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JincToHnyeckuii ckonnos Kak ofHa 13 opM reHepann3oBaHHOM AUCTOHUM ABNACTCA BbICOKOMHBANUAM3NPYIOLE hopMoit
ANCTOHUW, KOTOPAs MOXET NPUBOAUTL K NOBPEXAEHUIO BHYTPEHHUX OPraHoB (Nerkux, cepaua) u nepucdepunyeckoit Heps-
HOIl CUCTEMbI, BK/TIOYAA CMMHHOW MO3r. B 60/IbLWINHCTBE Cly4aeB MblllLibl, KOTOPbIE Y4ACTBYIOT B POPMUPOBAHNUM LUCTOHM-
YecKoii no3bl NpW reHepann3oBaHHON AUCTOHUW, UCCNEAYIOTCA MANo B ninaHe 3(PHEKTUBHOCTM NeYeHNs npenapatamu
GOTYJIMHUYECKOTO TOKCUHA TUMA A U, KaK CNeAiCTBUE, He OTPAXKEHb! B MHCTPYKLMAX. B pesynbTaTe 0TCYTCTBYET METOAMYECKOE
NOHKMMaHWe o6Lero ABUTaTeNbHOMO B3aUMOAEHCTBUA C AMDHEPEHLIMPOBKON Ha TapreTHbIE U He TAPreTHble MblLLibl, 4O3bI
BBEAEHMSA U METOL0B KOHTPONS.

Llenb HacToswel paboTbl — OLEHUTb 3HEKTUBHOCTb U NEPEHOCUMOCTb BLICOKUX 403 OOTYIMHUYECKOTO TOKCMHA TUNa A
Npy AUCTOHUYECKOM CKOMMO3€, @ TaKKe NPeACTaBUTb BO3MOXHOCTU BBeAEHUA BOTYNMHUYECKOrO TOKCHUHA TUna A ¢ uc-
noNb30BaHWEM YNbTPa3BYKOBOIO 1 31€KTPOMUOrpaMyecKoro KOHTPoNS.

Hamu onucaH kaMHUYeckuit npumep naumeHTa 19 net, cTpafalolero reHepanu3oBaHHoi AUCcToHUel ¢ C-06pasHbiM au-
CTOHMYeckum ckonnosom III cteneHn. B kayecTBe neyeHus naumeHTy 6bina peKoMeHA0BaHa My6oKas CTUMYNALUA ro-
JIOBHOTO MO3ra. B nepuoA oxuaaHua cpoKoB onepauuu Hamu 6bi1a NPeANpUHATa NOMbITKA CMMNTOMATUYECKO Tepanuu
C MCcnonb30BaHKWeM npenapara MHKoboTyn0TOKCMHA A. B TeueHue nocnepyowux nonytopa net sBegeque 700 Ef} 6oTynu-
HMYECKOro TOKCMHA A NpoBOAMAN NOJ YNLTPa3BYKOBBIM 1 3NE€KTPOMUOTPaUYECKUM KOHTPONEM Kaxble 3—4 mec. B pe-
3ynbTare y nauueHTa 3a nepuof HabslAeHUA neYeHne AUCTOHUM TYNOBULLA NPUBENO K KNMHUYECKN JOCTOBEPHOMY CHU-
XeHuio rpapyca uckpusnenus (c 37 go 27°, ¢ III go II cteneHun ckonvo3sa) npu OTCYTCTBUM HexenaTeNbHbIX ABNEHUN
AENCTBUA Npenapata, BKIYas reHepann3oBaHHYI0 MblleyHyto cnabocTb. CornacHo NOBTOPHOMY 3aKMOYEHUIO KOHCUAU-
yMa HeilpoXvpyproe, onepaTUBHOE BMELATENbCTBO NALMEHTY He NOKa3aHo BBMAY NONOXUTENbHOTO 3 deKTa OT BBEEHUS
GOTYNMHMYECKOrO TOKCUHA TUNa A.

KnioueBble cnoBa: 60TynuHOTEPaNUs, MHKOBOTYNOTOKCUH A, reHepanu3oBaHHas AUCTOHUS, AUCTOHUYECKUIA CKONKUO3,
YNbTPa3BYKOBOW KOHTPOb, 3NEKTPOMUOTrpaduyecKkuit KOHTpONb
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Dystonic scoliosis as one of the forms of generalized dystonia is a highly disabling form of dystonia, which can lead
to damage to internal organs (lungs, heart) and the peripheral nervous system, including the spinal cord. Almost always,
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those muscles that are involved in the formation of a dystonic posture in generalized dystonia have not been studied in
terms of the effectiveness of treatment with botulinum toxin type A and are not reflected in the instructions. As a result,
there is no understanding of the general motor interaction with differentiation into targeted and non-targeted muscles,
administration doses and control methods.

The aim of the work was to evaluate the efficacy and tolerability of high doses of botulinum toxin type A in dystonic scoliosis,
as well as to present the introduction of botulinum toxin type A using ultrasound and electromyographic control.

We have described a clinical case of a 19-year-old patient suffering from generalized dystonia with S-shaped dystonic
scoliosis of the III degree. Deep brain stimulation was recommended as a treatment for the patient. During the waiting
period for the timing of the operation, we attempted symptomatic therapy using the drug incobotulotoxin A. Over
the next year and a half, 700 units of botulinum toxin type A were administered under ultrasound and electromyographic
control every 3—4 months. As a result, treatment of trunk dystonia in the patient during the observation period led to a clin-
ically significant decrease in the degree of curvature (from 37° to 27°, from III to II degree of scoliosis) in the absence
of undesirable effects of the drug, including generalized muscle weakness. According to the repeated conclusion of the coun-
cil of neurosurgeons, surgical intervention is not indicated for the patient due to the positive effect of the introduction
of botulinum toxin type A.

