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OBJIACTHb U3OBPETEHU A

M3006peTeHrne OTHOCUTCS K CIToco0aM JiedeHUs 3a001eBaHUN U pACCTPONUCTB BBEIEHUEM
KOMITO3UIIUM, COJIeprKalled HeMPOTOKCUYECKUI KOMITOHEHT TOKCUHOBOT'O
koMmiuiekca Clostridium botulinum, Tie KOMITO3UIMS JIMIIIEHA JTI000T0 Apyroro Oenka
TOKCMHOBOTO KoMIuiekca Clostridium botulinum, v TA€ KOMITO3UIUIO BBOJISIT YEPE3 KOPOTKHUE
WHTEPBAJIbl U/WIU B OOJIBIIMX J03aX.

B wactHOCTH, HacTOsIIIEe U300PETEHNE OTHOCUTCS K CITOCOOY JieueHUs 3a00JIeBaHUS UITH
COCTOSIHMSI, BBI3BAHHOT'O WJIM CBA3aHHOTO C TUIIEPAKTUBHOMN XOJIMHEPTUUECKON MHHEPBALUEN
MBIIII WJIK 3K30KPUHHBIX JKeJle3 MalMeHTa, Crioco0, BKIFOYAOIIMN BBEICHUE KOMITO3UIIUH,
BKJTFOYaroIeit 3¢h(GeKTHBHOE KOJIMYECTBO HEHPOTOKCUIECKOTO KOMIIOHEHTa TOKCUHOBOTO
koMmriutekca Clostridium botulinum, KOMITO3HWIUH, JTUIIIEHHOM JTF000T0 APYroro OEIKOBOT0
KOMITOHEHTa ToKcuHOoBoOro komiuiekca Clostridium botulinum, rae (a) mauueHT SIBISETCS
4eJTIOBEKOM, (b) KOMIO3UIUIO BBOAST UHBEKIUEHN, U (C) KOMITO3UIMIO BBOSIT B UHTEpBAJIE
MEHEE TPEX MECALEB, UHTEPBAJI, BKJIIOYAIOIINNA MEPBYIO TEPAIUIO U BTOPYIO TEPAIUIO, TE
KOJIMYECTBO, BBEIECHHOE IIPH BTOPOIl TEPAITMU, MOXKET OBITh HUKE, BBIIIE WM UACHTUYHO
KOJIMYECTBY, BBEACHHOMY IIPH MepBoi Tepanuu. HacTosiee n3o0peTeHre Takke OTHOCUTCS
K CIoco0y JIeueHUs 3a00J1€BaHUSI UJTH COCTOSHUSI, BRI3BBAHHOT'O MJIM CBSI3AHHOTIO C
MaTOJIOTMYECKOM aKTUBHOCTBIO MBIIIIBI TTAUEHTA, CIIOCO0, BKITFOUAIOIINI BBEACHHUE
KOMITO3HUITNH, BKITFOUaroIei 3h(eKTUBHOE KOJIMYECTBO HEHPOTOKCUYECKOTO KOMITOHEHTA
TOKCMHOBOTO KoMIuiekca Clostridium botulinum, KOMITO3ULIKH, JIMIIIEHHOM JIFOOOT0 APYyTroro
OEIIKOBOr0 KOMIOHEHTA TOKCMHOBOTr0 koMriuiekca Clostridium botulinum, B KoTopom (a)
MALMEHT SIBJISIETCS YEJIOBEKOM C TSDKEJIBIM HapyIIEHUEM JIBUKEHMS UIIU TSHKEIION MBIIIEUHON
CIACTUYHOCTHIO; (b) KOMITO3UIMIO BBOJST UHBEKIKMEH; U (C) 3PphEeKTUBHOE BBOIUMOE
koJsuecTBO mpeBbimaet 500 En HEHpOTOKCUUECKOTO KOMIIOHEHTA Y B3POCIbIX WIIU
npesbimaer 15 En/kr maccel Tena y nerert. HakoHen, HacTosiiee 300peTeHue OTHOCUTCS K
CrocoO0y CoKpalleHus CKJIaJ0K WK MOPIIMH WIM YCTPAHEHUS aCUMMETPUH JIMLA, CITOCO0,
BKJTIOUYATOIIHI BBEICHUE CYOBEKTY KOMITO3UIMH, BKITFOUatoIen 3p(HeKTUBHOE KOJIMIECTBO
HEUPOTOKCUYECKOTO KOMITOHEHTA TOKCMHOBOTO KoMIuiekca Clostridium botulinum,
KOMIIO3ULIUH, JIMIIIEHHOM JIF060r0 APYroro 6eIKoBOro KOMIOHEHTAa TOKCUHOBOTO
koMmrutekca Clostridium botulinum, rje (a) CyObeKT SIBIsETCS YeI0BEKOM; (b) KOMITO3UIMIO
BBOJSIT B BUJIE TTOJIKOXKHOW WJIM BHYTPUMBIIIEUHON HHBEKIMU B, UJTU PSIJIOM, OJTHY WM OoJiee
MUMMYECKUX MBI WJIA MBIIIIL, BOBJICUEHHBIX B 00pa30BaHUE MOPIIMH WM ACUMMETPUH;

Y (C) KOMITO3ULMIO BBOJISIT B MHTEPBAJIE MEHEE UEM TPU MECSLa, UHTEPBAJI, BKIIIOUAIOIIUI
MEPBYIO TEPAIUIO U BTOPYIO TEPAIUIO, I/I€ KOJIUYECTBO, BBEAEHHOE IIPU BTOPOM T€paIluH,
MOJKeT OBITh HUKE, BBIIIE WIM UIEHTUYHO KOJIMYECTBY, BBEJIECHHOMY TP IIEPBO Tepariuu.

YPOBEHb TEXHUKHW M30BPETEHU A

BbortynoTokcun npousBoautcs 6akrepueit Clostridium. ECTb ceMb aHTUT€HHO-PA3IMYHBIX
CEpOTUITOB OOTYJIOTOKCHHA, @ UMEHHO, 60Tyl10TOKCHH A, B, C, D, E, F u G. BoTy/T0TOKCHHBI
MPU BBIJIEJIEHUH U3 JTU3UPOBAHHBIX KYJIbTYp Clostridium B LIeJIOM aCCOLUMPYIOTCS C IPYTUMH
OaKTepUaTbHBIMU OEIKaMU, KOTOPBIE BMECTE 00Pa3yIOT TOKCUHOBBIN KOMILJIEKC.
Heiiporokcuueckast moarpyImna 3TOro KOMILIEKCAa YIOMSIHYTA 371eCh Kak
"HEMPOTOKCUUECKUN KOMIIOHEHT" KOMILIeKCa OOTYJIOTOKCUHA. TepMUHBI "OOTYJIOTOKCUH"
WM "OOTYJIOTOKCUHBI" OTHOCUTCS K HEHPOTOKCUYECKOMY KOMITOHEHTY, JIMIIIEHHOMY JTIOOBIX
JIPYTUX KIOCTPUAMMHBIX OEITKOB, HO TaKXe U K "KOMIIJIEKCY OOTYJIOTOKCHHA'": 3TO
WCITOJIb3YETCS B CIIy4asix, KOTJAa OTCYTCTBUE TUCKPUMHUHALMU MEXY IBYMSI COCTOSTHUSIMU
HEWPOTOKCUYECKOTO KOMITOHEHTA HEOOXOIMMO WJTH KENNaTeIbHO. ITOT KOMILJIEKC OOBIYHO
COICPKUT JIOTIOJTHUTEIbHBIC, TAK Ha3bIBaeMble "HETOKCHUHBIE" OCIIKH, KOTOPBIE 3asIBUTEIIN
HA3bIBAIOT "KOMIUIEKCOOOPA3YIOMIMMU OeTKkaMu" WK "OaKTepUaIbHBIMU OelTKaMu'".
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Komrmieke HeMpOTOKCHYECKHX COCTABIISIONIUX U OaKTepUATIbHBIX OCIKOB YITOMHUHAETCS KaK
«TOKCUHOBBIN KoMIuteke Clostridium botulinum» W «KOMILIEKC OOTYJIOTOKCUHA».
MornekynsipHasi Macca 3TOr0 KOMILJIEKCA MOXKET U3MEHSThCs OT MpudausutenbHo 300000 1o
npubmsutenpsHo 900000 Ha. KomrumekcooOpa3yromumu OeIKkaMu SIBIISIFOTCS, HATIPUMED,
pa3JIMYHbIE TEMATTIIOTUHUHBI. BEeJTKK 3TOr0 TOKCHHOBOT'O KOMILIEKCA HEMOCPEICTBEHHO HE
TOKCUYHBI, HO 00€CIIeUUBAIOT CTAOUIBHOCTh HEMPOTOKCUUECKOMY KOMITOHEHTY U
OTBETCTBEHHBI 32 OPAIbHYIO TOKCUYHOCTD IMPU OOTYJIMHOBBIX HHTOKCUKALUAX. B oTianune
OT TOKCUHOBOI'O KOMIIUJIEKCA, HEUPOTOKCUYECKUI KOMIIOHEHT B €r0 BBIJAEIIEHHON U YACTON
dbopMe, TO eCTh JIMIIEHHBIN JTI0OBIX KOMIUIEKCOOOPA3YIOIIUX KIOCTPUIUNHBIX OEITKOB,
SBJISIETCSI HEYyCTOMUMBOMN KUCIIOTOM U HE COMTPOTUBJISIETCSA ATPECCUBHOM CPEJIE B JKEITYIOUHO-
KMIIIEYHOM TPaKTe.

HetipoTokcuuHblilt 60TYJIMHOBBINM KOMIIOHEHT TOKCHHOBOTO KOMILJIEKCAa OOTYIM3Ma
MepBOHAYAJILHO 00pa30BaH KaK OAVUHOYHAS MOJMIIENTUAHAS UEMb, UMEIOIIasl, B
3aBUCHMOCTH OT CepoTHUNa A, MOJIEKYJISIpHYIO Maccy npubiusutensHo 150 k/la. B apyrux
CepOoTUIIaX HEWPOTOKCUYECKUI KOMITOHEHT, KaK HaOJII0AaJ1, U3MEHSUICS TPUOIU3UTEIHHO
Mexay 145 u npubmusutenbHo 170 x/a, B 3aBUCUMOCTH OT OaKTEPUATBHOTO UCTOUYHUKA. B
cllydyae cepoTuria A, HalmpuMep, B pe3yJIbTaTe MPOTEOIUTHUECKON 00pabOTKY MOIUIEeNTHIA
00pa3yeTcsi aKTUBUPOBAHHBIN MOJUIIETITU]T B (POpME TBOMHOM MOTUNEITUAHON LETH,
COCTOSIIIEeN U3 TSDKENION ey U JIETKOM LEeMu, KOTOPbIe CBA3aHbI JUCYIb(UIHBIM MOCTUKOM.
V nroneit Tspkenas uenb 00ycIaBIMBAET 3aKPEIJIEHUE ¢ TPECUHATI TUYECKUMHU
XOJIMHEPIMUECKMMH HEPBHBIMU OKOHYAHUSMHU U TIOTJIONIEHUE KIIETKOM ToKcUHa. Jlerkas
1eTlb, KaK MOJIaraloT, OTBETCTBEHHA 3a TOKCUUecKue 3 (HeKThl, JEUCTBYS KaK IUHK-
SHJOTENTUAA3a U PACIICTUISAS ONpee/IeHHbIe OSNIKU, OTBETCTBEHHBIE 32 MEeMOpaHHOE
cmusinre (SNARE xkomriekc) (cM. Harpumep, Montecucco C., Shiavo G., Rosetto O: The
mechanism of action of tetanus and botulinum neurotoxins. Arch Toxicol. 1996; 18 (Suppl.): 342-
354)). Hapymas nmpouecc MeMOpaHHOTO CIIMSIHUS B IIpeeiax KJIETOK, O0TYJIOTOKCUHBI
MPENOTBPAIIAIOT BICBOOOXKICHHE AlIETUIIXOJIMHA B CHHATITUYECKOM 1mied. [TomHbii ad ekt
OOTYJIOTOKCHHA B HEPBHO-MBIIIEYHOM TIEepeayue NOJKEH IPEPBATh HEPBHO-MBIILIEUHYIO
nepenavy v B IEUCTBUTEIIbHOCTHU IEHEPBUPOBATH MBIIIIBI. Y OOTYJIOTOKCUHA TAK)KE UMEETCS
AKTUBHOCTH B APYTHX NMEPUPEPUIECKUX XOTMHEPTMUECKUX CHHAICAX, BHI3BIBAIOIIAS
YMEHBUIEHUE CITIOHOOT/IEIEHUSI UM TOTOOTAETIEHUSI.

Kaxxap1it cepoTun 60TYJIMHOBOTO TOKCUMHA CBS3aH C CEPOTUIIOM OIPEIETICHHBIM
KJIETOYHBIM PELEeNTOPOM Ha IMPECUHATITUYECKOM HEPBHOM OKOHYaHUH. CrieupuIHOCTh
OOTYJIOTOKCHHA ISl XOJIMHEPTUYECKUX HEMPOHOB OCHOBAHA HAa BBICOKOM CPOJICTBE TSXKEIION
LETIY K KJIETOYHBIM pelenTopaM 3TUX HepBHbIX okoHuaHui (Ceblika: Katsekas S.,
Gremminlon G., Pich E.V.: Nerve terminal proteins; to fuse to leam. Transneuro Science; 1994;
17: 368-379).

HecmoTps Ha ero Tokcudeckue 3pPeKThl, KOMIUIEKC OOTYIMHOBOTO TOKCHHA
UCIIOJI30BAJIM KaK T€PAeBTUUECKOE CPEICTBO IS JIEUEHUS] OOJIBIIIOTO KOJIUUECTBA
3a0oneBanui. [Ipumenenue y moaelt cepotumna A O0TYJIMHOBOTO TOKCUHA OJOOPHUIIN B
Coemunennbix ratax B 1989 r. mist neyenust crpabuszma, 6inedapocnaszma u Apyrux
HapyLIEHUH. DTO KOMMEPUECKH JOCTYITHO B BUJIe OEIKOBOTO KOMILIEKCa OOTYJIMHOBOTO
TOKCHHA A, HanpuMep, noJ ToproBeiM HaumeHoBaHrueM BOTOX (Allergan Inc) wim non
toproBbiM HauMeHoBaHUeM DYSPORT (Ipsen Ltd). [ly1s1 TepaneBTUUECKOTrO MPUMEHEHUS
KOMIIJIEKC BBOJIMJIM HEIIOCPEACTBEHHO B MBIIIY, KOTOPYIO CleayeT Jeuntsb. [1pu
duznonornueckoM pH TOKCHUH BBICBOOOXKAAETCS U3 OETKOBOTO KOMIUIEKCA, YTO 1aeT
XKenaTenbHbIN papMmakonorndyeckuii a¢dext. JlericTBue 60TYIOTOKCHHA TOIBKO BPEMEHHOE,
10 3TOM MPUYMHE MOXKET MOTPEOOBATHCS MOBTOPHOE BBe/IeHUE OOTYIOTOKCHUHA TSI
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ToJyIepKaHus TepaneBThIecKoro agdekra. Bo MHOTHX cIydasiX yCTOMYMBOCTD K
OOTYJIOTOKCHHY HAOJII0AaJ1ach MOCTIE TOBTOPHOTO BBEICHUS KOMILJIEKca Oenka
OOTYIOTOKCHHA. Y MalMEHTOB Pa3BUBAIMCH COOTBETCTBYIOIIME YPOBHU HEUTPAIU3YIOIITUX
AHTUTEJ, HAITPABJICHHBIX IIPOTUB HEMPOTOKCUIECKOTO KOMITOHEHTA U OJIOKMPOBAHUS €r0
aktuBHOCTH (GOschel H, Wohlfarth K, Frevert J, Dengler R, Bigalke H. (1997) Exp Neurol. 1997
Sep; 147(1):96-102). B pe3ynbTaTte Tepanus KOMILIEKCOM OOTYJIOTOKCHHA CTAHOBUJIACH HE

3 GEKTUBHOM 71 YIIOMSHYTBIX MAaMEHTOB (MCIIOIB3YIOIIUX, HarpuMep, Botox

w Dysport). [Tocnenyroriee mpumMeHeHre TpernapaToB O0TYJIOTOKCUHA, TAKUX Kak Botox
uu Dysport, HeapdexkTuBHO. TUTP aHTUTENT MOKET CHUZUTHCS, €CITU JIEYEHHE KOMIUJIEKCAMU
Oenka OOTYJIOTOKCHMHA MPUOCTaHOBIIeHO. OTHAKO MEePUO]T BPEMEHH, B TEUCHUE KOTOPOT'O
JIOJIKHO OBITH IMMPHOCTAHOBJICHO JICUCHHE, MOXKET OBITh IMPOIOJDKUTEIBHBIM (CM., HAITpUMED,
Dressier D, Bigalke H (2002) Botulinum toxin antibody titres after cessation of botulinum toxin
therapy. Mov Disord 17:170-173).

