIeHne B JOCTIKCHUH HHIWBULYAIN3UPOBAHHBIX
¢yHKUMOHANBHBIX 1enel y mammeHtoB ¢ LIl m mucronmei, XoTs
JIOKa3aTENbHOCTh OIPAaHWYCHA YPOBHEM «HH3KAas JOCTOBEPHOCTBHY IO
GRADE [15].

7.4. Nnrparekanpusiii 6axnoden (MTH)

Wurparekanbhas I0CTaBKka OakjIo(eHa depe3 MMIUTAHTUPYEMbIi
HacoC TO3BOJIIET CO3/1aTh 3HAYUTEIHHO 00Iee BEICOKHE KOHIEHTPALN
Ipemnapara B JIMKBOPE INPU MUHHMMAJBHBIX CHCTEMHBIX ITOOOYHBIX
s dexrax. UTH ucnons3yercs y mereid u B3pocisix ¢ 1980-x romos.
PannommsupoBantoe kiuandeckoe ucciepoanue IDYS (Intrathecal
Baclofen in Dyskinetic CP Study), mocesiménnoe umenno mJILII,
MIPOJIEMOHCTPHPOBAIIO 3HAUNMOE CHIKEHHE BBIPRKECHHOCTU AUCTOHUU
U yIydlleHWe IOCTIKCHUS (QyHKIMOHANBHBIX IieNeld. Mera-aHann3
noarBepxkaaer, 4ro WTH, Bo3moxkHO, dPdeKTHBEH I CHUKCHUS
JUCTOHUM W YJyUIIECHUs KauecTBa >KU3HU (YPOBEHB JOKA3aTEIbHOCTH
— «uu3Kas foctosepHocTs» o GRADE) [15, 16].

7.5. 'my6okast crumynsiust mosra ('CM / DBS)

I'myOokast cTumynanust Mo3ra — HEHPOMOIYIISAIMOHHBIA METOX
JIEUCHUSI,  TPEANOJATalolUi  XPOHHYECKYI0O  JJIEKTPHUYECKYIO
CTUMYJIALUIO Yepe3 BXKUBJIEHHBIC 3JIEKTPOIBI B IIENEBBIX CTPYKTypax
mosra. Mumensto npu /LI TpagumMOHHO CIY>KUT BHYTPEHHHH
cermenT Onexnoro mapa (GPi). 'CM ycnemHo npuMeEHseTcsl Ipu
Ooneznn IlapkMHCOHA, ACCEHIMAIBHOM TPEMOPE M IEPBUYHBIX
mucronusix; npu  aJUIT BropuuHoit sthomoruu 3ddexkr MmeHee
npeackasyem [8].

IMo mammbiM cuctemaruuyeckoro o63opa (Fehlings et al., 2018),
I'CM xnaccudumupyercs Kak «BO3MOXKHO dP(PEKTUBHBII METO IS
cumkenns aucronun (yposenb C mo kiaccubpukamuun AAN) [15].
Jlonrocpo4Hoe MPOCHEKTUBHOE HCCIEIOBAHHE C YJacTHEM JETeH c
nJILIT (Koy et al., 2023) moaTBepauio 3HAYMMOE YIIydIlCHHE
nmokazareneid muckmuesun mocie ['CM, XoTa Apyrue mapamerphl
HCXO/IOB CYIIECTBEHHO He m3MeHWIHCh [17]. B mocnennue romer B
kadecTBe anpTepHaTUBHON MumneHn mit ['CM mpu g/l nzyyaercs
MO3KEUOK — CTPYKTypa, HEpPEeIKO HHTAKTHAS IPH TMIOKCHIECKH-
WIIEMUYECKOM TopaxkeHnH [18].

[epcniektuBHBIM siBsieTcs mpuMeHeHne ['CM mpu reHeTmyeckn
nerepmuaupoBanHoM A/ILIIL: omeit nedenust mamuentoB ¢ ADCYS-

Cuucok gurteparypsi / references

accoLMMpOBaHHBIM  3a0oneBanueM MeronoM GPi-I'CM  nokazan
paHHUH W YCTOWYMBBIN MONOXKHUTENbHBIA 3()GEKT B OTHOIICHUH
JNMCTOHMYECKUX aTak [19].

7.6. OpTome1n4ecKoe JIeUeHIe

Xupypruueckasi KOpPpeKLHUsT OPTONEIUYECKHX  OCIOKHEHHH
(KOHTPAKTyphl, TOABBIBUX Ta300CAPCHHBIX CYCTaBOB, CKOJHO3)
MPOBOAUTCST IO MOKA3aHMSIM B paMKaX KOMIUIEKCHOTO JIEYEHHS.
[TpuHIMIEL OPTONEINYECKOT0 MEHE/PKMEHTA aHAJIOTMYHBI TaKOBBIM
npu apyrux ¢opmax JUIL, omHako HaTU4YMEe HEMPOU3BOIBHBIX
IBWKEHUH TpeOyeT o0coO0oro IJIAHUPOBAHUS  XUPYPrUIECKOTO
BMEIIaTeIbCTBA.