Keywords: botulinum therapy, incobotulotoxin A, generalized dystonia, dystonic scoliosis, ultrasound control, electro-
myographic control
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IenepanmzoBannasa muctonus (I'J1) siBasieTcst aucTo-
HUEH ¢ MAaKCHUMAaJIbHOM CTEIeHbBI0 KIMHNICCKUX TTPOSIB-
JIEHU 1M HamuboJiee CIOXHON (POpMOit TUCTOHUIECKOTO
TUTIEPKUHE3a CO CTOMKINMU WJIN HePeTryIIpHBIMU MBITIICY-
HBIMU COKpAIleHUSIMU TYJIOBUIIA, IIPUBOISIIIIUMU K hOp-
MHPOBaHUIO MATOJOTUYECKON ABUTATEIBHON TO3HI [1].
Kmmanmaeckn muarto3 '/l ycranaBauBaeTcs IIpU BBISBIIC-
HUY BOBJICYCHHOCTH MBIIII] TYJIOBHIIA TTAIIMCHTA U HE Me-
Hee 2 Ipyrux objiacTeil Tena.

JIMCTOHMYECKMIA CKOJIMO3 Kak ogHa u3 opM I'J1 siBis-
€TCsl BBICOKOMHBAIMAU3UPYIOLLEH HOPMOi TUCTOHUM, KO-
Topass MOXET TIPUBOANTDL K IMOBPEXICHUIO BHYTPECHHUX
OpraHOB (JIETKMX, Cepala) u neprudepndaecKoii HepBHOM
CHCTeMBI, BKJTIOUAsT CIMHHOM MO3L. M cImonn3yst Kiaccudu-
Kauuio ckoimo3a o B.JI. Yakimny [2], BeienstioT 4 crerne-
Hu ckoiumo3sa: I crenenp — 5—10°, II cremens — 11-30°,
III crenenr — 31-60° (c medopMaLieii rpyIHON KIETKH
1 peGepHBIM TOPOOM C OTKIIOHEHHUEM TYJIOBUIIIA B CTOPOHY
OCHOBHOW CKOJIMOTMYECKO ayru), IV crerens — 6osee 60°
(pe3Ko BhIpaskeHHBIN (PMKCUPOBAHHBIN CKOJIMO3 ¢ medop-
Marnueil rpyaTHON KJIETK! U peOepHBIM TOPOOM C Hapyllle-
HueM yHKIMN cepaua u jterkux). [Ipu 111 u IV cremensix
XUPYPTAYECKOE JICICHHE SIBISIETCST OCHOBHBIM JUTS MIMOTIA-
TUYECKUX 1 CTPYKTYPHBIX CKOJIMO30B, a TP TUCTOHUICCKIX
CKOJIN03aX OHO MOXET OBITh IIPOTHBOIIOKA3aHO B CBSI3U
C BO3MOXXHBIM Pa3pyIIeHNEM METAJUIOKOHCTPYKITNIA TUCTO-
HUYIEeCKUMU MBIIIIIAMH.

B xauectBe Tepanuu I'Jl B OCHOBHOM NMPUMEHSIIOTCS
LIEHTpaJIbHbIC MUOPETAKCAHTHI, B TOM YHCJIC ITyTeM UHTpa-
TeKaJbHOTO BBeAeHUs (0aKitopeHOBasI TToMIIa), U XUPYP-
rMYecKre MeTOobI ieueHus [3].

B ximmHMYecKMX peKOMEHIAIMSIX TI0 BEACHUIO MaIlueH-
ToB ¢ nuctoHueii [1] Tl npeacraBneHa B Bumae monenu E,
I1e B Ka4eCTBE KOHCEPBATUBHOTO IOIXOMA IIpemjIaracTcs

npuMeHeHre 0oTyaImHnIecKoro TokcrHa tuma A (bTA),
KWHE3NOTEPATNHY 1 JIeIeOHOM (DU3KYIIBTYPHI.

IIpumMeHeHne OOTYIMHOTEpAIIUK TPeOyeT 00sI3aTeIbHBIX
PETYJISIPHBIX TTOBTOPHBIX MHBEKIMI IIperapaToB (MHO-
peTaKcaHTOB ITepr(epUIECKOro NEHCTBIST; KO IT0 AHATOMO-
TepaneBTUISCKO-XMMIIecKol Kimaccudpukarm: M03AX01)
¢ nevictByroruM BeriectBoM bTA i komrieke BTA—remar-
IIFOTUHWH B IUCTOHNYECKIE MBIIIIIEI (YPOBEHB YOSTUTEITLHO-
CTH PEeKOMEHIAIINIA — A, YPOBEHb JOCTOBEPHOCTH JT0OKa3a-
TeIBCTB — 1). OTMMCaHHBIM BEICOKII YPOBEHB 3(D(MEKTUBHOCTH
BTA nokazan aj1s1 hOKaIBHBIX U CETMEHTapHBIX (POPM TUCTO-
Hun. OtHOocHTeNbHO 3ddekTrBHOCTY BTA Mg I'1 madopma-
Vs TIpSAICTaB/IeHA B €TMHUYHBIX KITMHIYECKMX COOOIICHMSIX,
YTO He TMO3BOJISIET CAeIaTh 00000 BEIBOL, [4].

ITo cpaBHeHMIO ¢ IPYrUMH (hOpMaMK TUCTOHUU OCO-
6eHHOCTbhIO I'Jl sABSIETCS 3HAUUTENBHO OOJIbIIEE YUCTO
MBIIII, BOBJICYCHHBIX B Ipoliecc. COOTBETCTBEHHO, TIepe-
YeHb 3TUX MBI HE MPEACTaBIE€H B PEKOMEHIALMSIX
10 BBEICHMIO IperapaTta, He TOBOPS YKe O TOM, KaKue
ITO3BI CIIEIyeT UCITOIb30BaTh IIPH OOTYIMHOTEPAITHAH.

CyliecTBeHHBIM OrpaHudeHreM npuMeHeHus bTA
npu '] IBASII0TCS peKOMEHIOBAaHHbIE B MHCTPYKLIMSIX 00-
e no3sl npernapatoB bTA Ha 1 BU3UT 00Ty IMHOTEpaIInu.
Tak, mis npenapatoB BTA sto makcumanbHo 400 EJT,
a 151 mpernaparoB Komiiekca bTA—remMarriioTMHUH — He
6omee 1500 EJI Ha 1 Bu3ut/mponemypy. B To ke Bpems mipu
CpaBHEHUM 00beMa TYJIOBUIITHBIX MBI, HAIIPUMED, C MBIIII-
aMu IIeW CTAaHOBUTCS OYEBUIHO, YTO WHANBUIYAIbHBIC
ITO3BI HA CAMOM JIeJIe JOJDKHBI OBITh BBIIIE PEKOMEHIYEMBIX
103 B MHCTPYKIIMSIX BCEX 3apEeTUCTPUPOBAHHEIX TIpeIiapa-
ToB bTA B Poccun.