IlepBoHAUYAIBHO YCTOMYMBOCTH K KOMILJIEKCY OOTYJIOTOKCHHA CUMTAIIM PEIKOH.
ITocnemyromme cooOIIEHUS TO3BOIMIIN MPEAOIOKUTH YaCTOTY MPUOIU3UTEIBLHO 5%
He3(pGHEKTUBHOCTH JICUEHHSI, BBI3BAHHOT'O AaHTUTEIAMM ITPH TEPaAIMU OOTYJIOTOKCHHOM
MaMEHTOB MpH JedeHuu nepBukaibHon auctonuu (Cepuika: Kessler KR, Skutta M, Benecke
R., Long-term treatment of cervical dystonia with botulinum toxin A: efficacy, safety, and
antibody frequency. German Dystonia Study Group. J Neurol. 1999 Apr; 246(4):265-74). 910
HaOII0/IeHre ObIJIO OCHOBAHO HA PETPOCHEKTUBHBIX MCCIIEIOBAHUSIX MAIMEHTOB B
eIMHCTBEHHOM MecTe. HemaBHO, 0JTHAKO, COOOIIMIIM O HAMHOT'O OOJIbIIEH YaCTOTE CIIyJyaes,
MIpeIoaras, 4To 3To Npuoanu3uTeabHO 20% NMPOJICYCHHBIX CYOBEKTOB, KOTOPBIX 3TO
3aTponyno (Cebuika: The Muscular Nerve May 2004, p. 630). Boo0611ie, monarator, 4To pUck
BBI3BAHHOI'O aHTUTEIaMHU HEOIAronpusITHOTO UCXOAa Tepallui yOeIUuTeIbHO KOPPEIUPYET C
BBE/ICHHOM €IMHCTBEHHOM /10301 OOTYJIOTOKCHHA.

IMonararoT, 4To OGENKH, COIepKAIIMECS B KOMILJIEKCE, MOTYT YCUJIMBATh UMMYHHBIN OTBET.
HpyruMm pakTOpoM pUCKA BBI3BAHHOTO aHTUTEIAMU HEOIArONPUATHOTO UCXOa TepaIin
OOTYJIOTOKCUHOM SIBJISIETCSI MHTEPBAJ MEXIAY UHBEKIMSIMU, TO €CTh HHTEPBAJT MEXTY
nocreayrouiei cepueit uHbeku. [loaToMy 00111Iel TPaKTUKOM SIBJISETCS BBEICHUE
OOTYJIOTOKCMHA TOJILKO pa3 B TPU MecsIa, YTOObI CHU3UTh PUCK 0Opa30BaHUS AHTUTEI.
[TammeHTOB, Yy KOTOPBIX 3P dEeKT BBEICHUS OOTYJIMHA 3aKaHIUBACTCS PaHbIIE, MOXKHO
JICYUTH TIEPOPATBHBIMU (DOpPMaMH JIEKAPCTBEHHBIX CPe/ICTB. DPHEKTUBHOCTh TAKUX
MepopaIbHBIX JIEKAPCTBEHHBIX CPEJICTB, OJTHAKO, OTPAHUYCHA.

Jpyroit HeOmaronpusaTHbIN 3()(PEKT KOMIITIEKCOB OeIka OOTYJIOTOKCHHA - €0 MECTHOE
WA CUCTEMHOE PACIIPOCTPAHEHHE ITOCIIe MHBEKIUM B MBIIIIBI-MHUIIIEHH. DJIEKTPOMUOT padust
KaXXJ10ro otaeabHoro BojiokHa (SF-EMG) nokaszaia yBeluueHue KojaeOaHuii B MBIIIIAX,
yIAJEHHBIX OT MecTa uHbeKuuu. Hanpumep (Alny et al., 1988 (Alny R.K., Aminoff M.J., Gelb
D.J., Lowenstein D.H.: Myomuscular effects distant from the site of botulinum neurotoxin
injection. Neurology 1988; 38: 1780-1783), moka3aHo, 4TO Yy MALMEHTOB, KOTOPBIX JICUWIIH,
Jierasi UHbEKIMM B MBIIIIBI IIEU, YBEITUUUIUCH KOJIEOAHUS U TUIOTHOCTh BOJIOKOH B MBIIIIIAX,
yAAJIEHHBIX OT MECTAa UHBEKIMU. DTU PACCTPONCTBA BO3BPAILIAIOTCS K HOpME
MPUOJIM3UTEIIFHO YePe3 TPU-IIIECTh MecsIeB. JpyrumM mpu3HakoM CUCTEMHOTO
pacnpocTpaHeHust 00TYJIOTOKCHHA TTOCTIE MECTHOW MHBEKIUHU SIBJISIETCS BOSHUKHOBEHUE
W3MEHEHUHN cepAeUHO-COCYUCTHIX pedhiekcoB 1 KpoBsiHoro aapienus. (Cebutka: Alny R.K.,
Aminoff M.J., Gelb D.J., Léwenstein D.H.: Myomuscular effects distant from the site of
botulinum neurotoxin injection. Neurology 1988; 38: 1780-1783)).

Y HEKOTOPBIX MAIMEHTOB BBEJICHUE TPOTEHMHOBOI'O KOMILIEKCAa OOTYJIOTOKCUHA B
OOJIBIIMX 103aX MOXKET BO3/ICHCTBOBATH HA MBIIIIIIBI, HE IIPEeIHA3HAUCHHBIC JIJIs JICUCHMUSI.
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Hanpumep, npu nedenun OiedapocnazMa mpoTEHHOBBIM KOMILJIEKCOM OOTYJIOTOKCHHA
pacnpoCTpaHEHHUE MOKET IMMOBPEIUTH MBILIIY, TOJAHUMAOIIYIO BEKO, BbI3BAB IITO3.

[ToaTOoMy HE TOJIBKO PUCK O0pa30BAHUS AHTUTEN, HO TAKXKE U PUCK CUCTEMHOTO
pacrpocTpaHeHus 3aCTABIISIOT BBOAUTH OOTYJIOTOKCUH B CPABHUTEIIBHO HU3KUX U, TAKUM
o6pasom, MeHee 3¢ eKTUBHBIX 103aX. ClleI0BaTEIbHO, BpauaM HACTOSITEIbHO
pekoMeH1yt0T BBoAUTh BOTOX miu DYSPORT He uvate, ueM pa3 B Tpy Mecsala. ITO
OTHOCHTCSI, B OCOOEHHOCTH, K MAllMEHTaM, KOTOPbIE HACTAUBAIOT Ha OOJIBIINX J03aX
OOTYJIMHOBOT'O TOKCHHA.

BBupay BhIIIEN3T0KEHHOTO, 0OBEKTOM U300PETEHUS SIBJISETCS TPEIOCTaBIICHUE JICUCHUS
MaUeHTaM, CTPAJAIOIIMM YIIOMSIHYThIMU HAPYILIEHUSIMU, KOTOPOE JIETAET BO3MOXKHbBIM
BBEJICHHUE MpernapaTa TepaneBTUIeCKOro 0OTYI0TOKCHHA Uepe3 6ojiee KOPOTKHUE UHTEPBAJIbI
W/WITY TIPU UCTIONIb30BAHUM CPABHUTENIHLHO 0OJIbIINX J03. Tak Kak mpenapaThl
TEPaNeBTUUECKOTO OOTYIOTOKCHUHA CIeIyeT MPUMEHSTh B OMPEIETICHHBIX TKAHSIX-MHUIIIEHSIX
(HampuMep, OPEIeICHHBIX MBIIILAX WM XKeJle3aX), BAXXHBIM TpeOOBaHUEM SIBIISIETCS TO,
YTOOBI €T0 PACIIPOCTPAHEHHE B COCETHIOI0 TKaHb ObLI0 orpaHudeHo. [locneqaum, HO He
MeHee BaXXHBIM TPEOOBAHHUEM SIBIISIETCSI CHU)KEHHAsI aHTUT€HHOCTh Tpenapara
TEparneBTUUECKOr0 0OTYIOTOKCHMHA. Takke 00BEKTOM U300peTeHUs SIBIISIETCsI oOecrieueHre
Ccroco0oB JieueHust 3a00JIeBaHUS, CBI3aHHOT'O CO CITA3MOM WJIM AUCTOHHUEN MBIIIIII,
MOJIXOJISAIIMM JIEKaPCTBEHHBIM CPEJICTBOM B PEKHUME TMOKUX W/WIIM YACThIX HMHTEPBAJIOB.
Jpyrum oO0beKTOM U300peTeHUs SBIISIETCSl 0OecIeueHe KOCMETHYECKOTO JICYSHUS C
IIPUMEHEHUEM JIEKAPCTBEHHOI'O CPEACTBA Yepe3 KOPOTKUE MHTEPBAJIBI CO CHUKEHHBIM
pUcKoM (POpPMUPOBAHMS AHTUTEN U/WIM CHUKEHHBIM CUCTEMHBIM PACIIPOCTPAHEHUEM.

CoOTBETCTBEHHO, HACTOSIIIIEe U300PETEHUE OTHOCUTCS K CIIOCO0Y JieueHUs 3a001eBaHUsI
WIN COCTOSIHUS, BBI3BAHHOTO WM CBSI3AHHOTO C TMIIEPAKTUBHOMN XOJIMHEPTUUECKOM
VMHHEPBALMEN MBI UM S9K30KPUHHBIX JKeJe3 MTALMUEHTAa, BKIIOYAOIIEMY BBEICHUE
KOMITO3UIMHU, BKITIOUAOIIeH 3pPeKTUBHOE KOIMYECTBO HEMPOTOKCUIECKOTO KOMITOHEHTA
TOKCMHOBOT0 KoMIuiekca Clostridium botulinum, KOMITO3ULIKH, JIMIIIEHHOM JIFOOOT0 APYyTroro
OEJIKOBOTO KOMIIOHEHTA TOKCMHOBOT0 KoMiIekca Clostridium botulinum, koraa (a) mamyeHT
SIBISIETCS YeJIOBEKOM, (b) KOMIO3UIMIO BBOJSAT UHBEKIMEN U (C) KOMIIO3UIUIO BBOJST B
MHTEpBAJIE MEHEE YEM TPU MECALA, UHTEPBAJI, BKIIFOUAIOLIUI IIEPBYIO TEPAIIUIO U BTOPYIO
TepaIuio, Koraa KoJIM4ecTBO, BBEACHHOE IPU BTOPOU Tepauu, MOXKET ObITh HUXKE, BbIIIE
WIM UIEHTUYHO KOJIMYECTBY, BBEACHHOMY IIPU IIEPBOI TEPAIIUH.

[TpumeuaTenbHO, YTO UAES HACTOSLIETO U300pETEHHUsI, KOTOPOE BKIIIOUAET BBEACHUE
HEHPOTOKCUYECKOT'O KOMIIOHEHTA KOMILIEKCa OOTYJIOTOKCHHA, B LIEJIOM, JIEJIA€T
BO3MOHBIM JIEUEHHUE JTF0O0T0 COCTOSIHUS, CBSI3AHHOTO C TMIIEPAKTUBHOMN XOJIMHEPTUYECKOM
WHHEpBALMEN MBILILBI WA 3K30KPUHHOM KeEJe3bl, I1€ HENPOTOKCUUYECKUI KOMITOHEHT
OJIOKMPYET CEeKpELHIO alleTUIXOJIMHA B CMHANTUYecKoM mend. [loatomy neuenue,
MpeAIaraéMoe B COOTBETCTBUM C HACTOSIIIIMM U300pETEHUEM, MOXKET ObITh HAITPABIIEHO HA
M000€e U3 CIEeYIONIUX TTOKa3aHuM, OOJBIITMHCTBO KOTOPBIX OMMCAHO MOAPOOHO B Dressler
D. (2000) (Botulinum Toxin Therapy. Thieme Verlag, Stuttgart, New York):

JUCTOHUS

KpaHUaJbHasl JUCTOHUS

oneapocmnazm

HWKHEUEITIOCTHAS TUCTOHUS

10 OTKPBITOYEITFOCTHOMY TUILY

I10 3aKPBITOYETIFOCTHOMY THITY

OpyKcU3m

cuHapom Meige
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S3bIYHAS TUCTOHUS
arpakcusi OTKPbITUSI BeKa

[epBUKAJIbHAS TUCTOHUS

HACUJILCTBEHHBINM HAKJIOH I'OJIOBBI BIIEpe
HACWJIbCTBEHHBIN HAKJIOH T'OJIOBBI Ha3aq
HACUJILCTBEHHBINM HAKIIOH T'OJIOBBI B CTOPOHY
KPUBOIIIEs

(apuHTeTbHAS JUCTOHUS

ropTaHHas TUCTOHUS

CHa3MaTUUYECKUI TUM AUCHOHUU/TIO TTPUBOISAIIEMY TUITY
CHa3MaTUUYECKUI TUM TUCHOHUU/TIO OTBOISIIEMY TUITY
CHa3MaTUYECKOE JUCITHOE

JTUCTOHUSI KOHEYHOCTHU

JMCTOHMS BEpPXHEN KOHEUYHOCTH

JTUCTOHMSI ITPU BBITIOJTHEHUU CIENU(UIECKUX 3a/1a4
IMUCYUI Cria3M

CYJIOpOTHd MY3bIKAHTA

Ca3M UI'PoKa B Toyib(

JTUCTOHMS HYDKHEW KOHEUHOCTHU

NpuBeieHUe Oeapa, OTBeleHue oeapa

KOJICHHOE crubaHue, KOJICHHOE pa3rubaHue
crubaHue JOAbDKKY, pa3rubaHue JTOIbIKKY
9KBUHOBapycHas aeopmanus

JTUCTOHMUSI CTOTIBI

CTPUAPHBIN TaJIel HOT'U

crubaHue najblia HOTH

BBITSDKEHHUE Majibla HOTH

oceBasl AUCTOHUS

MU3aHCKUN CUHIIPOM

OasieTHAs JUCTOHUSA

CerMEHTapHas IUCTOHUS

TeMUIMCTOHUS

reHepaJIM30BaHHAs TUCTOHUS

JnvcToHuu ripu Lubag

JTUCTOHMSI IPU KOPTUKOOA3AIBHOM IereHeEpaln
nvcToHuu ripu Lubag

OCTaTOYHAs IUCTOHUS

JTUCTOHMSI IPU CIIMHOLEPEOPaIbHOM aTaKCUU
auctonus mpu 0omne3nu [lapkuHcoHa

JUCTOHMS TPU 00JI€3HN XaHTUHITOHA

muctonust mpu 0ose3nu Hallervorden Spatz
JoTa-UHIYUUPOBAHHAS TUCKUHE3US/IOTAa-UHTyUPOBAHHAS TUCTOHUS
OCTaTOYHAs TUCKUHE3UsI/OCTaTOYHAS TUCTOHUS
MapOKCU3MAIIbHbIE TUCKUHE3UN/JUCTOHUN
KMHE3UOTeHHAs

HEKMHE3UOTEeHHAs

BbI3BAHHAS JIEUCTBUEM

HEOHBI MHUOKJIOHYC
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MHUOKJIOHYC
MHUOKHUMUS

PHUTHIHOCTD

T00pOKAYECTBEHHBIE MBIIIICUHBIC CITA3MbI
HACJICJICTBEHHBIN JPOXKAIIHNA TOA00POIOK
napaJiokcalibHasi aKTUBHOCTH )KEBATEITbHBIX MBIIIII
CITa3Mbl KEBATEIIbHBIX MBIIIII

rurepTpodudeckasi OpoHXUaIbHAS MUOTIATHUS
THITEPTPOQUS KEBATEITHHBIX MBIIIII]
nepenHeOobIIe0epLoBas runepTpodus

HUCTArM

OCHUJITIOTICHSI

CynpaHyKJIeapHBbIi Tapamd pUKcauu B3opa
SMUJIETICUS TTapUHAIbHAS HEMPEePhIBHAS
TIaHUpYeMast Oniepanys Ipyh CACTHUECKOM KPUBOIIIEE
napajiid OTBOISAIIEH MBIIIIBI TOJIOCOBOM CKJIAJIKH
yCTOMUMBAsT MyTallMOHHAST AUCHOHUS

TMChYHKIMS BEpXHET0 COUHKTEpA TIIOTKU
rpaHyJieMa TOJIOCOBOM CKITaJIKH

3avKaHNUe

cunapom Typerrta

MHUOKJIOHYC CPEITHETO yXa

3aIUTHOE CMBIKAHUE TOJIOCOBOM IIENN
MOCTJIAPUHTIKTOMHYECKOE HApYIIICHUE PeUr
3AIUTHBIN MITO3

3aBOPOT BEK

mucynknus chuakTepa Oauu

TriceBIoaxasasus

HeaxaJjasuitHoe 330(aruaabHOE PAcCCTPONCTBO MOTOPUKH

BarvHU3M
MOCIIeoTepalliOHHAsT HEMOABKHOCTh
TpeEMop

TUChYHKIMS MOYEBOTO TTY3bIPS]
acuHeprusi cuHKTEepa IeTpy30pa
cra3M cUHKTEpa MOYEBOTO ITy3bIPS]
ruMudacUanTbHbIN CIIa3M
TMICKMHE3UM PEMHHEPBALUU
KOCMETHUECKOE UCTIONb30BAHHUE
«T'YCHHBIE JIATIKH»

