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AHHOTALMSA

[nyboKas 3NeKTPOCTUMYNALMSA BHYTPEHHErO cerMeHTa bnefHoro wapa sBnsetca 6e3omacHbIM U 3G(EKTUBHBIM METOLOM
NeYeHns U30/IMPOBaHHOI reHepann3oBaHHOK AMCTOHWN. [peKpalLieHre 3NeKTPOCTUMYAALMN MOXKET NMPUBECTU K PE3KOMY Ha-
pacTaHMI0 TAXKECTU COCTOSHMSA CO 3HAUUTENbHBIM YBEIMUEHUEM PUCKA PasBUTUS OWUCTOHWYECKOro ctaTyca. Koppekuun co-
CTOSHWA NyTeM NoA60opa KOHCePBATMBHOM TepanuyW 3a4acTyto bbiBaeT HeloCcTaToOuHO. Ha 0CHOBaHMM OMMUCAHUS KIIMHUYECKOro
HabnAeHMs NPOLEMOHCTPMPOBaHA BO3MOXHOCTb 3 MEKTUBHOIO NPUMEHEHUS TMBKUX MHTEPBaNoB BBEAEHMS HOTYNOTOKCH-
Ha TMna A y naumeHTa c reHepanusoBaHHoi auctoHuen DYT-THAPT (DYT6) Ha doHe 0TMeHbl ryDOKoW 3NEKTPOCTUMYNALIAN
rOIOBHOMO M03ra B CBA3U C MHOWLMPOBAHWMEM MECTa PacrosiOeHWUs FeHepaTopa UMMYNbCOB. B CBA3M C BbICOKUM pUCKOM
hopMupoBaHMsA aHTUTEN K BOTYNOTOKCKUHY TUMa A mpW UCMONb30BaHMM KOPOTKWX NMPOMEXKYTKOB, a TakKe Npy NpUMEHEHUN
BbICOKMX [103, MPeANoyTeHUe Bbiio 0TAAHO Npenapaty C A0Ka3aHHOW HU3KOM MMMYHOTEHHOCTbH — MHKOOOTYNOTOKCHHY A.
NHkoboTynoTokenH A BBoguncs 1 pa3 B Mec B cymMmapHoid ao3e 400 ef. B pasnuuHble rpynnbl Mbiwl, (Foi0Bbl, LWeu, Ty-
NOBMLLA, KOHeYHocTel). Ha MOMeHT nybnukauum LMTenbHOCTb HabniofeHus cocTaBuna 6 Mec, BbIMOSHEHO 6 MpoLeayp,
cymmapHo BeefaeHo 2400 en. nHKoboTynoToKkcuHa A. Pa3Butnsa 3HaumMblx NobouHbIX 3QPeKToB 0TMeYeHO He bbino. OueH-
Ky 30hhEKTMBHOCTU NPOBELEHHON Tepanuu OCYLLECTBASIM NyTeM nofcyeta 6annoB perMTMHrOBOM LUKanbl AN AUCTOHUM
Bypke—®aHa—MapcaeHa. Mpousowwno cHuxeHne ¢ 34 bannoB (NoKasaTesb Ha MOMEHT MPEKPaLLEHNUst HEMPOCTUMYMALMM)
Ao 13,5 6annos (cnycta 6 Mec Tepanuu). lpoBefeHHas Tepanus N03BoAUNA MALMEHTY COXPaHUTb ABUraTesbHYH aKTMBHOCTb
B NEPUOS, 0XUaHMUS BbINOHEHWS MOBTOPHOW FyBOKOW 371EKTPOCTUMYNALMK FOIOBHOMO MO3ra.

KnioueBble csioBa: 6OTYNOTOKCUH TUMa A; reHepann3oBaHHas AMCTOHMS; TMOKWe WHTepBanbl BBEAEHMS; ryboKas 3neKTpoCTyu-
MYNSILMS FOI0BHOMO MO3ra; AUCTOHWMYECKMIA CTATYC; OTMEHa 3NEeKTPOCTUMYIALIMM; NPeKpaLLIeHNe 3N1EKTPOCTUMYNALNM.
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The use of flexible botulinum toxin type A inter-injection
intervals after removal of deep brain stimulation due to

infection in patient with DYT-THAP1 (DYTé)
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ABSTRACT