B ximmHWYECKNX MCClIefOBAaHMSIX TIPEACTAaBICH Ooee
IIUPOKUIN auana3oH 103 BBogumoro BTA, uto TpebOyer
TepecMOTpa M OLICHKN 0€30MacHOCTH BEpXHEIl JOMYCTH -
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MOI IpaHUIIbI OJHOKpaTHOro BBeneHus [5]. Tak, B padore
D. Dressler 1 coaBT. ITpu JIeYeHUU CITACTHYHOCTH TIOPOTOBAasT
Io3a UIST MHKOOOTYJIOTOKCHMHA A OBLIa yCTaHOBJICHA
Ha ypoBHe 1200 E]l 6e3 oOHapy:keHUs TIPM3HAKOB HeXKema-
TeNBHBIX IBJIEHWI [4, 5]. B psie oTeuecTBeHHBIX MCCIea0Ba-
HMI1 TaKoKe TIPEIJIOKEHBI O3B IS JICUCHUST CITACTUIHOCTH,
TMPEBBILIAIONINE pEKOMEHIOBaHHbIE [6—8]. B nucceprarmon-
HoM uccienoBanny FO.A. BaiiHiieHKepa 1 COaBT. TIPOICMOH-
CTpHpOBaHa 6e30ITaCHOCTh KYPCOBOTO BBEICHHSI THKOOOTYJIO-
ToKcrHA A B cyMmmapHoii nose 1400 EJI B 1—3 stama (MHTEpBat
MeXIy BBEICHIEM COCTABIISsUT B cpemHeM 2—3 mHs) [7]. B Ha-
IeM ClIyJae IOpUANIeCKIM 000CHOBAaHMEM PEIICHUS TIPO-
O61emMbl TipuMeHeHusT Bhicokux 103 BTA nipu I/l u apyrux
dopMax TUCTOHUM CIIyKaT PeKOMEHIALINU, OTPaKCHHBIC
B IIPUMEYAHMSIX K (heiepaibHOM cTaHaapTy MuH3npasa Poc-
cni [9], e B ctathe 37 1. 5 0 TTopsiiKe OKa3aHWsT METUIIH-
CKOI1 TTOMOIIIN ¥ CTAHAApTaX MEIUIIMHCKOM TIOMOIIH JOITY-
CKaeTcs Ha3HaueHWe W IPUMEHEHUE JIeKapCTBEHHBIX
CPENCTB, HEe BXOMSIIINX B COOTBETCTBYIOIINI CTAHAAPT Me-
IUITMHCKOM TTOMOIIM, B CJIydae HAJIMIUS MEIUIIMHCKIX
ITOKA3aHUI IT0 PEIICHUIO BpaueOHOM KOMUCCHM.

KnuHuuyeckumn cnyyan

B 2017 2. 6 nesponoeuueckoe omoenernue I'bY3 MO «Mo-
CKOBCK ULl 001ACMHOI HAYYHO-UCCAe008AMENbCKUL KAUHUYe-
ckuti uncmumym um. M.D. Bradumupckoeo» (MOHHKH)
obpamuncs myscuuna 19 nem ¢ duaeno3om uouonamu4eckoii
IJl. U3 anamnesa uzeecmuo, umo 6 augape 2017 e. na gone
0Cmpoli pecnupamopHoll BUPYCHOU UHGeKYUU C NOBbLULeHUEM
memnepamypot meaa do 38,5 °C enepavie noseuauces nepevie
CUMNMOMbL 8 8ude mpemopa 204108bl. Cnycms mecsay, nayueHm
omMmemun npoepeccuposatiie ¢ popmuposarnuem ducmoruye-
cK020 ckoauosza myaosuwa. Ilo pezyrbmamam maeHumuo-
DE30HAHCHOI momozpaghuu 201086H020 M032a NAMOA0UU
He gbiagneno. MonekyaapHo-eenemuueckoe uccaedoganue
He eblasuno mymauuu 6 eenax GCHI u TORIA.

Ilo nosody I'/[ nayuenm 6 dexabpe 2017 2. KoHcyromu-
POBAH U NOCMABAEH HA NAGHOBYIO 20CRUMANU3AUUIO HA MADM
2019 e. 0n5 npogedeHus: XUPYpeuuecko2o AeveHuss Memooom
cmumyaayuu eayouHuslx cmpykmyp mozea (deep brain
stimulation, DBS) 6 omodeaenuu pyHKUUOHANbHOU HEUPOXU-
pypeuu PIAY « HMHUI] neitpoxupypeuu um. akao. H.H. Byp-
denxo» Munzdpasa Poccuu. C ywemom mscecmu KauHu4ec-
KUX NposeaeHUll Obli0 PeuwleHo HA4amov KOHCEPEAMUBHOE
JeUeHue ¢ UCN0Ab308aHUeM OOMYAUHOMEPanuy noo yabmpas-
sykosoim (Y3) u anexkmpomuoepagpuueckum (SMI) xoum-
ponem [ 10] ¢ homoxonmponem do u nocae npouedypet. B 3ada-
YU nepuoda KOHCep8amueHo20 CUMRMOMAMUYECK020 NeHeHUs.
8x00uUU 8bI00D MblULY, 0151 88edeHUs U no0Oop be30nacHoll
dozet BTA, a maxace oyenxka sgpgpexmusnocmu 86edeHus
npenapama é Molulybl My108ULaA.