HaXMYpPEHHBIH J100

ACUMMETPUH JIIA

SIMKW TTIOJI0OPOOUHOM MBIIIIIBI
CHHJIPOM 3aCTBIBIIIETO YeTOBEKa
CTOJIOHSIK

TUITEPILIA3Us TPOCTATHI

JIeUeHHE OKUPEHUS

JETCKUI epeOpalibHbIN mapaiud
KOcorJjasue
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CMEIlIaHHOE
napajuTUIecKoe

COIPY’KECTBEHHOE

MOCJIe OTepalU MPU OTCIONKE CeTYATKHU
MOCIIe OTepalyy yIaJIeHUs KaTapaKThl

npu adakuu

MHO3UTHOE KOCOTJIa3Ue

MHOIIATUUECKOE KOCOIIa3ue
JTMCCOLIMUPOBAHHOE BEPTUKATIBLHOE OTKJIOHEHHE
KaK JIOTIOJIHEHUE K XUPYPrUU KOCOTJIa3usl
CXOJIsI1Ieecss KOCOTia3ue

pacxomsieecs: Kocorjiazue

axaasust

aHaJbHbIE TPEIIMHBI

9K30KpUHHASI TUNepYHKUIMUS Kee3bl
cuHapom Frey

CUHJIPOM KPOKOJUJIOBBIX CJIE3
TUIEPTUIPO3

MOIMBIIICYHBIN

JJaJOHHBIN

[1OIOILIBEHHBIN

puUHOpest

OTHOCHUTEJIbHAS TUTIEPCATTUBALMS

MIPU UHCYJIHTE

nipu 0ose3nu [lapkuHcoHa

pu OOKOBOM aMHUOTPO(PHUECKOM CKIIEPO3e
CHACTUYECKHE COCTOSTHUS

pH SHIEeDATUTE U MUETTUTE
AyTOMMMYHHBIE TTPOLIECCHI

paccesHHBIN CKIIepOo3

MOIEPEYHbIE MUEIIUTHI

cuHpom Devic

BUPYCHBIE MHPEKIIU

OakTepHaTbHbIE MHPEKIMU

napasutrapHble UH(pEeKIun

MHKO3bI

IIPY HACJIEICTBEHHOM CIACTUYECKOM Maparnapese
MOCTANOIIEKTUYECKUI CUHIPOM

UHGAPKT MMOJTyIIAPHiA

UH(GAPKT CTBOJIA MO3Ta

MH(}APKT CIIMHHOTO MO3Ta

MpY TPaBME LEHTPATIbHON HEPBHOM CUCTEMBI
[opak€eHue MoJIymapuin

MOpa’X€HHE CIIMHHOTO MO3ra

MOBPEXAEHUE CTBOJIA MO3ra

[IPYU KPOBOMUBJIMSHUU LEHTPATIbHON HEPBHOMN CUCTEMBI

KPOBOU3JIUSHUE B MO3T
cybapaxHOMIATIbHOE KPOBOU3IUSIHHUE
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cyOaypaibHOE KPOBOU3IUSIHUE

KPOBOM3JIUSIHUE B CIIMHHON MO3T

MIPU HEOTLIIA3USIX

OITYXOJIU IOy Pyt

OIyXOJIM CTBOJIA TOJIOBHOT'O MO3ra

OIyXOJIM CIMHHOT'O MO3ra

BoTynoTtokcun noiy4arT, HalpuMep, MyTeM KyJIbTUBUpOBaHUs OakTepuit Clostridium.
[TpennoutuTensHON pa3HOBUAHOCTBIO Clostridium COTIACHO HACTOSIIEMY U300PETEHUIO
apisietcss Clostridium botulinum. OIHAKO Ba)XHO OTMETUTh, YTO HEUPOTOKCUUYECKUI
KOMITOHEHT MOXHO MOJIYYUTh U3 JTIOOBIX IPYTUX PA3HOBUAHOCTEN OAKTEPHIA, TPU YCIOBUH,
YTO 3TO (GYHKUMOHATbHBIN TOMOJIOT HEMPOTOKCUYECKOTO KOMITOHEHTA, TTOJIYYEHHOTO
u3 Clostridium botulinum. Kommo3unus, ucnoab3yemasi B Crioco0ax HaCTOSIIETO
u300peTeHust, OyeT Bceraa colepkaTh HEMPOTOKCUUECKUM KOMITOHEHT, JIMIIEHHbIA KaKUX-
60 6enkoB Clostridium botulinum. OnHaKO, TPOU3BO/ISI HEHPOTOKCUUECKHUI KOMITOHEHT,
TOKCHH MOHO BBIICTIUTh U3 OAKTEepUl KaK KOMILIEKC, COJIEPKAIIUI HEWPOTOKCUYECKUI
KOMITOHEHT, TO €CTh O€JIOK, OTBETCTBEHHBbII 32 TOKCUYECKOE JICHCTBUE y JIIO/IEH, a TaKXKe
Ipyrue 6akTepraibHble 6enku. BriociaencTBuu HEMPOTOKCUUECKUN KOMITOHEHT MOYXHO
OYUCTUTH OT TOKCMHOBOTO KOMIUIEKCA. T€pMUHBI "TOKCMHOBBINM KOMIUIEKC" WK "KOMILIEKC
OOTYIOTOKCHHA" UM "KOMILIEKC OOTYIIOHEHPOTOKCHHA" 03HAYAIOT, UTO OHU SIBIISTIOTCS
B3aMMO3AMEHSIEMBIMU U OTHOCSTCSI K KOMILJIEKCY C BBICOKMM MOJIEKYJISIPHBIM BECOM,
BKJTIOYAIOIIEMY HEMPOTOKCUUECKUIM KOMIIOHEHT Npubm3utenbHo 150 ka u, kpoMe ToroO,
HETOKCUYHBIe Oenku Clostridium botulinum, BKIroUas reMarriloTUHUH U OeJIKU
HeremarrroTuHUHA (Sakaguchi 1983; Sugiyama 1980).

Hacrosiuee nzobpereHue mpeaycMaTpyUBaeT JIeYeHUE MAMEHTOB, Xa pPaKTEPU3YIOIIUXCS
HaMuueM 3a00JIeBaHUsl, CBI3aHHOTO C TUIIEPAKTUBHON XOJIMHEPTMUECKOM UHHEpBaIuen
MBI WJIA 5K30KPUHHBIX kKeje3. TepMUH "MauuMeHT" OTHOCUTCS K ITaqMeHTaM, KOTOpbIE
HUKOT/Ia HE MOABEPraIich BO3EHCTBUIO OOTYIIOTOKCHHA, a TAKXKE U K ALMEHTaM, KOTOPBIX
MOJIBEprajivi BO3IEHCTBUIO OOTYJIOTOKCHMHA. Y MOCIEIHEN IPYHIIbl MALMEHTOB, BO3MOXHO,
00pa30BalIUCh AHTUTENA, HATIPABJICHHBIE IPOTUB KOMILIEKCAa OOTYJIOTOKCUHA WJIH €ro
KOMIIOHEHTOB. Takue aHTUTeNa MOTYT ObITh HEUTPAIU3YIOIIMMU AHTUTEIIAMHU.
ITperMy1iecTBEHHO, y MAMEHTOB HET TUTPA aHTUTEN BhIlle 7 MEN, B 0COOEHHOCTH, TUTpa
HEUTpaAIM3YIOIMX aHTUTeN Bhilie 7 MEa. TepMuH "TUTp aHTUTEN HE BBILIE..." O3HAYAET
Menblie yem 7 MEn, Hanpumep, ot 1 MEn no 6 MEg wim ot 0,01 MEx no 1 mEn.

TepmuH "runepakTUBHAS XOJIMHEPTUUECKAsi MHHEPBALUA' OTHOCUTCS K CUHAICY,
KOTOPBII XapaKTepU3yeTcs HEOOBIYHO BBICOKUM KOJIMYECTBOM BBICBOOOKIEHUS
AlETUIIXOJIMHA B CHHAIITUYECKYIO 111eJ1b. "HeoObIYHO BBICOKO" OTHOCUTCS K YBEIMYECHUIO
110 25%, no 50% wnu 60bllle OTHOCUTEIFHO aKTUBHOCTH, KOTOPYIO MOKHO MOJIYyUUTh,
CpaBHMBAsI, HAIIPUMED, BBICBOOOKIEHUE C TEM K€ IMAPAMETPOM B CHHAIICE TOTO K€ TUIa, HO
HE HAXOJSIIEMCS B TUIIEPAKTUBHOM COCTOSIHUM, IIPU KOTOPOM JIMCTOHMS MBILILBI MOXKET
OBITh MMOKA3aTENIEM TUIIEPAKTUBHOT'O COCTOSIHUS. «Jl0 25%» 03HavaeT, HalpuMmep,
MPUOIU3UTENBHO OT 1% 10 mpubau3nuTenbHO 25%. CriocoObl BBITOIHEHUST HEOOXOAUMBIX
WU3MEPEHUI U3BECTHBI B YPOBHE TEXHUKH.

TepmuH "pUOIM3UTEIBLHO" B KOHTEKCTE HACTOSIIIET0 U300peTeHUs O3HAYAET
"MIpUOIU3UTENBHO" UK "0KOJI0". B KOHTEKCTEe YMCITOBBIX 3HAUCHMUI, HE TIepeaaBasi CTporoe
YUCIIOBOE ONPEAEIIEHNE, TEPMUH MOXKHO PACCMOTPETH ISl OLIEHKU 3HAUYEHHUsI, KOTOPOE
coctaBisieT +10% OT 3Ha4YECHUA WM YKA3aHHOTO JUara3oHa.

TepMmuHBI "HEUPOTOKCUUECKMI KOMIIOHEHT" UJIM "KOMITOHEHT HEMPOTOKCHUHA" B
KOHTEKCTE OIMMCAHUS OTHOCUTCS K MOATPYIIIe KOMIUIEKCa OOTYJIOTOKCHHA, KOTOPBIN UMEET

Crp.: 10
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HEWPOTOKCUYECKYIO AKTUBHOCTh U MOJIEKYJISIPHYIO Maccy nmpuoimsuTenbHo 150 kJla mis
ceporuria A. TepMuH "HEMPOTOKCUYECKUN KOMITOHEHT" TaK)Xe BKIIIOUYAeT (YHKIMOHATIbHBIC
TOMOJIOTH, OOHapy)KeHHbIe B Apyrux ceporumnax Clostridium botulinum. B
MPEANOYTUTEIbHOM BOIUIOIIEHUU HACTOSIIETO0 U300 PETeHUSI HEHPOTOKCUYECKUI KOMITOHEHT
muiieH aroboro apyroro 6enka C. botulinum, xenaTensHo Takke 1 PHK, morennuansHo
CBSI3AHHOW C HEMPOTOKCUYECKUM KOMIOHEHTOM. HelipoTOKCMUeCKnii KOMITOHEHT MOKET
OBITH OJHOINEIIOUYEYHBIM OEITKOM-TIPEIIECTBEHHUKOM TTpubmsutenbHo 150 x/la vm
MPOTEOIUTUUECKH 00PaOOTaAHHBIM HEHPOTOKCUYECKUM KOMITOHEHTOM, BKJIIOUAIOIIMM
nerkyto nens (L) mpubnausutenspHo 50 x/a u tsoxenyro uens (H,) npubmusurensro 100 x/a,
KOTOpBIE MOT'YT OBITh CBSI3aHbI OJTHUM WM OoJiee TUCYIb(UIHBIMU MOCTUKAMU (11 0030pa
cM. HampuMep, Simpson LL, Ann Rev Pharmacol Toxicol. 2004; 44:167-93). CrieriiaiucTsl B
JAHHOM obyacTu OyyT NPUHUMATH BO BHUMAHME, UTO MOJIHASL OMOJIOTHYecKast AKTUBHOCTD
JIOCTUTHYTA TOJIBKO MOCIIE MPOTEOJIMTUYECKON aKTUBALMU, AK€ IIPU TOM, UTO,
MIPEANOIO0KUTETBHO, HEOOPAOOTAHHBIN MPEIIIECTBEHHUK MOXKET IPOSIBIIATH HEKOTOPBIE
ouosiornyeckue (yHKIUU UM OBITh YACTUYHO aKTUBHBIM. "buonoruueckas ak THBHOCTD"
OTHOCHUTCS K (a) 3aKpEIUICHUIO penenTopa, (b) MHTepHaIu3anuu, (¢) TpPAaHCIOKAUKU Yepe3
9HJ0COMAJIbHYI0O MEMOpPAHY B UUTO30J1b, U/UiH (d) 3HAOIPOTEOIUTUYECKOMY pacnay
OeNKOB, BOBJICYEHHBIX B CIIMSIHUE MEMOpPAHbl CHHAIITUYECKOT O My3bIpbKa. [IpoOsl in vitro
JUISL OLEHKHU OMOJIOTMUECKON AKTUBHOCTH BKIIIOUAIOT LDs o U1 MBI 1
remuauadgparmMaibHy0 MpoOy MBIIIH, Kak onrucaHo Pearce LB, Borodic GE, First ER,
MacCallum RD (1994) (Measurement of botulinum toxin activity: evaluation of the lethality
assay. Toxicol Appl Pharmacol 128: 69-77) and Dressler D, Lange M, Bigalke H (2005) (The
mouse diaphragm assay for detection of antibodies against botulinum toxin type B. Mov Disord
20:1617-1619).

Bbuonorunyeckass akTMBHOCTh OOBIYHO BhIpakaeTcs B MplmHbIX Enqununax (MEn). 1
MEn o3HauaeT KOJIMUECTBO HEMPOTOKCHUECKOTO KOMIIOHEHTA, KOTOPBIN yousaeT 50%
YKa3aHHOM MOIMYJISIUUU MBIIIEN [MOCTIE UHTPANIEPUTOHEATbHON UHBEKLMH, TO €CTh BBEACHUS
MbIU LDs BHyTpubprommuHo (Schantz & Kauter, 1978). Tepmunst "MExg" u "Enununa”
wi "En" sBnsitoTCs B3aMMo3aMeHsIeMbIMU. AJTbTEPHATUBHO, OMOJIOTMYECKasi aKTUBHOCTh
MOJKeT OBITh BhIpa’keHa B eIMHUIAX JieTaabHOM 1036l (LDEm)/Hr 6enka (To ecth
HEUPOTOKCUYECKOTO KOMITOHEHTA). TepmuH "MER" UCITONB3yIOT B HACTOSIIIIEM ONTMCAHUMU
B3auMo3aMeHsieMo ¢ TepmuHamu "Exn" wim "LDER".

TepmuH "3(pPeKTUBHOE KOJTUIECTBO" 03HAYAET KOJIUIECTBO HEUPOTOKCHUECKOTO
KOMIIOHEHTA, I10CJI€ BBEAEHUSI KOTOPOTO CUMIITOMBI 3a00JI€BAHUSI KCUE3AI0T YACTUUHO WU
MOJTHOCTHI0. D(DPEKTUBHOE KOIMUECTBO HAXOAUTCS, B IIEJIOM, B auariazone ot 1 go 2000
MEn, HO Takke MOXHO UCIOJIb30BaTh M 103bI 10 S000 MEn. Korja nauyeHTy crnemyer
BBOAUTH OOJIBIIIKE T103bI HEHPOTOKCUYECKOTO KOMIIOHEHTA, 3TO MOYKET OBIThH LIEIeCO00pa3HO
JUTSL ISTICHMS JIeueHUsl Ha OoJjiee ueM OJHY mpoleaypy. TepmuH "0ojee uem ojaHa mpoueaypa”
O3HAyaeT, HanpuMmep, 2, 3,4, 5, 6, 7, 8, 9 mpouenyp.