9. IIporHo3 u Ka4ecTBO KU3HH

[Iporno3 npu a/ILII B nenom cepbé3nee, 4eM MpU CHACTUYECKUX
¢dopmax. BONBIMIMHCTBO MAMEHTOB C TSXKENBIMH JIBUTaTEIbHBIMU
Hapymenusimu (GMFCS IV-V) Hyxgaiorcsi B HOCTOSHHOM OMOIIH B
MOBCEAHEBHOM XKU3HU. TeM He MEHee MHTEIIEKTyalIbHbIM YPOBEHb ITPU
nJILII Hepenko BbllIe, YeM MOXHO HPEANON0KHUTH IO CTENEHU
JIBUTATEJIbHOTO Je(UINTA, YTO ONPEAesieT 3HAaYMMOCTh aKTUBHOM
peadHIUTaUK U CO3AaHNS YCIOBHUH I KOMMYHHUKAIIUH.

Pannee BouiBnenue /LIl u cBoeBpeMeHHOE HaIpaBlICHHE K
CHELHATNCTaM TTO3BOJISIIOT CYIIECTBEHHO CHU3HUTH Opems 3a001eBaHus
W TIOBBICUTH KAa4e€CTBO >KM3HM KaK MAI[MeHTOB, Tak U WX ceMed [2].
MynbTUAMCUMIUIMHAPHBIA  MOAXOJ,, BKIIIOYAIOIIMA  HEBPOJIOTOB,
peadHINTONOrOB,  JIOTONEAOB, 3JProTEpaneBTOB, OPTONEIOB U
NICUXOJIOTOB, SIBIISIETCS HEOOXOJUMBIM YCIOBHEM ONTHMAIbHOTO
BEJICHUS TaHHOM KaTeropuu O0IbHBIX [2].

9. 3ak104eHue

Huckunernuecknit JILI1 mpencraBnser co0oil KIMHUYECKH H
MaTOQU3NOJIOTUIECKH TETEPOreHHOE COCTOSIHHE, O00BbeIuHsIeMoe
OOLMMM TIPU3HAKAMH: IOpPaKCHHEM 0a3ajbHBIX TaHIVIMEB W/HIN
Tanamyca, HAJIMYHEM [OUCTOHHM W/WIM XOpEoaTero3a, a TaKxKe
HETIPOTPECCUPYIOMIMM  XapaKTePOM OCHOBHOTO HEBPOJIOIHYECKOTO
nepurnmra. MHOropakTOpHOCTh STHONOTHM — OT TMEePHUHATAIBHOU
achukcur u OWIMPYOHMHOBOW dSHIE(PATONATHA OO0 TE€HETHYSCKUX
MyTanuii —  OOyCIOBIHMBaeT HEOOXOIUMOCTh  KOMILUIEKCHOTO
JIMAarHOCTUYECKOTO Mojaxoja, Bkiaodas MPT Beicokoro paspeuenus u
MOJIEKYJISIPHO-TEHETHUECKOE TECTHPOBAHUE NIPU HETUIUYHBIX CITyJasiX.

Jleuenue n/ILI1 ocTaércst mpeuMyieCTBEHHO CUMITOMAaTHYECKUM.
MynbTHANCIMIUTIHAPHAS PeaOWINTAaIMs SBISIETCS OCHOBOH Tepamnuu;
¢dapmakonoruueckue — omiuu  (TpurekcudeHumi,  Gakiaodew,
OOTYTUHUYECKUI TOKCHH) 00NaZaloT OTpaHHYCHHOW JOKa3aTeNIbHON
Oa3oii. HeipoMoqyssMOHHbIE BMENIATEIFCTBA — HHTPATECKAIBHBIN
OakmoeH W TiIyOOKas CTHMYJSIHMA MO3ra — JEMOHCTPHPYIOT
Hanboyiee MEpCIEKTUBHBIE pPE3yIbTaThl B CHIDKCHHH TSKECTH

IUCTOHMM W  YIy4YIIEHMH KadyecTBa IKM3HH, XOTS YPOBEHb
JIOKA3aTeNbHOCTH  JAHHBIX ~ METOZOB  TpeOyeT  JanbHEHIero
COBEPILICHCTBOBAHUS yepes MIPOBEICHIE KpPYTHBIX
PaHIOMU3UPOBAHHBIX UCCIICIOBAHUIMA.

Byaymume wccnemoBaHus ODKHBI  OBITH  HAlpaBJICHBI  Ha:

YTOUHEHHE MOJEKYJSIPHBIX M KJIETOYHbIX MexaHusmoB aJILIL;
pa3paboTKy OHMOMapKEPOB Uil paHHEW JUArHOCTUKH; ONTHMHU3AIMIO
mumieHed u mapametrpoB ['CM npu paszmumysaeix nogrumax aJIIIIT;
HU3Y4YEHHE POJIM KJIETOYHOM U FeHHOM Tepanuu.
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