Ha momenm [-e0 susuma 6 anpene 2018 2. y nayuenma
soiaener ducmonuveckuii C-06pasHulii Kughockoauos epydo-
ROSCHU4H020 0MOead NO36OHOUHUKA ¢ epy0oil acummempueil
NO380HOUH020 CMOAOA, pomayueli Kopnyca U HaKJAOHOM 20-
/108bl 8NPABO. YXyOuleHue OUCMOHUYECKOU NO3bl OMMeYaA0Ch
nocae QuU1ecKol Hagpy3Ku, He3HAUUMeAbHoe CyOBeKmuUeHoe
yayuuienue — 8 noaodceruu aexca (puc. 1, a). Qopma cxonu-
030 HeKOMNEHCUPOBaHHAs (NpU KOMNEHCUPOBAHHOL (opme
AUHUS omeeca om ocmucmozo ompocmka hozeonxa C7
dondicHa npoxodums medxncdy 1200uuHbiMu ckaadkamu). Ilep-
BOHAUANBHO ObLAO PEUICHO UCNOAB308AMb 00UV 003Y UHKO-
bomyaomoxcuna A, He npesviuarouwyro 400 EJl, pexomen-
dogaHHyr 6 uHcmpykuyuu (cm. mabauyy). Ilpenapam
8600uncs nod Y3-xoumponem 6 yenesole Molutlbl: 2pyOUHO-
KarouuuHo-cocyesudnyio (50 EJ); pemenuyro moiuiyy e0108b!
(100 ENl); motuuy, noonumarowgyio aonamky (50 EIN); wupo-
yaituyro motuiyy chunst (100 EIl); 60abuiyro epyoryro moiuiyy
(100 EZI). Mlo3br npenapama ons nepevuciaeHHbix Mol yKa-
3aHbL 6 UHCMPYKUUU U MemodutecKux pykogoocmeax. Hnsex -
YUY 6 MblUYbL — paseubamenu cnuHvl He npogodunuce. Pe-
3yabmamol aeveHus oueHennl yepes 1 mec (puc. 1, 6).

Puc. 1. Oyenxa s¢pgpexmusnocmu 6omyaunomepanuu y nayuenma ¢ C-00pasnvim OUCMOHUMECKUM CKOAUO30M 8 cmapmogoil doze 400 EJl, euszum 1:
a — ducmonuyeckuti C-06pasnblil KUGOCK0AUO03 nayuenma 0o aeweHus; 6 — cocmosiHue nayuenma vepe3 1 mec nocae bomyaunomepanuu

Fig. 1. Evaluation of the effectiveness of botulinum therapy in a patient with S-shaped dystonic scoliosis at a starting dose of 400 U, visit 1: a — dystonic
S-shaped kyphoscoliosis of the patient before treatment; 6 — the patient’s condition 1 month after botulinum therapy
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Puc. 2. Vavmpaszeykoeoii u anexkmpomuoepaguueckuii konmpons (a). Ilpumep yavmpaszeykosevix uzodpasicenuit mviuty cnunst Ha yposre Th10 no aunusm-
OPUEHMUPAM: OCMUCble U MHO20PA30eNbHble Mbluilbl (CMpeaka cieea), OrurHeliuas moiuya epyou (cmpeaka cnpasa) (6)

Fig. 2. Ultrasound and electromyographic control (a). An example of the ultrasound image of the back muscles at the Th10 level: m. longissimus thoracis and
m. multifidi (the arrow on the left), the m. longissimus thoracis (the arrow on the right) (6)

Konmpoav u esedenue bTA. Bsedenue BTA ¢ oyenxoii
monoepaghuu mxareil npoeoduau nod Y3-konmponem, Ha 4-m
8u3Ume 045 OUeHKU MblULeYHOU AKMUBHOCIU OblA UCNOAB30-
ean IMT'-koumpons. Y3-Koumpoas ocyuecmensincs ¢ LOMo-
wolo yeemnoeo nopmamugnozo Y3-annapama Edge
(FUJIFILM SonoSite, CIIIA) c auneiinsim damuukom wupu-
Hotl 47 mm u wacmomoit 3— 16 MIy. IMI-nasueauus evinon-
HAAACH NOPMAMUBHBIM INEKMPOCMUMYASIMOPOM C KAHANOM
peaucmpauyuu snekmpomuoepagpuu «Hetipo-Toxc» («Hetipo-
cogpm», Poccus) c unsekyuontoll uenoii-anekmpodom Bo-Ject
(Natus, Hpaanous) oaunoii 50 mm, moawunoii 25G. Paszge-
deHue npenapama UHKOO0MYA0MOKCUHA A ocyuecmensnnu
no 100 EJl na 2,0 ma 0,9 % gusuonoeuueckoeo pacmeopa.
s makcumanbho mouHo2o onpedeneHus Yeaeablx Mululy
6 cghopmupogasuieiicsi OUCMOHUHECKOI no3e NayueHm caou-
Csl HA CIMYA AULOM K CNUHKe, ONUPAsCh HA Hee DYKaMU.

Y3-konmpoas nposoduacs om yposrs Th5—Th7 noseon-
K06 00 2pebHs N008300UIHOU KOCIU ¢ OUeHKOI monozpapuu
U MblUEHHOU AKMUBHOCMU N0 CAeOVIOUWUM AUHUAM-OPUEH -

mupam: napagepmebpanbHo (ocmucmas U MHO20pa30enbHAs
MblULYBL), OM MENCNO3BOHOUHO20 CYCMAasa 00 NONepeyHo20
ompocmia (OnunHeliulas Moluya epyou) u om nonepetHozo
ompocmia 00 yenoe pebep (n008300WHO-pedepHas MblUUA),
Ha 4-m eusume donoaHumenvro ¢ Y3-Koumponem ucnonv3o-
sanu IMT-konmpons (puc. 2).

Pezyasmam 1-ii unsexyuu unkobomyaomoxcuna Ay na-
yueuma cnycms 1 mec npedcmaenen na puc. 1, 6. Hesxcena-
MmenbHbIX s18AeHUI nocae 86edenus cmapmosoii 0o3bl 400 EJ]
He ommeuanoce. Ilpu cpasrenuu ¢ ucxo0HsIM COCMOSAHUEM
OMMeUeHO YMeHbUIeHUEe BbIPANCEHHOCMU KUGOocKoauomuye-
cKoll deghopmayuu — yoauHeHue mya08uUWLa U YMeHbUleHUe
BbIPANCEHHOCMU CKAAO0K MYA08UWA, 4 MAKJICe YMEeHblUleHUe
pomayuu kopnyca eneped. O0HaKo myn08uwHas acumMmempusi
coxpansiaacey. Hedocmamounwiii, Ho ouegudHblil nonocumens-
Hotll aghgpexm esedenus BTA ¢ xopoweil nepenocumocmoio
nOCAYICUN OCHOBAHUeM 045 yeeauueHus: 003vl do 700 EJ]
Ha nocaedyrowux 3 6u3umMax ¢ UHmMepearom Kaxcovie 4 mec
(cm. mabauyy).