[TpennouturenbHO, YTOOBI HEHPOTOKCUYECKUI KOMITOHEHT, MPUMEHSIEMBbII B CITOCO0AX
10 HACTOSIIIEMY U300peTeHHI0, ObLT ouMIlleH OT KyJIbTyphl C. botulinum. CiocoObl ajist
KyJbTuBHpoBaHus C. botulinum ¥ OYMCTKA TOKCHHOBOT'O KOMILIEKCA ObLIA OIUCAHBI B
YPOBHE TEXHUKH, pacCCMOTPEeHHOM B (Schantz & Kauter, 1978. Microbiological methods.
Standardized assay for Clostridium botulinum neurotoxins. J Assoc Off Anal Chem 1978; 61(1):
96-99). HelipoTokcrn4eckuiit KOMIIOHEHT MOeT ObITh ounnieH oT C. Botulinum o cyiecTsy,
Kak onucaHo B cnocobe DasGupta & Sathyamoorthy (DasGupta BR, Sathyamoorthy V.
Purification and amino acid composition of type A botulinum neurotoxin. Toxicon. 1984; 22(3):
415-24). C stoit uenpto Clostridium botulinum Tuna A KyJ1bTUBUpPOBaJu, Hampumep, B 20 [
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OMOpeaKTope B MUTATEIBLHOM Ccpefie, COCTOosIIIel U3 2% NenToHa MpoTeo3sbl, 1% 3KCcTpakTa
npoxokert, 1% riaoko3sl U 0,05% turiavukosnara HaTpus. [locne pocta B TeueHue 72 yacoB
TOKCHH OCakJasu, 1o0asisis 3N cepHoii KUCTOThI (okoHuaTenbHbl pH 3,5). OcaxaeHHyro u
HeHTPUPYTUPOBAHHYIO OMOMAacCy U3BJIeKasu ¢ oMolibio 0,2M dochaTHO-HATPUEBOTO
oydepa mpu pH 6,0. ITocre ynaneHuss HyKIEMHOBBIX KMCIOT OCaXKICHHEM CyIb(aTom
MPOTaMHUHA, TOKCUH MPEUUIUTUPOBAIIH, T00aBsis cyab(aT ammonus. Ocagok, KOTOPBIi
pactBopwiv U quanuszupoBau rpu 50 MM docdata mHatpus u pH 6,0, cBsizanu ¢
kosioHkoit DEAE-Sephadex® mnipu Tom xe pH u amrouposaiu co 150 MM NaCl. 3to
COMPOBOXKAATIOCH XpoMaTorpadueti Ha KoloHke QAE-Sephadex®, koTopast ObLia
ypaBHoBemeHa 50 MM Tris/HC1 6ydepom pH 7,9. TokcuH a:moupoBaiy yepes

rpaaueHT NaCl. Ha mocnmeqHeit craauu TOKCHH XpoMaTorpagupoBaIi ¢ MoMolpo SP-
SEPHADEX® nipu pH 7,0. B 3TOM ciiy4ae CBSI3aHHBIA TOKCUH 3TIOUPOBAJIN U3 KOJIOHKH,
ucnonb3ys rpaaveHT NaCl (0-300 MM). OunilieHHBII TOKCUH TPOAHATIM3UPOBAIIH C
MoMoIIbIo 31eKTpodope3a SDS-nomakpunamMuaabiM refieM (SDS-PAGE), u B nienmom oH
JIEMOHCTPUPYET YUCTOTY 95+5%.

BoTynoHelpoTOKCUHBI, B 0OCOOEHHOCTH TOKCUHOBBIN KOMILIEKC, OMMCAHHBIN BbIIIE, ObLIH
paHee OTHECEHBI K CEMH CEPOJIOTHYecKH pa3nuunbiM TuiiaM A, B, C, D, E, Fu G. B
MOCJIETHUE TO/IbI OB UIEHTUDUIMPOBAHBI pa3iuuHble Ipymnmbl A-(Al u A2) u C-
cepotunoB (C1 u C2). 3nech 3TH IPYyNIbI ONMPEALISIOTCS KaK "MOATUIIBL" .

Hefliporokcuueckuii KOMITOHEHT CEpPOTUIIA A KOMMEPUYECKHU JOCTYIIEH 101 TOPTOBOM
Mapkoit XEOMIN npousBojacTtBa Merz Pharmaceuticals B KOMIIO3ULIUY, JTUIIIEHHOM JTFOOBIX
Ipyrux 6e1koB ToKkcuHOBOTO KoMruiekca Clostridium botulinum.

AJNbTEepHATUBHO, HEWPOTOKCUYECKUI KOMIIOHEHT, UCIIOJIb3YEMBIi1 B CI1ocO0ax
HACTOSIIIETO N300pETEHUs, MOKET ObITh MPOU3BEACH PEKOMOMHAHTHON T€HHOM
skcnpeccret. C 3TOM LEeNIbI0 OTKPHITASI pAMKA CUUTBIBAHUS, KOAUPYIOLIAS
HEHPOTOKCUYECKUI KOMITOHEHT UJIM €r0 MYTaHT, MOKET ObITh KJIOHUPOBAHA B BEKTOP,
MPUCTIOCOOJIEHHBIN K TEHHOMN KCITPECCUU B KileTKe-x03simHe. Cr1iocoObl peKOMOMHAHTHOM
TEHHOM 2KCIPECCUM U OETKOBOM OUYUCTKHU U3BECTHBI OMBITHBIM B JJAHHOMW 00J1aCTH
CHELUAIUCTAM.

PexoMOuHaHTHas MOJIeKyJIa HYKJIEMHOBOM KUCIIOTHI, KOJUPYIOIIas HEMPOTOKCUYECKUM
KOMIIOHEHT, MOXET OBITh MOJIYyUYeHA U3 U3BECTHOM MOCIE10BATEIbHOCTU HYKIIEMHOBOMN
KHUCJIOTBI UJIM MOKET ObITh IOBTOPHO OOBEAMHEHA U3 ABYX WM 00JI€e U3BECTHBIX
MOCJIEeI0BATEIbHOCTEN PEKOMOMHAHTHBIMU CIIOCOOAMU UITM XUMUYECKUM CUHTE30M.
[TpriMepoM peKOMOMHAHTHOTO HEMPOTOKCUUECKOTO KOMIIOHEHTA SIBJISIETCSI MOJIEKYJIA,
00pa30BaHHAas CIUSHUEM, HATIPUMED, JIETKOM LIETIM IEPBOTO CEPOTHUIIA C TSHKETIOH LENbIO
BTOPOI'O CEPOTUIIA HEHPOTOKCUUECKOIO KOMIIOHEHTA. [IpUMEPOM XMMUYECKOTO CUHTE3a
SABJISIETCS XMMUYECKHUI CUHTE3 BCEr0 HEMPOTOKCUYECKOIO KOMIIOHEHTA.

Taxke BKITIOYEHBI TeHETUYECKH MOIU(PHUIUPOBAHHBIE HEHPOTOKCUUYECKHE KOMITOHEHTHI,
conepxamue 1, 2,3,4,5,6,7,8,9, 10 wm 1o 20 MyTauuii aMMHOKHUCTIOTBI. MyTanus MOXeT
OBITh 3aMEHOM, BCTaBKOW WiH Aenenreit. [TpeamnoyturenbHo, MyTalys He CTABUT IO YTPO3y
HU OJIHY U3 OMOJIOTUYECKUX aKTUBHOCTEMN, YKa3aHHBIX BbIlIe. OHAKO TaKKe
MPEAYCMOTPEHO UCIIOJIb30BAHUE MYTAIUKU JJISI MOJIyIMPOBAHUSI OMOJIOTUYECKON aKTUBHOCTHU
HEWPOTOKCUYECKOTO KOMITOHEHTA.

Taxske BKIIOUEHBI HEMPOTOKCUUECKHUE KOMIIOHEHTHI OOTYJIOTOKCUHOB, COJEPKAIINX
XUMUYECKU U3MEHEHHBIE AMUHOKUCIIOTBI, HAIIPUMED, OJIHY UK 00Jiee aMUHOKUCIIOT,
KOTOPBIE SBIISIFOTCS TJIMKO3UIMPOBAHHBIMH, AlleTUIIMPOBAHHBIMU WIIM MOIU(GUIUPOBAHHBIMU
MHAue, YTO MOXKET OBITh eIeCOO0PA3HO ISl MOTJIOIICHUS WU CTaOUIIbHOCTH TOKCHHA.
Oco0eHHO TpeAnoUTUTEIbHA JIUIMUIU3ALUS HEHPOTOKCUIECKOTO KOMITOHEHTA.
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Mouduiupyromye OCTATKH MOKHO JOOaBUTh K HEHPOTOKCUYECKOMY KOMITOHEHTY,
HaIpUMep, OCPEACTBOM (PepMEHTATUBHOM PEAKLMHU /71 Vitro WU TIPU UCTIOIb30BaHUU
aJIEKBATHBIX XUMUYECKUX YCIOBUHN peakiuuu. AJTbTEepHATUBHO, U3MEHEHHE (PepMEHTATUBHBIX
GyHKIMI MOKHO 00ECHEUUTD in trans SKCIpeccuel pepMeHTa B KIIETKe-XO35UHE.

[Tpumenenue cnocoba, ONMUCAHHOTO BBIIIIE, TO3BOISET 3HAUUTEILHO YBEIUYUBATH
YaCTOTY JICYCHMUsI, HE BbI3bIBAsSI 0Opa30BaHUs HEUTPAJIU3YIOIIMX aHTUTEI, HATPABJICHHBIX
MPOTUB HEUPOTOKCUYECKOTO KOMIIOHEHTA. B 3TOM OTHOIIEHUM CIIEAYyEeT OTMETUTD, UTO J10
HACTOSIIIErO U300pETEHUS] U3BECTHBIE PEXKUMBI JIEYEHUSI CTPOTO U30eraau BBEACHUS
OOTYJIOTOKCHHA B MHTEpPBAJaX MEHee YeM TPH Mecsla, Tak Kak 0oJiee 4acToe BBEICHUE
OOTYJIOTOKCHHA, KaK CUMTAIIH, YBEIMYMBAIIO BEPOSITHOCTh CTUMYJIUPOBAHUS UMMYHHOTO
OTBETA y MaLKEHTa, KOTOPOro jJeuniv. [Ipumepsl pacKkpbUIM NOATBEPKICHUE MTOHSTHS, YTO
UCIIOJIb30BAHUE HEMPOTOKCUUECKOTO KOMIIOHEHTa BMECTO KOMILJIEKCa OOTYI0TOKCUHA
MO3BOJISIET U30EKATh TAKUX ITPOOIIEM.

B npeanoututenbHOM BOILUIOLIEHUMH HACTOSIIETO U300peTEHMsI BTOpas poueaypa
JIEUEHUs BBITTOJIHEHA HAIISKAIIMM 00pa3oM [iIs yiyuieHus 3¢dekTa nepBoii mpoueayphbl
JieueHusl. ITO MO3BOJUT Oosee 3((HEeKTUBHO BBOAUTH a/IEKBATHBIE JO3bl OOTYJIOTOKCUHA.
Hanpumep, B epBoit mpoueaype JIeYeHUs] MOKHO BBOJIUTH CYOONTUMAIIBHYIO 103y
HEUPOTOKCUYECKOTO KOMIOHeHTa. Eciu cumnToMbl 3a001€eBaHMs MAMEHTA HE OTBEYAIOT B
JIOCTATOYHOM CTEMEHH, BO BTOPOU UM MOCIEAYIONIEH Mpoueaype(ax) JEUeHUsI MOXKHO
BBOJIUTH OOJIbIIIEE KOJIMYECTBO HEMPOTOKCUUECKOTO KOMITOHEHTA. [103TOMY, C TOUKM 3peHUst
CHW)KEHUS PUCKA, CBSI3AHHOT'O CO CIIOCOOAMHU HACTOSIIIETO U300pETEHMS], HECKOJIBKO
MPOLEIYP JICYCHUS MOKHO MTPUMEHSITh, YTOOBI MPUOIU3UTHCS K ONITUMAJILHOM J03€,
HeoOxoaumon 11 3(hPEKTUBHOTO JICUCHUS MTAllMeHTA.

B cooTBeTcTBUM C HACTOSIIMM U300PETEHUEM, TIEPBYIO, BTOPYIO U MOCIEAYIOIIYIO
MIPOLEAYPY JIEUEHUSI MOKHO HAMETUTBD CITYCTS, 10 MEHBIIIEH Mepe, OJIUH JIEHb I10CIE
MpeabIAyLIen MPoUueaypsbl JieueHUs. TepMuH "CrycTs, 10 MEHbIIIEH MepE, OAUH JE€HBb IocIe"
O3Hayaer, Hanpumep, 1, 2, 3,4, 5,6, 7, 8,9 wm 10 nuert wm 1, 2, 3,4,5,6,7, 8,9, 10, 11
i 12 "Henenb. OgHAKO UIEeH HACTOSIIErO M300pETEHUs TAKKE MPETYCMOTPEHO, YTO
BTOPOE JICUEHUE HAMEYAIOT CITYCTS JIMIIb HECKOJIBKO YACOB MOCJIE NIEPBOT0 JICUECHHUS,
Harnpumep, uepes 2, 3, 4, 5, 6, 7 uinu 8 4acos.

B npearouTuTebHOM BOIUIOIIEHUH BTOPOE (ITOCIENYIOLIEE) JIEYEHUE BBIIIOJIHSIOT TOTAQ,
koraa 3¢ ¢GEeKTUBHOCTD MEPBOTO (MPEABIAYIIET0) JIEUeHUs] HAUMHAET CHIKAThCs. Takomn
PEXUM JIEUEHMSI TTO3BOJISAET JOCTUYD YCTOMYMBOIO KA4YECTBA JKU3HU IS ITALMEHTOB.

Onpenenenue napaMmerpa "yCTOMUMBOE KAYECTBO KM3HU'' MAIMEHTOB B BUJIE TpUMEpa
OITUCAHO Jajiee B OTHOIIEHUU OJTHOT'O COCTOSIHUSI, KOTOPOE JIEYaT COTJIACHO HACTOSILEMY
U300peTeHuIo, a UMEHHO, Oltehapoca3zma, Ha OCHOBE TaK Ha3bpiBaeMoro uHaekca BSDI
(Blepharospasm Disability Index). Muaexc BSDI - 3T0 onmpOCHMK 17151 CAMOOUEHKH, ITyTEM
UCCJIeI0BaHUS, YXYIIEHUS ONIPEIEICHHBIX TOBCEAHEBHBIX JEHCTBUI, 00ycnoBieHHoro BEB
Goertelmeyer R, Brinkmann S, Comes G, Delcker A, The Blepharospasm Disability Index
(BSDI) for the Assessment of Functional Health in Focal Dystonia, Clin. Neurophysiol. 2002;
113(1): S77-S78.

[TaumeHT q0KEH 3aMOHATh OMPOCHUK MPU KAXKIOM MOCEHIEHUH Bpadya. BonmpocHuk
BKJIFOYAET 6 BOMPOCOB 151 OLUEHKHU C MOMOIIBIO MIEPEYHS U3 S MYHKTOB (TO €CTh, 0-4 IMyHKTa
B BOIIPOCE) B JUana3oHe OT "HET yXyAlIeHus", "HEOO0IbI10e/yMEePEHHOE/TSKET0e
yXyameHue" 10 "yke HEeBO3MOXHO M3-3a MOETO 3a00j1eBaHus". ITO CIeayrome 6
BONIpocoB: "Boxaenue TpancnoptrHoro cpencrea”, "Urenue", "[IpocmoTtp Tenesuszopa’,
"Tloxymku", "Xonp0a" u "BeImoaHeHne TOBCETHEBHBIX JIeUCTBHI". B oTanume oT Ipyrux
(YHKIMOHATBHBIX OIMPOCHUKOB, KOTOPbIE UTHOPUPYIOT BHIUMCIIEHUE B CITydae
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HEMPUMEHUMBIX TeM, BSDI yuuTbIBa€T OTBET KaK «HE MPUMEHUMBbIN» JJISl IIATU TEM, 32
UCKITIOYeHHUEM TeMBI "BhImoiHeHre MOBCETHEBHBIX JICHCTBUN .

BSDI o3Hayaet, 4TO OLEHKY HE MPOMYIIEHHBIX BOIIPOCOB BBIUUCIISIN IYTEM CIOKECHUS
BCEX IPUMEHUMBIX BOIIPOCOB, & TAK)KE BOIIPOCOB, HA KOTOPbIE OTBETUJIU, U ITyTEM JICTICHUS
Ha KOJIMYECTBO BOIIPOCOB, HA KOTOPBIE OTBETHUIIU.

OmHako Takue mapaMeTpbl IeUCTBUTENbHBI JJIsI MHOTUX APYTUX 3a00JIeBaHUMN U
COCTOSIHUIA, KOTOPBIE OyIyT JIEUUTh B Mpeenax HACTOSIIEr0 U300 peTeHus, Halpumep,
OIPOCHUK IPHU KpaHUuouepBUKaabHOU quctoHur (CCDQ 24) niis nepBUKaIbHON
muctonud (Mueller J, Wissel J, Kemmler G, Bodner T, Poewe W, Quality of life in patients with
craniocervical dystonia: development of the CCDQ-24, Mov. Disord. 2000; 15(Suppl 3): 761, and
HRQL, by the Swedish Short Form 36 Health Survey Questionnaire (SF-36) for spasticity
(Welmer AK, von Arbin M, Widen Holmgqvist L, Sommerfeld DK, Spasticity and its association
with functioning and health-related quality of life 18 months after stroke, Cerebrovasc. Dis.
20006; 21 (4): 247-253).