Deep brain stimulation of globus pallidus internus is a safe and effective method of treatment of isolated generalized dystonia.
Abrupt discontinuation of stimulation can lead to a sharp increase in the severity of the condition with a significant increase
in the risk of dystonic status. Correction of the condition by selecting conservative therapy is often insufficient. Based on the
description of a clinical observation, we demonstrated the possibility of effective use of flexible botulinum toxin type A inter-
injection intervals after removal of deep brain stimulation due to infection in patient with DYT-THAP1 (DYT6). Due to the high risk
of formation of antibodies to botulinum toxin type A when using short intervals, as well as when using high doses, preference
was given to a drug with proven low immunogenicity — incobotulotoxin A. Incobotulotoxin A was administered once a month in
a total dose of 400 units to various muscle groups (head, neck, trunk, limbs). At the time of publication, the duration of follow-
up was six months, six procedures were performed, a total of 2,400 units of incobotulotoxin A. No significant side effects were
noted. Evaluation of the effectiveness of the therapy was carried out by calculating the points of the Burke—Fahn—Marsden
Dystonia Rating Scale. There was a decrease from 34 points (the indicator at the time of termination of neurostimulation) to
13.5 points (after six months of therapy). The therapy allowed the patient to maintain motor activity during the waiting period
for repeated deep brain stimulation.

Keywords: botulinum toxin type A; cancellation of electrical stimulation; deep brain stimulation; discontinuation of stimulation;
dystonic status; flexible inter-injection intervals; generalized dystonia.
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KJIWHAHECKME CITYHAN

AKTYAJIbHOCTb

[MyboKas 3NeKTPOCTUMYNALUMA BHYTPEHHEr0 CerMeHTa
bnepHoro Wwapa sensetcs 6e3onacHbIM U 3G HEKTUBHBIM METO-
L0M JIeYEHUs U30/IMPOBaHHOM reHepanM30BaHHOM OUCTOHUM,
ocobeHHo dopm DYT-TORTA (DYTT) n DYT-THAP1 (DYTé) [1].
Ynyudiienve fpuratenbHbiX GyHKLMIA, OLEHUBAEMOE pasnmny-
HbIMWU MeToAamu, coctaenseT oT 50 ao 75 %.

MpeKpalleHne CTUMYNALMM BO3MOXKHO B Cilyyae pa3Bu-
TS CrefyloLLMX CUTyaLMiA: paspsifiKa reHepaTtopa UMMyfbCoB,
MoBpeXAeHUe UM MHOMLMPOBaHWE CUCTEMBI CTUMYMALMN.
B HacTosiLLee BpeMs NpeanoXeH TEPMUH «CUHAPOM OTMEHbI
rnyboKoi 3NeKTPOCTUMYNALMM TONIOBHOTO MO3ra», KOTOPbIN
MCMONb3YeTCA ANS ONUCaHUs COCTOSHMS, pPa3BMBalOLLErocs
nocne OTMeHbl CTUMYNALMM Y NaLUMeHTOB ¢ bonesHbio [Map-
KWHCOHA [2]. Mbl cunTaeM, YTO AaHHbI TEPMUH B MOJHOM
Mepe NMPMMEHWM B TOM YUCIIE U K MaLMEHTaM C reHepanu3o-
BaHHOW IUCTOHUEN.

Pasbpoc pacnpocTpaHeHHOCTU MHGDEKLUMOHHBIX 0CIOMKHE-
HWI mocne rnyboKoi 3NeKTPOCTUMYNALMM, N0 LaHHbIM Jin-
TepaTypbl, WKMPOKO BapbupyeTcs. Hanbonee npaepononob-
HbIM MPU3HaHO CYMTaTb NATUMPOLIEHTHYH BCTpeYaeMocTb [3].
TpaAMUMOHHBIM NleYeHneM MHGEKUMIA Npu rNyboKOM 3neK-
TPOCTUMYNALMM ABNAETCA CUCTEMHAs aHTUOMOTUKOTepanus
¢ nebpnaMEHTOM paHbl M yaneHNeM UMMIAHTUPOBAHHOM an-
napartypbl. YaaneHue cuctembl rnyboKoii 3NeKTpoCcTUMynaLmu
Yy NaUMEHTOB C reHepanu30BaHHOW ANCTOHMEN MOXKET NPUBO-
AVTb K BeKOMMNEeHCaLUUn COCTOSHUSA U YBENIMYMBAET PUCK pas-
BUTUS JKU3HEYTPOKAIOLLEr0 COCTOSHUS — AMCTOHMYECKOrO
cTaTyca (QMCTOHUYECKOrO LITOpMA).