Jlosuposanue unkobomyasomokcuna A u KOHmMpPoab eco 86e0eHUs 6 meyeHue 4 8Uu3Umoe

Dosing of incobotolutoxin A and control of its administration during 4 visits

Target muscle

Visit 1 Visit 2 Visit 3 Visit 4
400 U (total dose) 700 U (total dose) 700 U (total dose) 700 U (total dose)
US control US control US control US control + EMG control
50 1l 50 E]l SDIEL Her M emmana
m. sternocleidomastoideus (o 15 EI B 2 Touku)
S A 30 U (15 U at 2 points) by
p No EMG signal
100 EX (4 Toukwm) 70 EL1 (2 Touku)
(o 25 ]15(,)I([) 15 311 TOYKM) 100 EJ[ 100 ET[ Hert 31\(/)IFE—)1CI/II‘HaJIa
m. splenius capitis 100 U (o 25 EJI B 4 Touku) (1o 25 EJI B 4 Touku) ou
(25 U at 4 points) 100 U (4 points) 70 U (2 points) No EMG sienal
at & points 100 U (25 U at 4 points) 100 U (25 U at 4 points) o signa
0 EN
50 EJL 0 EJ 0 EJ Her DMTI -curnana
m. levator scapulae 50U 0ou ou ou
No EMG signal
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Target muscle

OxoHnuanue mabauybl
End of table

Visit 1 Visit 2 Visit 3 Visit 4
400 U (total dose) 700 U (total dose) 700 U (total dose) 700 U (total dose)
US control US control US control US control + EMG control
100 EL 100 E 100 E 100 E
m. pectoralis major (rmo 25 EJI B 4 Touku) (1o 25 EJl B 4 Touku) (1o 25 E/I B 4 Toukm) (o 25 EJI B 4 Toukm)
100 U (25 U at 4 points) 100 U (25 U at 4 points) 100 U (25 U at 4 points) 100 U (25 U at 4 points)
0 EN
.. . 100 EJL 150 EJT 100 EJI Her BMTI -curnana
m. latissimus dorsi 100 U 100U 100U ouU
No EMG signal
300 EIL
.. . 0EN 300 EJI (6 Touek) 400 EZ (8 Touek)
m. longissimus toracis . X (o 50 EJI B 6 TouKax)
0uU 300 U (6 points) 400 U (8 points) 300 U (50 U at 6 points)
m. iliocostalis lumborum/ 300 EIL
thoracis 00}%’[[ OO%H OO%H (o 50 EJI B 6 Touek)
300 U (50 U at 6 points)

Ilpumenanue. Y3 — yrompasgykogoii; IMIT — snexkmpomuoepaguueckuil.

Note. US — ultrasound; EMG — electromyographic.

Ileped 2-m uszumom 6vira nposedena permeeHozpapus
NOSCHUYMHO-2PYOH020 OMdeaa NO360HOYHUKA 8 2 NPOEKUUIX
6 noaoxceHuu cmos (puc. 3, a), no pe3yabmamam Komopoi
8bI5161€H NOACHUYHO-EDYOHOU CKOAUO3 C YeAOM UCKPUBACHUS
37° (11l cmenens ckoauosa).

CoenacHo 8U3YaANbHOU OUeHKE ¢ YHemoM NOAYHEHHO20
KAUHUYECKU NOA0ICUTNEAbHO20 Pe3VAbinama Obli0 pPeuleHo
pacuupumo peyenmypy, U OONOAHUMENbHO OblAU NPOBEJeHbl
UHBEKUYUU 8 Mblulybl — paseubamenu cnunbl. llepeuens mviuy,

U 003 Ha 2-m eu3ume (cm. mabauuy): epyoOuHoO-KAHHU4HO-COC-
yesudnas (50 El), pemennas moiuya eonoswt (100 EIl), 6016-
was epyonas (100 EJl), wupouaitwas mouuya cnunst (150 EJD),
napasepmebpasbHo 6 6 mouex 6 MHO20PA30eAbHbIe MbIULLbL
(cymmapro 300 EJI).

Koumpoav s¢ppexmuenocmu unsexyuonHoil mepanuu
yepes I mec nocae 2-20 uzuma nokasan 6e30nacHocmy ne-
penocumocmu 700 EJl npenapama unkobomysomokcurna A.
Omme4anaco noAOHCUMENbHAS OUHAMUKA 6 CPABHEHUU C pe-

Puc. 3. Penmeenoepaghus epyoonoscHutno2o omaoena NO360HOMHUKA NAYUEHMA ¢ OUCMOHUMECKUM CKOAUO30M: a — neped 2-M 86edeHuem UHKOOOMYA0moK -
cuna A. C-obpa3snubtii ducmonuveckuii ckoauos I11 cmenenu (37°); 6 — 1 mec nocae 4-e0 6sedenusi unkobomyaomokcura A. C-o6pa3sHolii ducmoruyecKui

ckoauos Il cmenenu (27°)

Fig. 3. Radiography of the thoracolumbar spine of a patient with dystonic scoliosis: a — before the 2 injection of incobotulinum toxin A. S-shaped dystonic
scoliosis of the 111 degree (37°); 6 — 1 month after the 4" injection of incobotulotoxin A. S-shaped dystonic scoliosis of the II degree (27°)



Kaunuueckuii pasbop | Clinical case

HepBHo-mbiweyHbie 5OJIE3HH

Puc. 4. Oyenka spghekmusrnocmu 6omyaunomepanuy npu 2eHeparU308aHHOI OUCMOHUU HA 2-M u3ume: a — 00 68edeHUs. UHKOOOMYA0MOKCcUHa A;

6 — cnycms 1 mec nocae 6éedenus uHKo6omyaomoxkcura A

Fig. 4. Evaluation of the effectiveness of botulinum therapy in generalized dystonia on the 2' visit: a — before the injection of incobotulotoxin A; 6 — 1 month

after the injection of incobotulotoxin A

syaomamamu 1-20 euzuma (puc. 4): 3HauumenvHulil peepecc
Kugockoauomuueckoii degpopmayuu nO360HOUHO20 cMoaba,
YMeHbueHue cmenenu pomayuu énpaso. CyOseKkmueHo na-
YUeHm Xapakmepu308ai HOAONCUMENbHbIe USMEHEeHUs KaK
3HAYUMenbHble, NOOUEPKUBAs 06pemeHue YCmouUeo0cmu npu
X00b0e U Icmemu4ecKyr0 KOpPeKyuo 0CaHKu.