ITpu xaxxa0l MOBTOPHON UHBEKLMU B ITPOLECCE JICUCHUS WM TIPU MOCIIEAHEM JICUCHUN
MaLUeHTa, pasHula Aggpy Mexny gaxkrruueckuM BSDI u ucxoausiM BSDI Bbruncsiercs
CJIEIYIOIIMM 00pa3oM:

Agspr= BSDI(baKT_ BSDII/ICXOZ{H

BSDI,; . oy OTIPENENSAIOT BO BpEMs IIEPBOTO IOCELIEHUS MALMEHTA [IJIsl JIEYEHUS] U IIEPELT
nepBoy UHBeKLMeN npenaparta. BSDI, ., ,; OPEAEISIOT IIOCIIE COOTBETCTBYIOLIEH
(IOBTOPHOM) MHBEKLMM ITperapaTa U yepes3 3 HeJleu I0Cle Hee, COOTBETCTBEHHO.

Ha ocHoBe oneHKU Ag g1, 3apETMCTPUPOBAHHON IIPU NIEPBOM JIEYEHUH, KAXKIOT'O
MaLMEeHTa OTHOCAT K OJJHOMY M3 TPEX YPOBHEH CIEeIYIOIMUM 00pa3oM:

Vposens 1 (ymepenHoe ynyuiienue): -1,00<Ag gp1<-0,65.

VYpoBeHb 2 (0TMeueHHoe yayuieHue):-1,35<Ag gp1<-1,00.

YpoBeHb 3 (MCUE3HOBEHUE IIPU3HAKOB U CUMIITOMOB): Aggpi<-1,35.

[MamuenT knaccuPpuUUpoBaH KaK peCOHIAEHT, TO €CTh, MAIMEHT JEMOHCTPUPYET
YCTOWYMBBIN YPOBEHb KA4eCTBA )KM3HU, ECIIM HU OJIHA U3 BBIYMCIIEHHBIX OLUEHOK Aggpy HE
npeBbIaeT Nopor Ac. Ouenka nopora Ac 3aBUCUT OT YPOBHSI, K KOTOPOMY OTHECEH
naumeHT. OUEeHKU MOPOTOB CIIEAYIOIINE:

VYposens 1: Ac=-0,40

Yposens 2: Ac=-0,75

Yposens 3: Ac=-1,10

PecrionAeHTBI AEMOHCTPUPYIOT CHUKEHHUE UX NTEpBOHAYAIBbHOM oueHKU BSDI u, Tem
CaMbIM, YJIyUIIIEHHE KAUeCTBa UX KM3HU. MUHUMAIIbHAS BEJIMUMHA YJIyUIlIEHUs BhIPpAKEHA
noporoM Ac. OUeHKM A CHUKAIOTCS ¢ HOMEPOM YPOBHS, TOTOMY YTO MAUUEHTHI YPOBHS 2
MOKA3bIBAIOT 00JIee CUWIBHYIO PEAKIMIO HA HAYAJIbHYIO MUHBEKIUIO, YeM MAlMEHTHI YPOBHS 1
(3aKkaHYMBAIOLIETOCS MEHbIIIENH pasHuuet BSDI), u maureHTsl ypoBHS 3 pearupyroT Jaxe
CUJIbHEE, YEM MALMEHTHI YPOBHSA 2.

Haxonen, Habmro1aemMple pa3imuuus Mexxy ypoBHeM BSDI B ieHb TOBTOPHON MHBEKIUU U
HavalnbHbIM ypoBHEM BSDI nmpoaHanusupyroT, 4TOOBI UCCIEI0BATD, €CTh JIM KaKOe-HUOYAb
YIIyYLIEHUE YPOBHS KA4E€CTBA )KU3HU B TEUEHHUE IIPOJOJDKUTEIILHOTO BPEMEHU KO BPEMEHHU
MMOBTOPHOM UHBEKIUU (OKUAAEMOE BpeMsl CHIKeHUS I PeKTa TedeHus ).

Brimmeykaszanusble (v 3asiBJIeHHbIE B (hOpMYJIe U300PETEHHsT) CITIOCOOBI BBEICHUS
JIEKAPCTBEHHOT'O CPEJICTBA, KAK MPUMEHSIIOT B HACTOAIIEM U300 PETEHUH, OOBIUHO OTHOCST K
AKTUBHOCTSIM BpayeH, leyanux nauueHToB. OqHako cnocod BBEAEHUSI MOXKET ObITh OITMCAH
B MHCTPYKIMHU K JIEKAPCTBEHHOMY CPEACTBY, HAIIPUMED, YITAKOBKA JIEKAPCTBEHHOT'O
CPEACTBA COJIEPKUT CIIEUMATIBHO NTPEAHA3HAYEHHYIO JIMCTOBKY C MHCTPYKLUMSIMM [Tl Bpada
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W/WIIY TTALMEeHTA, U/UIK YIIaKOBKa CIelMalbHO MpeIHa3HayeHa JUIsl TOT0, YTOObI
OCYIIECTBUTH BBE/IEHUE COTJIACHO HACTOSIIEMY U300PETEHMUIO.

Kax ucronb3yeTcst Be3/ie B ONMCAHUM HACTOSIIETO U300peTeHus, TepMHH "oO11iee
KOJIMYECTBO, BBEICHHOE MPU JICUEHUU" OTHOCUTCS K MTOJTHOM TO3UPOBKE U O3HAYAET, YTO
KOJIMYECTBO HEHPOTOKCUHA BBOAWIOCH MALMEHTY BO BPEMSI €IMHCTBEHHOT' O JICUEHUSI.
EnuncTBeHHOE JIeueHre MOKET BKJIIOUaTh OAHY UM Oosiee nHbekumii. Hampumep,
neuyenue M. sternocleidomastoideus, M. splenius capitis, M. semispinalis capitis u M. trapezius
MOXET BKJIIOUaTh 1, 2, 3, 4 WM 5 uHbEKIMH, TOra Kak jeuyeHue M. levator scapulae i Mm
scaleni MOXET BKJIIOYaTh TOJBKO 1-3 nHbekuMu. Kak yka3zaHo paHee, KOJIMYECTBO,
MCIOJIb3yEMOE JIJIS JICYEHUS], 3aBUCUT OT psi/ia TapaMETPOB, KOTOPBIE U3BECTHBI B YPOBHE
TeXHUKH. Takue napaMeTpsl BKIIOUAIOT, HAITPUMED, CEPOTUI HEMPOTOKCUUECKOT O
KOMITOHEHTA, TKAaHb-MUILIEHb, B KOTOPYIO OyIyT AeIaTh UHBEKIUIO, U MHOTHE
omnpeneraeHHbIe (PaKTOPHI, 3aBUCAIIME OT ManueHTa. Maeelt HacTosero u300peTeHus
MPEAYCMOTPEHO, UTO EAUHCTBEHHOE JIEYEHUE MOXKET OBITh pa3esieHo Ha JIBe WM 0oJee
MPOLETyPhI JICUEHUSI, BO BPeMsI KOTOPBIX BBOJIST BBIIIEYIIOMSHYTOE 00111ee KOJIUIECTBO
HEHPOTOKCUYECKOTO KOMITOHEHTA. DTO OyAeT B 0COOEHHOCTU UMETh MECTO B ClTydae, eCclld
ClleZlyeT BBOAUTH OOJIBIIIOE KOJIMUECTBO HEHPOTOKCUYECKOTO KOMITOHEHTA.

Kpome Toro, ocHoBaHHBIM Ha 3TOM BOIUIOIIEHUH CIIOCOOOM HACTOSIIETO U300PETEHHUS
Terepb OyIeT BO3MOXHO OoJiee 3 (PEeKTUBHO JICUUTH MAIMEHTa ITPH HEOOXOIMMOCTH
JIOTIOJTHUTEJIbHOT'O BBE/IEHUSI HEHPOTOKCUUECKOTO KOMIIOHEHTA. DTO MOKET UMETh MECTO,
HAIIpUMeEp, ITOCIIE IEPBOTO WK MPEABIAYIIETO JIEYEHUS, €CIIU YCTAHOBIIEHO, UTO
JIOTIOJTHUTENIHHBIE MBIIIILI CIIOCOOCTBYIOT CUMIITOMAM OOJIE3HU WIIU B CIydyae, Koraa
MBIIIIBI ObUTH MPOMYIIEHBI.

B apyrom npeanodyTuTeIbHOM BOIUIOLIEHUH HACTOSIIETO U300 PETEHUS MALMEHT SIBIISIETCS
MALMEHTOM, HY>KIAIOUIMMCS B BBEIEHUM OOJIBIINX /103 HEMPOTOKCHYECKOTO KOMITOHEHTA. B
JIPYroM MPearoYTUTEIbHOM BOIUIOIIEHUM HACTOSIIETO N300peTeHUs, (a) MALMEHT SIBIISIETCA
MMALKUEHTOM C TSDKEJIBIM HAPYLIEHUEM JBUKEHUS UIIU TSKEIIOM MBIIIEYHON CIACTUYHOCTBIO,
u (b) adbekTUBHOE BBeIeHHOE KoJIM4YecTBO mpeBbIaeT S00 Ex HelpoTOKCHUeCKOro
KOMITIOHEHTA y B3POCIIbIX WIH IpeBbllIaet 15 EA/Kr Macchl Tena y AeTe.

Ha ocHOBaHuM BOIJIOIIEHUS] HACTOSLIETO U300PETEHHUS, TENEPh BO3MOXKHO JIEUUTh
MALMEHTOB 3HAUUTEIbHO OOIBLIMMU KOJIMYECTBAMU HEMPOTOKCUUECKOTO KOMIIOHEHTA. Y
B3pOCJIBIX MAMEHTOB 3TO KOJIMYECTBO MOXKET, HAIIpuMmep, npeBbicuth 500 Ex
HEWPOTOKCUYECKOTO KOMITOHEHTA.

Kaxk mpumeHeHo Be3/ie B HACTOSIIEM U300peTeHHH, KOJIMUeCTBO, peBbiinaroiee S00 Ex,
SIBJISIETCS, HATIPUMED, KOJIMUeCTBOM, OobiinM, yeM S00 Ex u no 550 Ex, no 600 Ex, no 700
Enx, no 800 Ex, mo 900 Ex, mo 1000 Ex, mo 1100 Ex, mo 1200 Ex, mo 1300 Ex, no 1400 Ex,
1o 1500 Ex, no 1600 Ex, no 1700 Ex, no 1800 Ex, no 1900 En, nim no 2000 En.
[TpennoutuTenbHO, BBOAUMAS 1032 HaxoauTcst B nuamna3one 500-900 Ex, 6osee
MPEINOUYTUTENBHO - Tpuoau3uTenbHo 850 En. V nerelt «60bIlIoe KOJIMYECTBO» COCTABIISIET
KOJIMYeCTBa, npesbiatomme 15 En/kr u no 16 En/kr, no 17 En/kr, no 18 En/kr, no 19 En/kr,
1o 20 En/kr.

B Gosee mpennouTUTEeIbHOM BOILIOMIEHUH HACTOSIIETO N300pETEHUST KOJIMYECTBO,
koTopoe npesitaet 500 Ex, sBisercs oO1mMUM KOJIMYECTBOM Y B3pOCIbIX, WM 15 Ex/kr
MACCBhI T€Jla Y AETEU, U 3TO KOJIMYECTBO BBOJIUTCS (a) MHBEKLIHEN IIEPBOW YACTH 3TOTO
KOJIMYECTBA BO BPEMS IIEPBOM MPOLEAYPbI JIeueHUS U (b) HHBEKIMEN OCTAIOLIECHCS YaCTH BO
BpeMsl OJTHOM WK OoJiee OCIEAYIOMIUX TPOLEAYP JEUEHUs], TPU KOTOPOM MOCIEAYIONIYIO
npoueaypy(bl) J€YEHUS] HAMEUAIOT CITYCTs, IO MEHbIIIEH Mepe, OJIUH JIEHb MOCTIE NIEPBOM
npouenypsl jJeueHus. [TomHoe a¢hekTUBHOE KOJIMYECTBO HEMPOTOKCUUECKOTO KOMITOHEHTA
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MOJET OBITh BBEIEHO B OJIMH JE€Hb WM B pa3HbIE JHU, TO €CTh, BO BPEMS Pa3HbIX MPOLENYP
seyeHus. [1pearnoyTuTenbHO, PU BBEICHUU BBICOKOM J03bI HEMPOTOKCUYECKOTO
KOMITOHEHTa 0011Iee KOJIMYECTBO, KOTOPOE OYAYT BBOJIUTh, MOXKET OBITH pa3/IeeHO U
BBEJICHO B JIBE WJIM O0Jiee Mpoueayphl JeueHus. TakuM 00pa3oM, BEICOKHUE J103bl, KOTOPBIE
uHaue He ObLT0 OBl yA0OHO BBOJUTH B BUE SAMHCTBEHHOMN MPOLEAYPHI JICUEHUS, MOTYT
OBITH BBE/ICHBI MAMEHTY 0€3 HAOII0/IeHUS! TPU 3TOM 3HAUUTEIbHBIX OTPULIATEIbHBIX

3 peKTOoB.

B apyrom npeanoYTuTeIbHOM BOILIOIIEHUH HACTOAILET0 U300 PETEHUS MALUEHT SBIISIETCS
YeJI0BEKOM, KOTOPOTO JICUUIU OOTYIOTOKCUHOM, HO KOTOPBIH JKaTyeTCsl HA CHUKEHHE
a¢dexTa eueHus U HacTauBaeT Ha JICYCHUU JO UCTEYCHUSI 3 MECALEB MOCIIe JICUEHUSI.

Taxkue cHIKeHUs TepareBTUUecKoro 3¢dekTa MOKHO MPOBEPSATH C TOMOIIIBIO
KaJIEHIape JIEYeHUs], B KOTOPBIX MALMEHT JIEJIAET 3aIUCh O CEPbE3HOCTU €r0 HAPYILICHUS Ha
€XKETHEBHOW OCHOBE (TaKUe KAJICHAapy JICUCHHUs], HAIIPUMED, pacpocTpaHseT Merz
Pharceuticals).

B emie ogHOM NpeANMOYTUTETEHOM BOILUIOIIEHUHM HACTOSIIIETO U300peTeHust
TUIIEPAKTUBHAS JKEJIe3a SIBJISIETCS] aBTOHOMHOM 3K30KPUHHOM KEJIe30H, U KOMITO3ULUS
BBOJIMTCS B HEE UJIM OKOJIO 3TOM KEJIE3BI.

B nmpeanmoututerHOM BOILIOIEHUA aBTOHOMHASI 9K30KPUHHAS kefie3a (a) BpIOpaHa U3
TCPYIIIbI, COCTOSAIEN U3 TOTOBOM JKEJE3bI, CIIE3HOM JKeJe3bl, CIIOHHOM KEJIe3bl U CIU3UCTON
kene3bl; Ui (b) runepakTUBHOM *kele3bl, KOTopas CBsi3aHa ¢ 3a00JIeBAHUEM WU
COCTOSIHMEM, BBIOpAHHBIM W3 TPYMIIbI, COCTOSIIIEN U3 cuHApoMa Frey, cunapoma
KPOKOAWIOBBIX CJI€3, MOJMBIIIEYHOTO TUIEPTUAPO3a, JTAJOHHOTO TUIIEPIrUuapO3a,
MOJIOLIBEHHOTO TUIEPTUIPO3a, TUIIEPTUIPO3a F'OJIOBBI U 11IEU, TUIIEPTUIPO3a TeNld, PUHOPEU
WA OTHOCUTEJILHOM TUMEepCaAIMBALMU Y OOJIBHBIX C MHCYIBTOM, 00se3HbI0 [lapkuHcoHa nmm
OOKOBBIM aMHOTPOGUUECKUM cKiiepo3oM. CrenyeT, OJHAKO, OTMETUTh, UTO TKaHb-MHUIIICHb
IIpY TEpAIUU HEMPOTOKCUUECKUM KOMIIOHEHTOM BO3/EUCTBYET Ha JTI00YIO 3K30KPUHHYIO
kKeJe3y, BeI3bIBas ee runep@yHkupo. COOTBETCTBEHHO, TPETYCMOTPEHO, YTO HACTOSIIIIEE
HU300pETeHUE MOXKET OBITh TPUMEHUMO K JIEYEHUIO, BOBJIEKAIOIIEMY JIFOObIE KEJIE3bI,
ynoMsiHyThIe B Sobotta, Johannes: (Atlas der Anatomie des Menschen. 22. Auflage. Band 1 und
2. Urban & Fischer, 2005), KOTOpBIM BKJIIOYEH B TAHHOE ONMMMCAHUE B BUJE CCHUIKHU.