[IIMCTOHMYECKNIA CTAaTyC — OCNOXKHEHWE TeHepanu3o-
BaHHOM (MepBUYHOMN, BTOPUYHOM) AUCTOHMM, NPOSIBNSIOLLE-
€CA YYaLLEHUEM U yTAXeENeHWeM (Mo cpaBHeHUIO ¢ HOHOBOIA
AVCTOHWEN) AMCTOHNYECKOr0 MMMepK1He3a Unn nepexofoMm
B HernpepbIBHbIA NPUCTYN U pa3BuTUeM bynbbapHbIX 1 bixa-
TeNbHbIX PacCTPOUCTB, TpebyloLLiee CPOYHOr0 CTaLMOHApPHOM0
Neyenusd [4]. OcHoBHas 3aaaya Bpaya B Cilyyae NpeKpaLleHuns
CTUMYNAUMM — NoJ60p KOHCEpBATMBHOW Tepanuu 1 onTH-
MW3aLms DOTYNIMHOTEPANWM C LEeMbH HeLoNYLLEHUS AaHHOIO

Tabnuua 1. BFMDRS nocne onepauum
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0CNOXHeHus. B KauecTBe KOPpeKLMM KOHCepBaTMBHOI Tepa-
MW MOXKET BbITb paccCMOTPeHO 0baBnieHne TpUreKcMpeHu-
pvna wnm bunepugeHa, rabaneHTuHa, KNoHasenama, Tetpa-
BeHasuHa. MpoToKonbl 60TyNMHOTEPaNUK Y TaKMX MALMEHTOB
LOJTKHBI BbITb TaKKe NepPecMoTPeHbI B CTOPOHY YBENUYEHMS
[03bl NpenapaTta W 4acToTbl UHBEKLMIA — (HOpPMUPOBaHMS
rMBKMX MHTepBanoB [5].

K coxaneHuto, puck dopMupoBaHus aHTUTen K botyno-
TOKCMHY TUNa A yBenmuuBaeTcs Ha (OHe WUCMOb30BaHUS
KOPOTKWX MPOMEKYTKOB, a TaKKe NP1 NPUMEHEHUM BbICOKUX
003 [6]. HerTpanuayiowume aHTMTENa, HampaBJieHHble NPOTUB
HelipOTOKCKUHA, MOTYT BNMSATH Ha apMaKoIorMYeCKyHo aKTUB-
HOCTb NpenapaToB W NPUBOAMTL K MOTEPE UX KIIMHUYECKO
3QHEKTMBHOCTH, T €. K YaCTUYHOM WX MOJSIHOW yTpaTe WX
TepaneBTUyeckoro addekTa. Ucxons M3 BbiLLecKa3aHHOrO,
B C/lyyae HeobXo4MMOCTU UCNONb30BaHUs TMOKMX UHTEpBa-
0B M BbICOKMX A03 MPUOPUTET OTAaeTcs npenapary boTy-
JIOTOKCKHA C HWU3KOW MMMYHOrEHHOCTBI0 — WHKOBOTYNOTOK-
cuHy A. HusKkas MMMyHoreHHoCTb npenapaTta obycnosneHa
OTCYTCTBMEM B €r0 COCTaBe KOMMeKCcoobpasytowumx 6enKos,
KOTOpble B OCHOBHOM W AIBNSIOTCS NPUYMHON Pa3BUTUS AaH-
HOro npouecca.

KNTMHWUYECKWK CNYYANA

MyumHa, 31 rog, B TeueHue 10 net ctpagaet DYT-THAPT,
6 net Ha3aj BbINOSHEHA MybOKas INEKTPOCTUMYNIALMS BHY-
TPeHHero cerMeHTa bnefHoro Lwapa B CBA3M C He[OCTaTou-
HbIM 3((hEKTOM OT NPOBOAMMON KOHCEPBATUBHOW Tepanuu
u boTynuHoTepanuu. [eHepaTop MMMNY/bLCOB Db pasMeLLeH
B JIEBOW NOAK/IOYMYHOM obnacTu. lMocne npoBeaeHus rny-
DOKOIA 3NEKTPOCTUMYNALMM 0TMEYaNach BbIPaXKEHHas Noso-
XUTeNbHas [MHaMWKa, LOMOSHUTENbHO NPOACKaN Mmosny-
yaTb KioHa3enaM 1 Mr B CyTKM M 6OTYNMHOTEpPanMi0 MbILuL
nmua u wemn 3 pasa B roa (MHkobotynotokenH A 300 ep.
Ha ofHy npouenypy). MNocne onepaunu cymMMapHblii 6ann
PENTUHIOBOM LKasbl As AncToHun bypre—PaHa—MapcaeHa
(Burke—Fahn—Marsden dystonia rating scale, BFMDRS) co-
crasnan 10 bannos (tabn. 1).