Tloayuennvie nosoxcumenvhvie pe3yabmamol cROCoOCH-
608au danvHeliuemy 6e0eHUr0 0aHH020 NAYUEHMA C NPpUMe-
nenuem bTA 6 kauecmee 0cHO8HOU cpame2uu ¢ UCHONb308a-
Huem ygeauyenHolx 003 BTA. Yepes 4 mec, Ha 3-m euzume
(okmsbps 2018 2.), ons 6omyauromepanuu 6biaa UCHOAB308AHA
003a c02naCHO 2-My 8U3UMY C KOPPEKMUPOBKOU 8 eOUHULAX 0N
BHYMPUMBIUEYHBIX UHBCKYULL, YCMAHOBACHHBIX NOCAE MAHY-
anvHoeo o6credosanus moluy (cm. mabauyy). Yepes mecsy
OMMeYeHa NoA0HCUMeNbHAs. OUHAMUKA 6 8Uude OalbHeliuleco
YMeHbUeHUs OUCIMOHUYECK020 cK0AU03a. OmauvumensHboiM
NOAONCUMENbHBIM PE3YAbMAMOM 3-20 66e0eHUSsI NPEenapama
A64940Cb NOSIGACHUE C80000H020 NPOCMPAHCMEA MeXNCOY

npagoii pyKoi u mya08uUmem, Ymo ceUOemeabCmeyem o0 Kau-
HUYeCKU 3HAYUMOM UBMEHEeHUU OUCIMOHUYECK020 KUGOCKoAU-
03a Ha epyoonosACHUMHOM yposHe (puc. 5).

Ha 4-m éuzume ggedenus bTA donoanumensro 6bin uc-
noav308aH snekmpoo-uena Bo-Ject 045 mouroii oyenku 1o-
KaAbHO20 OUCMOHUYECK020 CRA3MA, Ym0 NO360AUA0 OUEHUMb
AKMUBHOCb MbIULY, KOTNOPble HeB03MOICHO MeCMUPO8ams
nanbhamopho u ¢ nomoupbto Y3-oamuuka. Imo no38oauno
uzmeHums cxemy eeedenus BTA makum obpazom, umo
U3 UHBEUUPYeMBIX MbLULY, ObLAU UCKAIOYEHb me MbIULbL, AK-
MUBHOCMb KOMOPbIX He 0blia noomeepicoeHa no OaHHbIM
U20AHaAMOll INeKMpomMuoepagduu (2pyouUHo-KARHUYHO-COC-
UeBUOHAsL; peMEHHAS MbIUUA 20108bl; MbIUYA, NOOHUMAIOUAS
AONAMKY,; WUPOYATWLAs MblYa chuibt) (cm. madauyy). [lepe-
ueHb My, U 003 Ha 4-m eusume: bonvuias epyonas (100 E),
OnunHelwas moimya epyou — 5—6 mouex (300 EZNl), noo-
8300uHO-pedepHas moviuya — 5—6 mouex (300 ENl). Oowas
doza BTA é nocaedyiowue suzumol He MEHANACH U COCMA-

Puc. 5. Ouenxa sghdpexmusrnocmu 6omyaunomepanuu npu eeHepaiu308aHHol OUCMonUU Ha 3-m ausume: a — 00 3-20 88edeHus UHKOOOMYAOMOKCUHA A;

6 — cnycms 1 mec nocae 3-eo 66edenus unkobomynomorkcura A

Fig. 5. Evaluation of the effectiveness of botulinum therapy in generalized dystonia on the 3" visit: a — before the 3rd introduction of incobotulinumtoxin A;

6 — 1 month after the 3" introduction of incobotulinumtoxin A
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Puc. 6. Ouenxa sghgpexmusrnocmu 6omyaunomepanuu npu eeHepaiu308anHol QUCmonuu Ha 4-m euzume: a — 00 4-20 8éedenus unKobomyaomoxcuna A;

6 — cnycms 1 mec nocae 4-20 eéedenus unkodomyasomokcuna A

Fig. 6. Evaluation of the effectiveness of botulinum therapy in generalized dystonia at the 4th visit: a — before the 4" introduction of incobotulinumtoxin A;

0 — 1 month after the 4" introduction of incobotulinumtoxin A

easna 700 EJl. Koumpons sghdhexmusnocmu uepes 1 mec no-
Kazan npescHioro 6e30nacHOCMb NEPeHOCUMOCMU Npenapama
unkobomyaomokcuna A 6 doze 700 EJ[ u eusyanvho 3nauu-
meabHoe yMeHbleHUe OUCIOHUYECK020 CKOAUO03d C COXPaHe-
Huem c860000H020 NPOMENCYMKA Meicdy npasoil pyKoll u my-
nosuuem (puc. 6). Ilo pesyasmamam 4-eo esedenus BTA
COXPAaHANUCH HeDOAbULOL HAKAOH 20108bl BNPABO U YMEPEHHO
BBIPANCEHHASL ACUMMEMPUS AONAMOK.

Takum ob6pazom, nocredogamensvHbie CeaHcbl OOMYAUHO-
mepanuu ¢ unmepsanom 3—4 mec npuseau kK OUHAMUYECKOMY
VMEHbULEHUIO 8bIPANCEHHOCMU OUCIOHUMECKO020 CKOAUO03d OM
8U3UMA K BU3UMY.

Ilamuuii suzum (espans 2019 e.) dns bomyaunomepanuu
no dozam, peuenmype U MmexHu4ecKkomy obecneueHuro Obia
aHanoeuuen cxeme 4-2o eedenus bBTA.

B mapme 2019 e. 6bi1a nposedena nosmopHas peHmeeHo-
epaghus NOACHU4HO020 U 2py0HO20 Oomdeaa NO38OHOYHUKA
(cm. puc. 3, 6), nokazasuias OUHAMUKY YMEHbUICHUS BbIPAICEH-
Hocmu ckoauomuueckoeo uckpugaerus c 370o 27° (¢ Il cmene-
Hu do Il cmenenu ckoauoza). Popma ckoauosa u3 oeKomneH-
CUPOBAHHOL CMAAA KOMIEHCUPOBAHHOI.