Hacrosiee u3o6pereHre Tak:ke OTHOCUTCS K CITOCO0Y JIeUeHUs 3a00I1eBaHUS UTU
COCTOSIHMSI, BBI3BAHHOT'O UJIM CBSI3aHHOTO € ITATOJIOTMYECKOW AKTUBHOCTBEO MBI
MAaMEeHTa, Coco0y, BKIIOYAIOIIEMY BBEICHHE KOMITO3UIMH, BKITIOYAoleh 3¢ (ekTUBHOE
KOJIMYECTBO HEMPOTOKCUUYECKOTO KOMITIOHEHTA TOKCMHOBOT 0 KoMIuiekca Clostridium
botulinum, KOMIO3ULKU, JTUILIEHHON JTI00bIX IPYTUX OETKOBBIX KOMIIOHEHTOB TOKCUHOBOI'O
koMmrIuiekca Clostridium botulinum, B KOTOpOM (@) MAUUEHT SIBJISIETCS YEIIOBEKOM C TSKEIJIBIM
HAPYILICHUEM JIBUXEHUS WIM TSKEION MBIIIEYHON CIACTUYHOCTBIO; (b) KOMITO3ULIMIO BBOJST
UHBEKIMEN; 1 (¢) 3hpekTHBHOE BBOAMMOE KoruecTBO npeBbiaet 500 Ex
HEUPOTOKCUYECKOTO KOMITOHEHTA Y B3POCIbIX WK IpeBbIaer 15 En/kr maccsl Tena y
OETEeH.

B nmpeanoututeTbHOM BOIUIOMIEHUH HACTOSIIIETO M300pETEHUsI KOJIMYECTBO, KOTOPOE
npessbimaet 500 Ex, sBaseTcs oOmmM KOJIMYECTBOM y B3pOCIbIX Wi 15 En/Kr Mmaccer Tena y
JIETEN, U KOJIMYECTBO BBOJAT (a) UHBEKLUMEN IIEPBON YACTU 3TOTO KOJIMYECTBA BO BpEMs
repBoM mpolenypsl jgeueHus U (b) MHBEKIMEN OCTABIIIEICS YaCTH BO BPEMs OJTHOM UiTu Oosiee
MOCTIEAYIOLIMUX ITPOLEAYP JIEUEHHs], KOTAA ITOCIEAYIOLIYIO IPOLEAYPY JICUEHUSI HAMEYAIOT
CIIyCT$1, IO MEHBIIEH MEPE, OJIMH JIEHb I1OCIIE NIEPBOM MTPOLEAYPbI JICUCHUS.

B apyrom npeanoyTuTeIbHOM BOIUIOIIEHUH HACTOSIIETO U300 PETEHUS KOMITO3ULUIO
BBOJAT B UHTEPBAJIE MEHEE YEM TPU MECSLA, MHTEPBAJI, BKIIFOYAIOLIMI NIEPBOE JICUEHUE U
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BTOPOE JIEUEHHE, B KOTOPOM KOJIMUECTBO, BBOJIMMOE BO BTOPOM JICYEHUU, MOXKET OBIThH
HUKE, BBIIIE WIM UIEHTUYHO KOJIMYECTBY, BBOJIUMOMY B IIEPBOM JICUCHUH.

E1ie B 0THOM MPEeAmOYTUTEIILHOM BOTUIOIIEHUH HACTOSIIEr0 M300peTeHus 3a00IeBaHue
WJIM COCTOSIHUE SIBJISIETCS] MBIIIIEUHOM JTUCTOHHUEH WK BKJIIOYAET MBIIICUHYIO TUCTOHUIO.
Tepmun "3a0051€BaHUE UIU COCTOSTHUE, KOTOPOE SIBIISIETCS MBIIIIEYHOM JUCTOHUEHN WITH
BKJTIOYAET MBIIIIEYHYIO JUCTOHUIO" OTHOCUTCSI K COCTOSTHUIO, BKITFOUAIOIIEMY
JMCTOHUYECKYIO MBIIy. [TpennoyTuTeabHo, yCIIoBUe BBIOPAHO U3 TPYIIIBI, COCTOSIICH U3
reHepaIM30BaHHOW IUCTOHWH, CETMEHTAIIbHON JUCTOHUM, UEHTPAIBHON JUCTOHUH,
MYyJIbTHU(OKAIIBHON JUCTOHUU M TeMUIUCTOHMU. LIeHTpanbHast IMCTOHMS, TPEAMTOYTUTENBHO,
BbIOpaHa U3 IPYIIBI, COCTOSIIEH U3 KpaHUATbHOM JTUCTOHMH, IEPBUKAILHOMN TUCTOHUH,
JMCTOHUM KOHEYHOCTEM, TMCTOHUM CTBOJIA U clla3MaTuueckoit muconun. LlepBrukanbHas
JIMCTOHUS, TAK)KE€ Ha3BaHHAs CITIACTUYECKOW KpUBOIIEeeH, XapaKTepU3yeTcsi HeHaMEpEeHHOM
HECOOTBETCTBYIOIIIEH TMNepyHKIMEH MBIIIII IIIeH U TIeda, TPUBOJIS K MATOJIOTHUECKUM
JIBUKEHHUSIM TOJIOBBI U HAPYILIEHUIO OCAHKH, cyaoporaMm win tpeMmopy (Fahn S. Assessment of
the Primary Dystonias. In: Munsat TL, editor. Quantification of Neurologic Deficit. Boston:
Butterworths; 1989. p. 241-270. (ID 1760137)). Uubekuyn HEMPOTOKCUYECKOTO KOMIIOHEHTA B
MMOBPEXACHHBIE MBIIIIIBI IIIEU U TIJIe4a MPUBOIAT K CYIIIECTBEHHOMY OOJIETYeHUIO CUMIITOMOB
y OOJIBIITMHCTBA MAUCHTOB.

B Gosee mpeanoyTUTEIbHOM BOILIOIIEHUH HACTOSIIEr0 H300peTeHUST UCTOHUS (a)
BBIOpaHa U3 TPYyMIbI, cocTosIIeH U3 (1) KpaHWaILHOW AUCTOHMM, BKITFOYas OjedapocnasM,
HW)KHEYETIOCTHON IMCTOHUM OTKPBITOYEIIIOCTHOTO TUITA WUJIM 3aKPBITOYEIIOCTHOTO THIIA,
Opykcu3ma, cuHapoMa Meige, SI3bIYHOM TUCTOHUU, AalIPAKCUU OTKPBITHS BeKa, (2)
LEPBUKAIbHON TUCTOHUH, BKJIIOUYAsl HACUIbCTBEHHbIN HAKIIOH I'OJIOBBI BIIEPE/I,
HACWUJIbCTBEHHBIM HAKJIOH I'OJIOBBI Ha3a/l, HACUJIbCTBEHHBIN HAKJIOH T'OJIOBBI B CTOPOHY,
KpUBoIIIeto, (3) ¢papuHreaaTbHOM TUCTOHUH, (4) TOPTAHHOMN TUCTOHWH, BKITIOYAS
CIa3MaTHUECKYIO TUC(HOHUIO OTBOJISIIETO TUIIA UIIW IIPUBOJISIIIETO THIIA, ClIa3MaTHUECKYIO
OJBIIIKY, (5) IMCTOHUA KOHEYHOCTH, BKJIIOYAs JUCTOHUIO BEPXHEH KOHEUHOCTH, TAKYIO KaK
JIMCTOHUS MPH BBIITOJIHEHUA KOHKPETHBIX 3a/1a4, BKJIIOUAs MUCUYMIA CI1a3M, CyJOPOTH
MY3bIKaHTa WM CyIOPOTH UT'POKA B TOJIb(, JUCTOHUIO HUKHEH KOHEYHOCTH, BKITIOUAs
NpuBeAeHUE Oeapa, OTBeACHHUE Oeapa, KOJIEHHOE CrubaHue, KOJICHHOE pa3ru0aHue, crubanue
JIOABDKKH, pa3ruOaHue JIOJDKKY WM SKBUHOBAPYCHYIO e OpMaNUIo, JMCTOHUIO CTYITHH,
BKJIIOYAs CTPUAPHBIN Iajiel] HOTH, CrubaHue Majblia HOTH WM pa3ru0aHue naiblia HOTH,
OCEBYIO JUCTOHMIO, TAKYIO KaK MU3aHCKUIA CHHIPOM WA JTUCTOHUS UCTIOJTHATEIIS TAHLA
JKMUBOTA, CETMEHTAJIbHYIO IMCTOHUIO, TEMUAMCTOHUIO WIM T€HEPAIIMZOBAHYIO TUCTOHMUIO, (6)
nuctonud Lubag, (7) TMCTOHMU TTPU KOPTUKOOA3aIbHOM JIereHepanuy, (8) mo3aHen
JIMCTOHUH, (9) TUCTOHUHU TIPU MO3KEUKOBOM aTakcuu, (10) TMCTOHUM MTpU OO0JIe3HU
[Tapkuncona, (11) qucroHuu nipu 00J1€3HM XAHTUHITOHA, (12) TUCTOHUU TTPU
60me3nu Hallervordea Spatz, (13) noma-uHaIyudpoBaHHON TUCKUHE3UW/ TOTIA-
VHIyUMPOBAHHOMW TUCTOHUH, (14) mO3aHENH AUCKUHE3W/TTO3AHEN TUCTOHMUH, (15)
MapoOKCU3MaJIbHOU TMCKUHE3UN/TUCTOHUM (KMHE3UOT€HHbIE, HEKUHE3UOTEHHbBIE, BBI3BAHHBIE
JercTBrUeM); WM (b) BKITFOYAeT KJIMHUYECKOE COCTOSIHUE, BRIOPAHHOE U3 T'PYIIIBI, COCTOSIIEH
Y3 KPUBOIIIEH, HACUJIbCTBEHHOT'O HAKJIOHA T'OJIOBBI B CTOPOHY, HACUJIBCTBEHHOT'O HAKJIOHA
TOJIOBBI BIIEPE/I, HACUIIbCTBEHHOTO HAKJIOHA T'OJIOBBI HA3a [, COTHYTOTO JIOKTS,
MPOHUPOBAHHOTO MPEIIIIEYbs, COTHYTOT'O 3aMSCThsI, TPUKATOTO OOJIBIIOTO NaJbIa WU
CKATBIX B KyJIaK MAJbLEB.

B cnenyroett Tabauie NTpUBOAUTCS HEOTPAHUYMBAIOIINUN CITUCOK KJIMHUYECKUX
MPUMEPOB Y MOTEHIMATBHO BOBJICUEHHBIX MBI, TPEATOUYUTAEMbIX MBIIIL-MUIIIEHEN B
COOTBETCTBMH C HIeel HACTOSIIEr0 N300pETCHMUSI.
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Kiyvmndeckuit npumMep IToTeHnMUaIbHbIE MBIIITHI-MUINECHH
Kpusomest splenius capitis, sternocleidomastoid, trapezius
HacunbcTBeHHBIM HAKIIOH FOJIOBBI B CTOPOHY sternocleidomastoid, splenius capitis, scalene complex, levator scapulae
HacunbcTBeHHBIM HAKIIOH TOJIOBBI HA3a ] splenius capitis, trapezius-pars cervicalis

sternocleidomastoid, scalene complex, submental complex, suprahyoidal
HacuibcTBeHHBINM HAKIIOH FOJIOBbI BIEPE]] o .

u infrahyoidal muscles

"Cna3zmatuueckasi IMchOHUS" SBIISIETCS TOJIOCOBBIM HaPYIIIEHUEM, BEI3BAHHBIM
HEHAMEPEHHBIMU IBUKEHUSIMUA OJHOM UM OOJiee MBILIL TOPTaHU. Y MALUEHTOB,
CTpaJlaroluX Cra3MaTUUecKon AUC(OHUEH, ECTh TPYIHOCTU IIPU Pa3TOBOPE.
Cnazmatuueckasi AMCOHUS 3aCTABIISIET TOJIOC JIOMATHCS UJIM HANIPSITAThCS UJIU ObITh
MIPUTTYIIEHHBIM, UCKA)KEHHBIM WK (popcupoBaHHOr0 kKauecTBa. Kak packpsiTo 37€ech,
VMHBEKIMS HEMPOTOKCUYECKOIO KOMIIOHEHTA B IIOBPEKICHHBIE MBIIILBI TOPTAHU B LIETIOM
yJIy4l1aeT roJioc.

bredapocnasm sBisieTcst Mporpeccupyromm 3ab0IeBaHUEM, XapaKTePU3YIOIIUMCS
HEMOCPEICTBEHHBIMU JIBYCTOPOHHUMH MEPUOINYECKUMHU UIIU TTOCTOSIHHBIMU
HEHAMEPEHHBIMHU COKPAIIEHUSIMU KPYroBbIX Ta3HbIX MbI (Grandas F, Elston J, Quinn N,
Marsden CD. Blepharospasm: A review of 264 patients. J Neurol Neurosurg Psychiatry 1988;
51(6): 767-772. (ID 1759120); Jankovic J, Orman J. Blepharospasm: Demographic and clinical
survey of 250 patients. Ann Ophthalmol 1984; 16(4): 371-376. (ID 1761786); Mauriello JA,
Leone T, Dhillon S, Pakeman B, Mostafavi R, Yepez MC. Treatment choices of 119 patients with
hemifacial spasm over 11 years. Clin Neurol Neurosurg 1996; 98(3): 213-216. (ID 1777068)).
BBeneHHBIN B KauecTBe MECTHOM MHBEKIMU B KPYTOBBIE MBIIIIIBI 7132, HA OCHOBE CITIOCOO0B
HACTOSIIETO U300peTeHus, 00TYJIOTOKCUH SIBJISIETCS] OUeHb 3(PPEKTUBHBIM U XOPOIIIO
MEPEHOCUMbBIM CUMIITOMATUYECKUM JiedeHUeM OJieapocmasma.

B apyrom npeanodyTuTeIbHOM BOIUIOLIEHUH MAIUEHTOB C JOOPOKAYECTBEHHBIM
BBIPaXXEHHBIM OJiehapocmasMoM, KOTOPBIM MTPEIBAPUTEIHLHO BBEJIM OOTYJIOTOKCUH TUMa A
U IPOAEMOHCTPUPOBAIIU HEMTPOAOJIKUTENBHYIO 3(h(DEeKTUBHOCTD, JICUMIIU BBEACHUEM
0OTYJIOHEHPOTOKCHHA, CBOOOTHOTO OT KOMILJIEKCOOOPAa3yIOIIUX OETKOB YIIOMSIHYTOTO
OOTYJIOHENPOTOKCHHA, B COKPAIIEHHBIX UHTEPBAJIAX MEXYy UHBEKIUSIMU, TO €CTh B
UHTEpBAJIaX MEHbIIE ueM Tpu Mecsia. [IpeanoututenbHo, 60TYIOHEHPOTOKCUH, CBOOOTHBIN
OT KOMILJIIEKCOOOPA3YIOIIMX OEIKOB, SBJISIETCS BBICOKOOUHUIIIEHHBIM OOTYJIOHEHPOTOKCHHOM
tuna A. HoBast unbek1us O0TYJIOHEHPOTOKCHHA MOKa3aHa, eCJIM MalUeHT COODIIaeT o
cHWxeHuu 3¢ dekTa jJeueHus. B cBs3U ¢ yTOMSHYTBIM PEKUMOM JICUEHHs, YKa3aHHbIE
MaNMEHTHI MOTYT IOCTUTaTh YCTOMYMBOTO KA4eCTBA KU3HU, TAK)KE 0OCYKIEHHOTO BBIIIIE,
KOTOPOE, MPEANOUYTUTENIbHO, ONPEESIEHO, KaK OOCY>KIEHO BBIIIIE.

B 6onee mpennouTUTEIHOM BOILIOUIEHUH HACTOSIIETO M300pETEHUsI MbIIILA BbIOpaHa
W3 TpyMIibl, cocrosiien u3 Ipsilateral splenius, contralateral sternocleidomastoid, ipsilateral
sternocleidomastoid, splenius capitis, scalene complex, levator scapulae, postvertebralis,
ipsilateral trapezius, bilateral splenius capitis, BepxHsisi trapezius, Ii1ybookast postvertebralis,
bilateralis sternocleidomastoid, scalene complex, submental complex, brachioradialis,
bicepsbrachialis, pronator quadratus, pronator teres, flexor carpi radialis, flexor carpi
ulnaris, flexor pollicis longus adductor pollicis, flexor pollicis brevis/opponens, flexor
digitorum superficialisflexor digitorum profundus.

B npeanoututenbHOM BOILIOLIEHUH HACTOSIIIETO M300peTeHus 3a00JIeBaHNE U
COCTOSIHUE SIBJISIETCS CITACTUYHOCTHIO MBIIILBI MIM BKJIFOUAET CIACTUYHOCTD MBIIIILBI.