Pacnpenenenve MpoBoumpytowwmin hakTop | TakecTb (akTopa | 3HaunmocTb | Bannel
[nasa 2 2 0,5 2
Pot 2 1 0,5 1
Peyb, rnotaHue 1 2 1 2
LWes 2 2 0,5 2
lpaBas pyka 1 1 1 1
JleBasi pyka 0 0 1 0
Tynosuwie 1 1 1 1
lpaBas Hora 1 1 1 1
JleBas Hora 0 0 1 0
Cymma 10
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Ta6nuua 2. BFMDRS nocne npekpalleHus CTUMynsLmmn
Pacnpepenenue MpoBoumpytoLmii pakTop | TsecTb akTopa | 3HaunMMocTb bannbl

[nasa 2 3 0,5 3
Por 2 1 0,5 1,5
Peyb, rnotanue 3 3 1 9
LWes 3 3 0,5 4,5
lpaBas pyka 2 2 1 4
JleBas pyka 0 0 1 0
Tynosuue 2 3 1 6
lpaBas Hora 2 3 1 6
JleBas Hora 0 0 1 0
Cymma 34

Ta6nuua 3. MpoToKon BBEAEHUS MHKOOOTYNOTOKCMHA A

[\ TSTITIITY] [losa npenapara,

en.
lonoBel, Wweu: 400
m. sternocleidomastoideus dex. 50
m. trapezius pars descendens dex. 20
m. splenius capitis dex. 100
m. semispinalis capitis dex. 100
m. levator scapulae dex. 60
m orbicularis oculi dex. et. sin 40
m. thyroarytenoideus 30
TynoBuLLa, KOHEYHOCTEN: 400
m. longissimus dorsi thoracis dex. 50
m. iliocostalis lumborum dex. 75
m. internal abdominal oblique dex. 50
m. flexor digitorum superficialis dex. 25
m. flexor carpi radialis dex. 25
m. flexor carpi ulnaris dex. 25
m tibialis posterior dex. 100
m. gastrocnemius medialis dex. 50

CnycTs 6 net nocsie onepaLymm y NaumeHTa passuioch UH-
(uuMpoBaHWe MecTa pacrosioXeHUs reHepaTopa UMMNysbCOB
(neBast NoAKNOYMYHAA 006nacTb) C GOPMUPOBAHMEM CBHLLA,
cucteMa cTUMynaumMM bbina ymanewa. Cnycts cyTku nocne
MPeKpaLLEeHns CTUMYNALMM Y NaLmMeHTa BblNo 0TMEYEHO yXy .-
LUEHME COCTOSHUS B BMAE HapaCTaHWs TAMECTU OUCTOHWM.
CymMapHblii 6ann no wkane BFMDRS coctasun 34 (tabn. 2).

lpoBeneHa KoppeKUms KOHCepBaTMBHOI Tepaniu, fobas-
neH bunepuaeH B fo3e 8 Mr/cyT, yBenuuuTb 103y KIOHa3ena-
Ma He YAanoch B CBA3M C Pa3BUTUEM [HEBHOI COHIMBOCTU.
MpennpuHATbIE Mepbl HE Aanu MOMOXUTENbHOro addekTa,
B CBAI3M C YeM OblNo NPUHATO peLueHne 06 MHTEHCUUKaLMK
boTynuHoTepanuu. lNepsas npouenypa 60TynMHOTEpPaNMU Bbl-
MOJIHEHA B MbILLILbI FOJI0BbI U LLEW KaK 0071acTb, MPUHOCALLYH

DAl https://doiorg/ 1017816/ rmmar595878

HanbonbLUylo MHBanNMAM3aumio. Bropas npoueaypa BbINosHe-
Ha cnycTs 1 Mec B MbILLLbI TYNIOBHLLLA M NPaBbIX KOHEYHOCTEM.
MpoToKon pacnpefeneHns MHKOHOTYNOTOKCMHA A B MbllLLax
npeactaeneH B Tabn. 3. Wcnonb3oBanack Y3W-HaBuraums
UHBEKLMIA.