Ilocae nposedennvix 5 nocaedosamenvubix unsexyuii bTA
6 meueHue 200a ¢ UHMepP8arom Kaxcdsie 3—4 mec nayuenm
ObL1 noemopHo Koxcyasmupogar 6 PIAY «HMHUI] neiipoxu-
pypeuu um. akad. H H. Bypoenxo» Muuzdpasa Poccuu oas
OKOHYAMeAbHO20 pellerUs: 60npoca 00 onepamueHoM emelua-
meavcmee (DBS). Bvino cdeaano 3axkawuenue: «Ha gone
OOmyauHOMepanuy cyuecmeeHHoe yMeHblleHue msjicecmu
dsueamenvHbix HapyuleHuil. B nacmosiujee apems xupypeuuec-
Koe nevenue (DBS) neyenecoobpasto».

B Hacmoswee épems nayuenm npoooadcaem noOAY4amo
BTA 6 cymmapnoii doze 700 EJ] na nocmosnHoil ocHose ka-
acovie 3—4 mec. 3a ece epemss HAOAOOCHUS COXPAHAEMCS
docmuenymoe paree yayuiueHue nammepHa OUCMOHUYECK Ol
N03bl NPU OMCYMCMBUU HEXHCeAAMEeNbHbIX A8ACHUI 886e0eHUs
npenapama. Cmenens OUCMOHUYECK020 CKOAUO03a 0CMAemcs
6 npedenax Il cmenenu.

B nacrosiiee BpeMst 3¢ (GeKTUBHOCTD METOIA OOTYIIH -
Hoteparu 1ipu '] m3ydeHa HemoctarouHo. Het mprHSITHIX
KpUTEpHEB BEIOOPA J036I OOTYJIOTOKCHHA, OTpaHNYCHUEM
IUIST MTHKEKTOpa MpHU padoTe ¢ TYJIOBUIIHON AUCTOHUCH
CIIyXaT peKOMeHIoBaHHbBIC 1036l BTA B aHHOTALIMM K TIpe-
rmapary, Toraa Kak o6oJiee Beicokue 10361 mpu I'J] He oTpa-
JKEHBI B ITOCTIETHUX KIMHNICCKIX PEKOMEHIAIIHSIX.,

o pe3ynbraTam HaIero KIIMHNYIECKOTO HAOTIOMEHMS,
MBIIIIIIBI, BOBJICUCHHBIC B TUCTOHMYCCKOM MMATTepH IIpHU
T, TpeOytoT Gosiee BLICOKUX 403, 0€30I1aCHOCTh BBEACHUS
KOTOPBIX OTpaXeHa B Psiic POCCUMCKUX M 3apyOeKHBIX
KIMHUYIECKUX MCCenoBaHnil. boTymnHOTepaneBTaM m3-
BECTHO, 4TO m03a Ipernapata bTA nogOupaercss MHIUBU-
IyaJTbHO B CBSI3U C BO3MOXHBIMM Pa3HOOOPa3HBIMU M-
CTOHMYECKMMHU MaTTEPHAMU, KOTOPBIE MOTYT MEHSIThCS
OT BU3WTA K BU3NUTY Y OMHOTO M TOTO e TamumeHTa. Kpome
TOTO, TPeOyeTCsl 00s13aTeIbHbII KOHTPOJIb BBeaeHus: BTA
BO M30eXKaHNE Pa3BUTHS ITPOTEHHBIX OCJIOXKHCHUA.

Kax rmokaspiBaeT HaIl KIIMHAIECKUI OTIBIT, Y3-KOHTPOJIIS
IUTST 3THX 1IeJIei HerocTaTo9Ho. ToIhKO TIpMEHEHME TBOMHO-
ro KoHTpoyist (Y3 + DMI') TIo3BOMIsIeT MHXKEKTOPY 00CCTICUNTh,
C OIHOI CTOPOHBI, KOHTPOJIb BBOIA WUIJIBI, 4 C APYTOM — BBI-
SIBUTh JIOKAJIbHYIO MBIILIEYHYIO aKTUBHOCTb [11].

ITpu C-00pa3HOM CKOJMO3€ 1IeJIeco00pa3HO HAYMHATD
HCCIIeA0BaHNE OT 00JIACTH BEPIIMHBI M3rM0a CKOJINO3a 110
€ro BOTHYTOM CTOPOHE C MOCJICAYIOIIeil TMAarHOCTUKOM
MMPOKCUMAJTBHBIX U TACTAIBHBIX OTIEJIOB OT BEPIITMHBI CKO-
mo3a. Bo Bcex cirydassx COBMECTHO ¢ Y3-KOHTPOJIEM BBI-
TIOJTHSTIOT TIOMCK UTJIOM-3JICKTPOIOM IJISI MHBEKIIMI BCEX
MBIIIEYHBIX CJI0eB. [1py MMarHoCTHKE B pesKUME YCHITCHMST
aKTUBHBIX TUCTOHNIECKUX 30H OMHOBPEMEHHO ITPOBOISIT
BBeneHue npenapara BTA B nose 25—50 EJI, ¢ nanbHeHmmm
TOMCKOM, CMeIasiCh IIPOKCUMAJIbHEee W MTUCTaIbHEE, YTO
MPUBOINT K TMArHOCTUKE HOBBIX TUCTOHMIECKUX 30H,
YHCIIO KOTOPBIX MOXKET TOCTUTATh 4—5 B OMHOI MBIIIIIE.
B cpenHeM 4KMCI0 MHBEKLIMOHHBIX TOYEK 1O BCEM pa3rv-
0areadaM CIMHBI MOXeT nocturath 10 u Oosee.



Knunuueckuii pasbop | Clinical case

HepBHo-Mblweunbie O JIE3HH

IMomoxxeHne TyJIOBHINA TTAITMEHTA BO BpeMsI IIPOLICY-
PBI TOJDKHO OBITh BEPTUKAJIBHBIM, UTO TapaHTUPYET CoXpa-
HEHNE TUCTOHNIECKON aKTUBHOCTH, B OTJIMIME OT ITOJI0-
>XEHUs JIexka. B HallleM ITpoTOKoJIe 3TO MOJIOKEHHE CHIS
Ha CTyJIe JINIIOM K eTro CITMHKE C OIIOPOi PyK Ha Hee.