B Gosee mpenmouTUTeIbHOM BOILIOMIEHUH HACTOSIIIETO U300PETEHUS CITACTUIHOCTh
SBJISIETCSI MBILIEYHON CITACTUYHOCTBIO UJIU CBA3aHa C (a) MBILIEYHOM CIIACTUYHOCTBIO IOCIIE
WHCYJIbTA, MBIIIIEUHOM CITAaCTUYHOCTHIO, BEI3BAHHOM HIepeOpaIbHBIM MapaiuuoMm; uiu (b) (1)
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CIACTUYECKUM COCTOSIHMEM ITpHU dHIe(PaInuTe U MUCITUTE, KacarolUMCs (a) ayTOMMMYHHBIX
MPOLECCOB, BKITFOYASI OTHOCSIIMECS K PACCESIHHOMY CKJIEPO3Y, ITONIEPEYHOMY MUETIUTY,
cuapoMy Devic, (b) BUpyCHBIX HH(EKIM, (¢) OakTepraabHbIX MH(pEKIUH, (d)
rapa3uTapHbIX MH(OEKINIA WM (€) MUKO30B, (2) HACIIeICTBEHHBIM CITAaCTUYECKUM
naparnape3om, (3) MOCTanoIIEKCUUECKUM CUHAPOMOM B pe3yJibTaTe MH(APKTa MOJIyIIaAPUA,
uH(papKTa CTBOJIA MO3ra UM HH(PAPKTa CIMHHOTO MO3Ta, (4) TpaBMO IIEHTPAIbHOM
HEPBHOM CUCTEMBI, BKJIIOUAIOIIIEH, HAIPUMED, ITOPAKEHUE MOJIyLIapUi, TTOBPEXKICHHUE
CTBOJIAa MO3ra, NOPaXEHUE CIIMHHOTO MO3Ta, (5) KPOBOU3JIMSHUEM LIEHTPAJIbHOW HEPBHOM
CUCTEMBI, TAKUM KaK MHTpalepeOpaibHOe KPOBOM3IUSIHUE, CyOapaxHOUAAIbHOE
KPOBOM3JIMSHUE, CYOAypaTbHOE KPOBOUBIIUSHUE UIM MHTPACITMHAIIBHOE KPOBOU3JIUSHHIE,
viu (6) Heor1a3uer, HapUMEpP OITYXOJISIMU TTOJTyLIapyl, OITYyXOJISIMU CTBOJIA MO3ra WU
OIyXOJIbIO CITMHHOTO MO3ra. JIpyrue BUIbI JICUEHHUSI MOTYT OBITh JICUEeHHEM MOYEBOT'O
ITy3BIPS, CITACTUYECKOTO MOYEBOTO ITY3bIPS, HEIEp)KaHUs, CIIACTHUECKOTO CUHKTEPA,
MBIIIIEYHOM CITACTUYHOCTH, BBI3BAHHOM 1IepeOpaibHBIM MMapajIMiuoM WM TUIlepIuiasuen
MPOCTATHI.

TepMUH "TTOCTUHCYIbTHAS MBIIIIEYHAS] CHACTUYHOCTD' OTHOCUTCS K MBIIIIEUHOMN
CITACTUYHOCTH, BCTPEYAIOIIEHUCS TTOCIe MHCYIbTA. VIHCYIBT SBNISETCS BeayleH TPUUUHOMN
JUTUTETbHON MHBAJIUIHOCTH, C MBIIIIEYHON CITACTUYHOCTHIO, BCTpeuaromeics B 19% (2) y 38%
nauueHToB (Watkins CL, Leathley MJ, Gregson JM, Moore AP, Smith TL, Sharma AK.
Prevalence of spasticity post stroke. Clin Rehabil 2002; 16(5): 515-522. (ID 1915001)).
MpbI1IeYHYO CITACTUYHOCTD OINPENEIUIM KAK MOTOPHOE HAPYIIEHHE, XapAKTEPU3YIOIIIEEeCs
YaCTOTHO-3aBUCHMBIM YBEIIMUEHUEM TOHHYECKOTO pediiekca pacTsmkeHUs (MBIIICYHbBIN
TOHYC) C BEIPaXXEHHBIMU CyIOPOTaMM CYXOXKUJIUI BCIICICTBUE MOBBIIIEHHON BO30YIMMOCTH
pediekca pacTsDKEHUsS KaK OJJHOTO KOMIIOHEHTA CHHIPOMAa BEPXHET0 MOTOPHOTO
HetipoHa (4). Y HEKOTOPBIX MAlMeHTOB MBIIIEUHAS CIIACTUYHOCTh MOJKET OBITH IMOJIE3HOM,
KaK B CJIydae MBIIIEYHON CIACTUUHOCTH O€IPEHHOT0 U KOJIGHHOT'O pa3rudartens, KoTopas
MOXET IT03BOJIUTH IIEPEHECTU BEC C MOBPEKICHHON KOHEUHOCTH, IEUCTBYIOLIEN, KAK
mmHa (5). OnHaKo B OOJIBITMHCTBE CIIyYaeB MBIIIEYHAS] CITACTUYHOCTD BBI3BIBAET Y
MaUMEHTOB TPYAHOCTHU B TOBCEIHEBHOM KU3HH, TAKHE KaK OJIEBAHUE U MBIThE J1aI0HEeH
CKaTBIX PyK (6). B cooTBeTCTBUMU € Maeel HACTOSIIEr0 M300peTeHUs], OOIIME KIIMHUYECKHE
ciydau neopManyu, CBI3aHHOM ¢ MBIIIIEYHOM CITACTHYHOCTBIO B COOTBETCTBYOIIUX
rpyImnax MbIIIL, JIeYaT HEHPOTOKCUUYHBIM KOMITOHEHTOM.

TepMuH "MOYEBOM My3bIPh" YACTO, HO HE 0053aTEIbHO, OTHOCUTCS K PACcCTPOMCTBAM
MOYEBOTO ITy3bIPS B PE3YJIbTATE MOPAKEHUS CIIMHHOTO MO3Ta UJIM PACCETHHOT' O CKIIEPO3a
WJIM TPaBMbI, IPUBOASIIEH K HEJIEPKAHUIO U YXYALIEHHOMY BBIJIEJIEHUIO MOYM.
[TpeanoyTuTenbHO, MBIILEH-MUIIIEHBIO JJ151 BBEICHUSI HEUPOTOKCUHA SBJISETCS ITONIEPEYHO-
rojrocaTasi MbIIIa cOUHKTEpa ypeTpsl, Kak OIMMCaHO B IpyroM uctouHuke (Schurch B. The
role of botulinum toxin in neurourology. Drugs Today 2004; 40(3): 205-212. (ID 3097145);
Schurch B, De Seze M, Denys P, Chartier-Kastler E, Haab F, Everaert K, et al. Botulinum toxin
type A is a safe and effective treatment for neurogenic urinary incontinence: results of a
single treatment, randomized, placebo controlled 6-month study. J Urol 2005; 174(1): 196-200.
(ID 3528462)).

TepMmuH "HenepxkaHue" 03HAYAET HEASP)KaHUE MOUH, KOTOPOE SIBJISIETCS HECTOCOOHOCTHIO
KOHTPOJIMPOBATH MTOTOK MOYM U3 MOYEBOTO IMy3bIps. ECTh pa3ivyHbie BUAbI U CTEIICHU
HeJIepKAHUS, KOTOPBIE BKJIIIOUEHBI B 00BEM HACTOSIIIETO U300PETEHUS: HEeJIEpKAHUE
MEPETNIOJTHEHUS - COCTOSIHUE, TPU KOTOPOM MOYEBOU MY3bIPh 3aJICPKUBAET MOYY MOCIIE
MOYEUCITYCKAHUS; KaK CIEACTBUE, MOUYEBOM ITy3bIPh OCTAETCS MOJIHBIM OOJIBIITYIO YaCTh
BPEMEHM, UTO BBI3BIBAET HEIMTPOU3BOJILHOE MOJATEKAHUE MOYHX U3 MOUYEBOI'O MY3bIPS;
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HeJIepKaHUE HAIPSIKEHUS - HEITPOU3BOJIbHOE BBIJICIICHHE MOYU ITPU YBEJIMYCHUM JTaBIICHUS
Ha MOYEBOM MY3bIPb MPU KAIIIE UK TTOIHATUM TSHKECTEH; MOJTHOE HeAepyKaHUe -
HECITOCOOHOCTh CAMOCTOSITEILHO OCYIIECTBIISITh KOHTPOJIb HaJl C(OUHKTEpaAMHU IIEHKH
MOYEBOTO Iy3bIPs U YPETPHI, IPUBOISAIIAS K ITOJTHON ITOTEPe yAePKUBAIOIIEH CITOCOOHOCTH.
B neuenuu HenepkaHUsl YIIOMSHYTYIO KOMIO3UIMIO MOHO, HAITPUMED, BBECTH
IIMCTOCKOITMUECKH B MBIIIIY J€TPY30P, UCKITFOYasi TPEYrojibHYyIo obmacth (Schurch B. The
role of botulinum toxin in neurourology. Drugs Today 2004; 40(3): 205-212. (ID 3097145);
Schurch B, De Seze M, Denys P, Chartier-Kastler E, Haab F, Everaert K, et al. Botulinum toxin
type A is a safe and effective treatment for neurogenic urinary incontinence: results of a

single treatment, randomized, placebo controlled 6-month study. J Urol 2005; 174(1): 196-200.
(ID 3528462)).

TepmuH "rumnepriazus IpocTaTbl” OTHOCUTCS K YBEJIMUEHUIO TPOCTATHI, IPU KOTOPOM
HOPMaJIbHbIE 3JIEMEHTBI PEACTATEIbHOM JKeJle3bl YBEJIMUMBAIOTCS B pa3Mepe U KOJIUUECTBE.
Mx macca MOXET cAaBIMBATh YPETPY, KOTOpasi MPOXOUT UYepe3 CePeMHY IMPOCTATHI,
MPENSITCTBYS MTOTOKY MOYU U3 MOUYEBOTO MY3bIPsl YEPE3 YPETPY HAPYIKY. DTO MOKET
MIPUBECTH K 3aJICPKKE MOYM U ITOTPEOHOCTH B YACTOM Mouerucnyckanuu. Eciau runepriiasus
MPOCTATHI BEIpakeHa, MOXKET BCTpeUaThCs MojiHas Oi1okaaa. ITocre BBeACHUS KOMITO3UIIUH,
Kak OIMCAaHO 3/€Ch, B IPOCTATY, 3HAYUTEIbHO YMEHbBIIAIOTCS CUMITOMBI, CEPOJIOTUUECKUE
MapKepbl IPOCTATHI, 00BEM MTPOCTATHI, 00bEM OCTATOUYHON MOYM TTOCIIE MOYCHCITYCKAHMS, U
HaOII0/1aI0T YBEIMUYEHUE YPOBHS BblJIeiIeHUsI Moud. [1oqoOHbBIe pe3yabTaThl ObLIIM OMMCAHBI
B Ipyrom ucrounuke (Maria G, Brisinda G, Civello IM, Bentivoglio AR, Sganga G, Albanese A.
Relief by botulinum toxin of voiding dysfunction due to benign prostatic hyperplasia: results of
a randomized, placebo-controlled study. Urology 2003; 62(2): 259-265. (ID 2562820)).

"LlepebpanpHblii Tapaiud” ONMMCHIBAET IIMPOKUM CIIEKTP MUPAMUIHBIX TUCHYHKIHIM,
BBI3BIBAIOIIMX Tape3bl, IKCTpATTUPAMUIHBIC TUCHYHKIMH, BBI3BIBAIOIINE TUCTOHUIO,
PUTHIHOCTD, MBIIIIEUHYIO CIACTUYHOCTD W CIIa3Mbl, alTPAKCUYECKUE KOMITOHEHTHI U
KoopauHanuoHHbIe nuchyHkiun. Llepedpanbusiii mapamud (Koman LA, Mooney JF, Smith
BP, Goodman A, Mulvaney T. Management of spasticity in cerebral palsy with botulinum - A
toxin: report of a preliminary, randomized, double-blind trial. J Pediatr Orthop 1994; 14(3):
299-303. (ID 1767458); Pidcock FS. The emerging role of therapeutic botulinum toxin in the
treatment of cerebral palsy. J Pediatr 2004; 145(2 Suppl): S33-S35. (ID 2994781)) moxer
BCTPEYATHCS IMOCTIE KPOBOMIMUSHUS B MO3T, aC(hUKCUH, IPEKICBPEMEHHBIX POJOB U IPYTUX
MepUHATAIBHBIX OCIOKHEHUN. ITO MOXKU3HEHHOE COCTOSIHUE, BBI3bIBAIOIIIEE
HEKOOPIMHUPOBAHHBIE ABWKEHUS, TIape3 U pa3InyHble GOPMBI TUIEP(YHKIMA MBIIIIII.
[TanuenTsl, cTpamarome nepedpaaIbHbIM MapaMuoM, IPH JICYEHUU B COOTBETCTBUU CO
crocobaMu, paCKPBITBIMU 3/1€Ch, UCTIBITBIBAIOT (DYHKIIMOHATIBLHOE YITyUIIIEHUE COCTOSTHUS
TUTIEPAKTUBHBIX MBIIIILI.

B Gosee mpeanoYTUTEILHOM BOIUIOIIEHHWH HACTOSIIEr0 M300PETEHUS ClIacTUUECKast
MBIIIA SIBJISETCS TJ1aKOM WU TTOMEPEYHO-II0JIOCATON MbIIIeH. TKaHb-MUIIIEHD 15
HEHPOTOKCUIECKOTO KOMITOHEHTA TPH JICUSHUH HapPYIIIeHUH, CBI3aHHBIX ¢ THUIepPyHKIMEH
MBIIIIL, MOXET OBITh, B IIPUHIIUIIE, JTIOOOM IMOTIEPEYHO-TIOI0CATOMN U TJ1a KON MBIIILEH
4eJI0BEUYECKOT 0 Tejla, KaK oIlMcaHo B Sobotta, Johannes: Atlas der Anatomie des Menschen, 22.
Auflage. Band 1 und 2. Urban & Fischer, 2005. Mpliiiibl, yTOMSHYTBIE B 5TOM UCTOYHUKE,
BKJIIOYEHBI B HACTOSIIIIEE ONMCAHUE B BUJIE CChUIKU. CITOCOOBI COTJIACHO HACTOSIIEMY
HW300PETEHUIO MOT'YT MIpeAHAa3HAYATHCS IS TFOOOW U3 3TUX MBIIIIII.

Hacrosimiee u3o6peTeHre Tak:ke OTHOCUTCS K CIToco0y ociabiieHus! IMIEBhIX CKIIAI0K WM
MODIIMH JIMOO YCTpaHEHHUs JIMIEBBIX ACUMMETPHI, CITOCO0, BKITIOUAIOIINI BBEACHHUE
YeIIOBEKY KOMITO3MIMH, BKITFOUaromeh 3(h(PpeKTMBHOE KOJIMYECTBO HEHPOTOKCUIECKOTO
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KOMITOHEHTAa TOKCMHOBOTro Komiiekca Clostridium botulinum, KOMITO3UIUH, JIMIIIEHHOM
JI0OOTr0 APYroro OEIKOBOr0 KOMIIOHEHTA TOKCUHOBOTO KoMIutekca Clostridium botulinum,
B KOTOPOM (@) CYOBEKT SIBIISIETCS YeTTOBEKOM; (b) KOMITO3UIIMIO BBOAST B BUJIE TTOIKOXKHOM
WM BHYTPUMBIIICUHON UHBEKIUM B, WJIM OKOJIO, OJTHY MM 00JIee MUMMUECKHUX MBI WA
MBIIIII, BOBJICUEHHBIX B 00pa30BaHKe MOPIIMH UIIM AaCUMMETPHUH; U (C) KOMITO3UIIUIO BBOIST
B MHTEPBAJIE MEHbIIIE YeM TPHU Mecslia, MHTEPBaJ, BKIIFOUYAIOIIUI ITEpBOE JICYECHUE U BTOPOE
JIeYCHHUE, B KOTOPOM KOJIMYECTBO, BBOAUMOE BO BTOPOM JICUCHUH, MOXKET OBITh HUXKE, BBIIIE
WIM UJIEHTUYHO KOJIMYECTBY, KOTOPOE BBOIST B IIEPBOM JICUCHMHU.

DTOT crocod COrjacHO HACTOSIIEMY U300PETEHMIO TTO3BOJISIET JICUNTh MUMHUUECKHE
MBIl MJIK MOPIIMHBI MMAMEHTA WM aCUMMeETpUIo una. Kak nmpaBuiio, B TakoM
KOCMETHUYECKOM JICUYEHUU MTPUMEHSIOT MEHBIIIEE KOJITMYECTBO HEHPOTOKCUYECKOTO
KOMITOHeHTa. Takoe KOJIMYEeCTBO HAXOUTCS, MPEANIOUYTUTEIbHO, B AMana3oHe oT 1 10 5,
ot 5 1o 10, ot 10 go 20 unu ot 20 no 50 Exn. Takue o01ine KojimuecTrBa MOXKHO BBOAUTD B
TOT K€ WJIW TTOCIIeAYIOIIMI JIeHb JieueHus. Hampumep, Bo BpeMs niepBo poLeAypbl JICUSHUS
MOHO BBECTH IIEPBYIO YACTh J103bl. DTa MepBasi YaCTh SBIISETCS, IIPEANOYTUTEILHO,
cyOOnTHMAIBbHOM, TO €CTh YaCThI0, KOTOpas HE yAajIsieT MOPIIUHBI WU CKJIaJIKU KOXKHU
MOJIHOCTBIO. BO Bpemst o/1HOM uimu Gosiee mponeayp JISUeHUsT MOKHO BBECTH OCTaBIITYIOCS
4aCTh CYMMapHOM J03bl.