[InutenbHocTb 3 deKTa OT NpoBeAeHHON BoTyNMHOTEpa-
MWK cocTaBnsnia 2 Mec ANs Kaxaoi 0bnactu, B CBA3U C YeM
ObINIo NPUHATO PeLLEeHNe 0 eXXeMEeCAYHOM BBeLLEHUM BoTyno-
TOKCWMHA B NpefCTaBeHHbIe PyNMbl MbILLL, C UX YepesoBa-
HWEM U MOBTOPEHWEM LIMKIIOB A0 MOMEHTA BOCCTaHOB/IEHMS
rnyboKoli 3NeKTPOCTUMYNIALMM FOJIOBHOIO MO3ra.

Ha MoMeHT nybnnkaumm anvtenbHocTb HabnoaeHus co-
cTaBuna 6 Mec, BbINOSHEHO 6 npoueayp (Mo 3 npouenypsl
B ABe 00nactu), cyMmmapHo BBeaeHo 2400 en. MHKODOTYNO-
ToKcuHa A. Ha doHe Tepanuu ymanocb A0CTUYb MOSOMMU-
TenbHOW AMHaMUKK, bann no wkane BFMDRS cocrasun 13,5
(Tabn. 4). MaumneHT oXMAaET NPOBEAEHUS NOBTOPHOM ry6o-
KO¥ 31eKTPOCTUMYNALMM TOJTIOBHOMO MO3ra.

3AKJTOYEHUE

MpekpalleHne rnyboKon 3MEeKTPOCTUMYNALMM BHYTPEH-
Hero cerMeHTa 6M1eiHOr0 Lapa y MauUMeHTOB C reHepanu-
30BaHHOI (HOpMON AUCTOHUW MPUBOAMT K Pe3KOMy Hapac-
TaHUIO TSXKECTU COCTOSIHUS CO 3HAYUTENBHBIM YBENNYEHNEM
pUCKa Pa3BUTUS MOTEHLMANBHO XU3HEYrpoXKatoLLeid cuTya-
UMM — JMCTOHUYECKOro CTaTyca. B oTimume oT paspsaaku
reHepaTopa, B C/lyyae 0TMeHbl 3MIEKTPOCTUMYMIALMM MO NpU-
YMHE MH(EKLMOHHBIX OCIIOXKHEHNIA ee BO30OHOBIIEHME MOXKET
BbITb OT/IOXKEHO Ha ANMTENbHBINA CPOK. KoppeKumm cocTosHus
nyTeM nopbopa KoHCepBaTUBHOI Tepanuu 3adacTyio bbiBa-
eT HepocTaToyHo. MpeAcTaBneHHoe HabmlofeHue nokasano,
4YTO NPUMeHeHWe BOTYIMHOTEPANUM C UCMOJIb30BAHUEM nep-
COHa/IM3MPOBAHHbIX CXEM W MHAMBUAYANbHBIX TUOKUX MHTEp-
BasioB MeX[Jy BBEAEHMAIMU MO3BOJISET YNYULNTb KayecTBo
KM3HU MaLMEHTOB C reHepanu30BaHHbIMK hopMaMu auc-
TOHWUM C CUHAPOMOM OTMeHbI TJyBOKOM 3EKTPOCTUMYALMM
W CHU3UTb PUCK Pa3BUTUS AMCTOHMYECKOrO CTaTyca. [aHHblif
BONpoC TpebyeT AaNbHEMLIEr0 U3YYeHus.
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Tabnuua 4. BFMDRS nocne npexpaLleHns CTUMyNsALMY Ha GoHe KoppeKLmmn Tepanuu

Pacnpenenenve MpoBouupytowwmin hakTop | TaxecTb (akTopa | 3HaunmocTb Bannel
[nasa 2 2 0,5 2
Por 2 1 0,5 1,5
Peyb, rnotanue 2 2 1 4
Les 2 2 0,5 2
lpaBas pyka 1 1 1 1
JleBasi pyka 0 0 1 0
Tynosuwe 1 1 1 1
lpaBas Hora 1 1 1 1
JleBas Hora 0 0 1 0
Cymma 13,5

NOMO/IHUTENIbHAA UHOOPMALUA

UcTounuk duHaHcmpoBaHus. OuHaHcMpoBaHWe faHHoi pabo-
Tbl HE MPOBOAMIOC.

KoHbnukT uHTepecoB. ABTOpbl [eKNapupyloT oTCyTCTBUE
ABHBIX M MOTEHUMANbHBIX KOHGJMKTOB MHTEPECOB, CBSA3AHHBIX
C nybnnKaLmeli HacTosLLel CTaTby.
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