Kpome Toro, BaxKHBIM 3JIEMEHTOM OLIeHK! 3(PHeKTUB-
HOCTHU OOTYJIMHOTEPAITNHU SIBIISIETCSI MAPKUPOBKA U (pOTOPUK-
calusl TyJIOBUILIA, BKJTIOYAs TOJIOBY U Ta3, CIIEpEeIn U C3aIu,
6e3 onexxmbl. KoHTpob 3(h(heKTMBHOCTH TIPOLICIYPHI CIICITy-
€T MPOBOIUTDL HE paHbIlle YeM depe3 3—4 Hem BCICACTBHE
OKOHYATeIbHO C(hOPMHUPOBAHHBIX PE3YIIETATOB.

Heobxonmmo MCIToIb30BaTh peHTIeHOTPahHIO IIO3BO-
HOYHHMKA ¢ M3MEPEHNEM YTIJIa CKOJIMO03a 10 Hadajia 0oTy-
JIMHOTepanuu. B TIpuBeneHHOM KIMHUYECKOM IIpHMEpe
OHa ObUTa IPOBeIeHa TIOCIe 1-ro BU3UTa BBUIY TOTO, YTO
IepBOHAYAJIEHO He OBLIO YBEPEHHOCTHU B 3G (PEKTUBHOCTH
oorynuHoTtepanuu 1pu '/l 1 oHa olleHMBaNIach Kak COM-
HUTEIbHAS.

IlepcnexTuBoii ynyuinenust npumeHeHust bTA npu I'/]
CIIyXaT yMEHBIIICHNE YIJIa UICKPUBJICHUS 1 PO UIaKTUKA
dopMHpOBaHS BTOPUIHBIX OCIIOXKHEHUI MBITIICUHOI CKO-
JIMOTHIECKON nedopMarini (KOPEIIKOBbIE CHHIPOMBI
U IpYyTHE TTOpaXkeHU IeprudeprnaecKoil HepBHOI CUCTEMEI,
MuodacraIbHbIe CHHAPOMBI, TUCKOITATUN, OCCA(PUKAIIIS
CBSI30K, KJIMHOBUJHbBIE TTO3BOHKM). B CBsI3U ¢ aTUM 3~
(GeKTUBHOCTh OOTYIMHOTEPANIUH CIIEAYET IPEATIONaraTh
B MOJIOJIOM BO3PacTe BBUIY BO3MOKHOTO ITPOIOJIKAFOIIE -
Tocsl pocTa 1 HEOKOHIEHHOTO (DOPMUPOBAHUS TTO3BOHOY-
Horo cTojiba. B crapiieM Bo3pacTe TMCTOHUYECKHIT CKO-
JIN03 TIpEIIIoyaraeTcs pacCMaTpUBaTh KaK BO3MOXKHOE
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coYeTaHWE MWUCTOHUM U YXe CTPYKTYPHBIX M3MEHECHUM
TMO3BOHOYHMKA, YTO MOXKET IMTPUBOIUTH K (DMKCUPOBAHHO-
MY CKOJIO3Y, YTO, B CBOIO O4epeIb, CHIKACT OKMIACMBIIA
a3 dexT OoTyITMHOTEepaIInH.

B pesynbraTe mIMTEILHOTO HAOMIONEHUS MalleHTa
(c 2018 1o 2023 r.) mpuMeHeHNEe OOTYIMHOTEPAITUN TSI
JICYCHMSI TUCTOHUY TYJIOBUIIIA TIPUBEIIO K MHANBUIYATbHON
cxeme BBereHNST BTA n KimmHITIecKM pe3ysIsTraTtaM ¢ TO0CTO-
BEepHBIM CHIDKeHHeM rpamyca nckpusieHus (¢ 111 go 11 cre-
TIEHN CKOJIN03a, ¢ 37 10 27 ° COOTBETCTBEHHO).

I1pu ucnonb30BaHMM MHKOOOTYJIOTOKCHMHA A B 103€
700 EJ, mpeBnrmatomieit pekomeHnoBanHyio (400 EJI),
HE OTMEUYCHO HeXXeIaTeIbHBIX SIBJICHUI IeUCTBUSI IIperia-
paTa, TaK1X KaK MIacTeHOTIOMOOHBI 3(peKT, mucharus,
TeHepaIn30BaHHasI MBIIIEYHAsT CT1a00CTh.

OrnruMabHBIM YCJIOBHEM OOTYIMHOTEPAITAY TIPH TYJIO-
BUIIHBIX JUCTOHUSIX SIBJISIETCS NBOMHOM alIiapaTHBIA KOHT-
POJIb TIPOIICAYPHI C MCITOJIb30BAHKMEM YIIBTPa3ByKa M UTOJIb-
YaToi 3JIeKTpoMUOTpacduy, YTO 00SCIIeUnBAET HANEKHYIO
MPpOWIAKTAKY Pa3BUTHUS SITPOTCHHBIX OCJIOKHEHMI 1 T10-
BBIIIIACT TOYHOCTh MHBEITNPOBAHMS TAPT€THBIX MBIIIIII.

MBI curdTaeM, 94TO OCBeIIeHHAsI HAaMK TeMa SIBJISICTCS
MPEeIMETOM JaJIbHEHIIIero U3yIeHMS C 1eIbI0 BEIPAaOOTKU
€IMHOTO MPOTOKOJA C PEKOMEHIALUSIMU TPUMEHEHUST
6osee 3(h(eKTUBHBIX 103 OOTYIMHUYICCKOTO TOKCHHA TIPH
ITACTOHUIECKOM CKOJIMO3E.

YuuTeiBas MHIMBUIYATbHOCTh TUCTOHMIECKHUX TTaT-
TEPHOB IIPY TYJIOBUIITHBIX TUCTOHUSIX, HEOOXOIMMA OIICH-
Ka BCeX MBI TYJIOBUINA, BIMSIONINX Ha (DOPMUPOBAHUE
ITACTOHNYIECKOTO CKOJIMO03a.
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