B npenmouruTenbHOM BOIUTOIIEHUH HACTOSIIETO M300PETEHNSI KOMITO3MIIUIO BBOJIST B
CKJIQJIKM HAXMYPEHHOTO J10a, TOPU3OHTAJIbHBIE CKIIAJKU J10a, «I'yCUHbIE JTAITKW»,
HOCOT'YOHBIE CKJIAJIKH, SMOYKY Ha MOJ00POJIKE W/WIIH IIeHHbIE CKITATKH.

B apyrom npeamnouruTenbHOM BOIUIOIICHUH HACTOSIIETO H300pEeTEHUs YITOMSHYTas
MBIIIIA BEIOpAHA U3 TPYIIIIBI, COCTOSIIIEH U3 CIIEAYIOIIMX MBIIIIL: splenius capitis,
sternocleidomastoid, scalene complex, levator scapulae, semispinalis, longissimus capitis,
longissimus cervicis, multifidus, obliqus capitis inferior, obliqus capitis superior, rectus
capitis posterior major, rectus capitis posterior minor, trapezius/pars horizontalis,
trapezius/pars cervicalis, suprahyoidal muscles, infrahyoidal muscles, digastricus, pterygoideus
medialis, pterygoideus lateralis, masseter, temporalis, orbicularis oculi, nasalis, procerus,
corrugator supercilii, depressor anguli oris, depressor labii inferioris, frontalis, levator
labii superioris, levator labii superioris alaeque nasi, orbicularis oris, risorius,
zygomaticusminor, zygomaticus major, deltoideus, triceps brachii, brachioradialis, biceps
brachii, pronator quadratus, pronator teres, flexor carpi radialis, flexor carpi ulnaris, flexor
pollicis longus, opponens, interossei, lumbricales, adductor pollicis, flexor pollicis brevis,
flexor digitorum superficialis, flexor digitorum profundus, adductor, rpynrsl quadriceps
femoris, triceps surae, tibialis posterior, flexor hallucis longus, tibialis anterior, extensor
hallucis longus, extensor digitorum longus, flexor hallucis brevis, flexor digitorum brevis,
paraverterbal muscles.

HeiipoTokcrueckuit KOMIIOHEHT, YIIOMSIHYTBIN 3/1€Ch BBIIIE, MOXKET OBITh YaCThIO
KOMITO3UIIMY WK (hapMaleBTUIECKOM KOMITO3UIUH. DTa (hapMaleBTHIECKast KOMITO3UIUS
MOXET COJIEPKATh JIOTOJIHUTEIbHBIE (hapMalleBTUIECKH aKTUBHBIC KOMITOHEHTHI.
"MdapMareBTUUYECKasT KOMITO3UIMS" SIBJISETCS MMpenapaTuBHOM (POpMOI, B KOTOPOW
AKTUBHBIA KOMIIOHEHT JIJIS1 IPUMEHEHMS JIEKAPCTBEHHOTO WIIM IMAarHOCTUYECKOT'O CPEICTBA
COJICPKUTCS WJTU U3 HETo cOCTOMT. Takas (papManeBTUIECKasi KOMITO3UIUS MOKET
MOJIXOAUTH JIJIsI TUATHOCTUYECKOT O UJIM TEPAIEBTUYECKOTO BBEIEHHUS (TO €CTh
BHYTPUMBIIIEYHON WIIA MTOIKOKHON UHBEKIMM) MALUEHTY-4ueloBeKy. dDapMarieBTUIECKYIO
KOMITO3UIIMEO MOXHO JTMO(DUITU3UPOBATH WM BBICYIIIMTH B BAKyyMe, BOCCTAHOBUTD MJTH
pacTBopuTh. ECii pacTBOP BOCCTAHOBUIIM, IIPEAIIOUYTUTEIILHO, YTOOBI BOCCTAHOBJICHHBIM
pPacTBOP MPUT'OTOBUIIH, JOOABIISS CTEPUIbHBIN (u3noI0orudeckuit cosreBoit pactsop (NaCl
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0,9%).

Takast KOMITO3UIKS MOKET BKIIOYATh JOTOJHUTEIbHbIE KOMITOHEHTHI, TAKUE KAK
oydep pH, HanoHUTENb, pa30aBUTENb, KPUOIIPOTEKTOPHOE CPEJCTBO W/WIIU CTAOUIU3ATOD.

"Bydep pH" oTHOCHUTCS K XUMUYECKOMY BEIIIECTBY, CHOCOOHOMY PeryjMpoBaTh YPOBEHb
pH xommo3suruu, pacTBOpa U TOMY MOJOOHOTO A0 OMPEIETIEHHOTO MOKA3aTeNs WU
onpeaeneHHoro auana3ona pH.

"Crabunusupyromuit”, "cradunusupyercs'” uinM "ctadbunmuzanus” 03Ha4aroT, YTO
AKTUBHBIH, TO €CTh, HEUPOTOKCUUYECKUI, KOMIIOHEHT B BOCCTAHOBJIIEHHOM WJIA BOJHOM
pacTBope (papManeBTUUECKON KOMITO3UIUU UMeeT Ooitee yeM npudausutenbHo 20%, 30%,
40%, 50%, 60%, 70%, 80%, 90% v nipudau3uTeabHo 10 100% TOKCUYHOCTH, KOTOPOU
OMOJIOTMYECKU aKTUBHBIN HEMPOTOKCUUYECKUI KOMITOHEHT 001afai 10 TOTo, KaK ObLT
BKJIIOUEH B (papMaleBTUUECKYIO0 KOMITO3UIUIO. AKTUBHOCTD ITPUTOTOBJICHUS] MOKHO
OIPENENINTD, KaK OMKUCAHO B IAHHOM JOKYMEHTE.

"KpuonpoTekTopHOE CpeACTBO" OTHOCUTCS K HAITOJIHUTENISIM, KOTOpPbIE 00pa3yIoT
AKTUBHBIA KOMIIOHEHT, TO €CTh, HEHPOTOKCUUYECKUI KOMIIOHEHT B BOCCTAHOBJIEHHOM WJIH
BOJIHOM pacTBope (hapMaleBTUIECKON KOMITO3ULUMU UMEET OoJiee ueM mpudau3uTebHo 20%,
30%, 40%, 50%, 60%, 70%, 80%, 90%, u mpudmM3uTeNHHO 10 100% TOKCMYHOCTH, KOTOPOM
OMOJIOTMYECKU aKTUBHBIN HEMPOTOKCUYECKUI KOMITOHEHT 001afa 10 TOTo, Kak ObLT
BBICYIIIEH B (papManeBTUUECKON KOMIO3UIIUK. AKTUBHOCTD MIPUTOTOBJIEHUS MOKHO
OIPEIENIUTD, KaK OMUCAHO B HACTOSIIIEM JOKYMEHTE.

[Tpumepbl TaKMX CTAOMIIU3ATOPOB - )KEJIATUH UIIM OEJIOK, MPEAIIOUYTUTEIBHO,
YeJIOBEUECKOT 0 MTPOUCXOXKICHUS WU MTOJTyUYEHHbIN U3 PEKOMOUHAHTHOTO UCTOYHUKA.
CrabunuzaTopbl MOKHO U3MEHUTH XUMUYECKUMHU CPEICTBAMU WIIU METOAAMHU
PEKOMOMHAHTHOM reHeTUKU. B mpeanouTuTeIbHOM BOIUIOIIEHUH HACTOSIIIIETO U300peTeHus
3TO MPENYCMOTPEHO C UCTIOJIL30BAHUEM CIIUPTA, HAITPUMEDP, UHO3UTOJIA, MAHHUTOJIA KaK
KPHUOIIPOTEKTOPHBIX HAITOJIHUTEJICH TS CTAOMIIM3AIMK OEJTKOB BO BpeMsl JTMO(DUITU3ALUH.

B Gonee mpeAnoyTUTEILHOM BOILIOIIEHUH HACTOSIIET O U300pETEeHUST CTAOMIIU3ATOP
MOJKET OBITh HETPOTEUHOMOJOOHBIM CPEACTBOM CTAOUIM3ALMU, BKITIOYAIOIITUM
TMAJIYPOHOBYIO KUCIIOTY WJIM MOJIMBUHWINUPPOIUIOH WIN MOJIUITUIICHIJIMKOJIb UM CMECh
JIBYX WJIK 00Jiee TaKUX KOMITOHEHTOB. Takasi KOMIO3UIUS, KaK MojIaratoT, siBIsieTcst bosiee
Oe3omacHoi, 00IagaroIeN 3HAYUMTEILHON CTA0MIBHOCTRIO.

B Goitee mpenmodTUTEILHOM BOILIOIIEHUH HACTOSIIIETO W300peTeHus (hapManeBTHIecKast
KOMITO3HUIIMSI MOXKET BKJIIOYATh HEWPOTOKCUUYECKUH KOMITOHEHT U THATyPOHOBYIO KUCIIOTY
WM TTOJIMBUHUITIMPPOJIUIOH WU TTOJTUITUIICHTJIMKOJIb, TAKasi KOMITO3UIIMS, SIBJISIETCS,
Heo0s3aTebHO, CTA0OWIM3UPOBAHHOM MOaXoasmmM 0ydepom pH, B 0COOEHHOCTH,
aneTaTHBIM Oy(hepoM HATPHSs, W/UITA KPHUOTIPOTEKTOPHBIM TTOJUCITUPTOM.

Bxutrouaet m papManeBTHUECKas] KOMITO3HUIIMS, TOMUMO KOMITOHEHTA HEMPOTOKCHHA,
JIOTIOJTHUTEIbHbIE KOMITOHEHTBI, TAKHE KaK O€JTOK, TMaTypOHOBAas KUCIOTA, CTA0MIM3ATOPHI
TTOJIMBUHUIITMPPOJIMAOH W/WJTH TIOJIMA TUJICHTJIMKOJIh, (hapMaleBTHUECKasT KOMITO3UIIHS
COXPAaHSET CBOIO AKTUBHOCTH CYIIIECTBEHHO HEM3MEHHOM B TEYEHUE 11IECTUMECSUYHOTO,
FOJIOBOTO, IBYXJIETHEr O, TPEXJIETHET O U/UJTM YETHIPEXJIETHET O MEPUOJIOB, €CIIU XPAHUTCS MIPU
TeMIiepaType Mexay npubimsurenbHo +8°C u nmpubnuzurenbHo -20°C. JlonoaHUTENbHO,
yKa3aHHbIe (papManeBTHUECKHUE KOMITO3UIIMK MOTYT 00J1a/1aTh aKTUBHOCTBIO WITH
MPOLEHTHBIM BOCCTAHOBJIEHUEM MPUOIU3UTENBHO MexX1y 20% u mpubiusutenbHo 100% Ha
BOCCO3/IaHUE.

dapmalneBTUYECKAsT KOMITO3ULMS B paMKaX HACTOSIIIETO0 U300PETEHUsI MOXKET BKIIIOYATh
HEUPOTOKCUYECKUI KOMIIOHEHT U OAWH WK 00Jiee TOMOJTHUTEIbHBIX KOMIIOHEHTOB.
[IpennoutuTtenbHO, hapManeBTUUECKUE KOMITO3UIMU, PACKPBITHIE B HACTOSIIIEM OMUCAHUY,
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umeroT pH Mexay npubimusuTenbHo 4 U 7,5, IpyU BOCCTAHOBJIEHUS UM B UHBEKLUHU, O0JIee
MPEANOYTUTENIBHO MEXy TPUOIM3UTENBHO 6,8 U 7,6 U, HauboJiee MPeaOUYTUTEIBHO,
Mexay 7,4 u 7,6. Boobie, hapmaneBTUUeCKass KOMIIO3UIMS 110 HACTOSIIEMY U300 PETEHHUIO
BKJIIOUAET HEMPOTOKCUUECKUI KOMIIOHEHT B KOJIMUECTBE MPUOIU3UTEIBHO OT 6 nr 10 30 HT.
[MpenmnoutuTenbHO, HEMPOTOKCUUECKUN KOMIIOHEHT 00J1a/1aeT OMOIOTUUECKON
akTUBHOCTBIO OT 50 10 250 Exq LDs() B HI HEHPOTOKCUUYECKOTO KOMIIOHEHTA, KaK
omnpeneseHo B MbIIIMHOM mpobe LDs (. bonee npeagnoyrurenbHo, HEHPOTOKCUYECKUIA
KOMITOHEHT 00J1a/1aeT OUOJIOTHUUECKON aKTUBHOCTBIO MPUOIM3nTeNnbHO 150 LDs5,.

dapmaneBTHYeCKas] KOMITO3UIIMS IO HACTOSIIEMY U300PETEHUIO MOXKET BKIIIOYATH
HEUPOTOKCHH U THAIYPOHOBYIO KUCIIOTY. ['MamypoHoBasi KUCI0TA CTAOUIU3UPYET
HEUPOTOKCUH. Y (papManeBTUUECKUX KOMITO3UIUIMA, PACKPBITHIX B HACTOSIIEM onurcanuu, pH
MOET OBITh MEXAY MPUOTU3UTENBHO 4 U 7,5, TPU BOCCTAHOBJICHUU WJIM B UHBEKIIUH.
I'mamypoHoOBas KUCIOTa B OBICTPOPACTBOPUMON (hapMaLeBTUUECKON KOMITO3UIIUH,
MPEANOYTUTENIEHO, OOBEAUHEHA C OBICTPOPACTBOPUMBIM HEMPOTOKCUUECKUM KOMIIOHEHTOM
B konmyectBe oT 0,1 10 10 Mr, ocoOeHHO, 1 MT rHamypoHoBOM KUCIOThI HAa M B 200 Exn/mn
pactBopa 0oTynoTokcuHa. bosee mpeanodTuTeTbHO, COOCTBEHHO PACTBOP TaAKKE
conepxutT 1-100 MM, ocobenno 10 MM aneraTHoro Oydepa HATpHsL.

B npyrom npeanoutuTebHOM BOIUIOMIEHUA KOMITO3ULUSI MOKET COJIEPKATh MOJUCIIUPT
B Ka4ecTBe KpUonpoTeKkTopa. IIpuMepsl moamMcnupTa, KOTOPbI MOXKHO ITPUMEHSTH,
BKJIFOYAOT, HAIIPUMEP, UHO3UTOJI, MAHHUTOJ U IPYTME HEBOCCTAHOBJIEHHBIE CITUPTHI.

B KOoHKpeTHBIX BOILIOUIEHUSIX (DapMaleBTUUECKUE KOMITO3ULIUMU 10 HACTOSIIEMY
U300pEeTEHUIO0, HE BKITFOYAIOIIINE TPOTEMHOMIOAO0OHBIN CTaOUIN3aTOP, MPEAITIOYTUTENHHO, HE
coAepKaT TPerajao3y WK MaJIbTUTPUO3Y WM CBSI3AHHBIN caxap WM NOJIUTHIPOKCUIbHBIE
COEIMHEHUS, KOTOPBIE MHOT /A UCTIOJIBb3YIOTCS KAaK KPUOIIPOTEKTOPBI.

[ToMMBUHUITIUPPOIUIOH B OBICTPOPACTBOPUMOIL (papMarieBTUIECKOM KOMITO3HUILHY,
MPEANOYTUTENIBHO, OOBEANHEH C OBICTPOPACTBOPUMBIM HEHPOTOKCUYECKUM KOMIIOHEHTOM B
kosmmuectBe oT 10 10 500 mr, ocodenHo 100 Mr nmoymBUHUINIUppoauaoHa Ha Ml B 200 En/min
pactBopa 0oTynoTokcuHa. bonee mpeanodTuTeTbHO, COOCTBEHHO PACTBOP TAKKE
comepxuT 1-100 MM, ocobenno 10 MM aneraTHoro Oydepa HATPHSL.

[TomMAITUIIEHT TUKOJIb B OBICTPOPACTBOPUMOIT (hapMalieBTUIECKON KOMITO3HIUY,
MPEANOYTUTENIBHO, OOBEAUHEH C OBICTPOPACTBOPUMBIM HEHPOTOKCUYECKUM KOMIIOHEHTOM B
xoindgectse oT 10 go 500 mr, ocodenno, 100 Mr oA TWIIEHTTIUKOIA Ha MiI B 200 Ex/mot
pactBopa 0oTylnokcuHa. boee mpennouyTureabHoO, COOCTBEHHO PACTBOP TAKXKE COACPKUT 1-
100 MM, ocobenno, 10 MM aneraTHoro Oydepa HATPHSL.

Takum 00pa3zom, HaCTOsIIIee U300 PETEHUE OXBATHIBAET B 00JIee MPEANTOYTUTETHHOM
BOILIOIIEHUH HEHPOTOKCUYECKHUI KOMITOHEHT, CO3/TAHHBIN B (hapMaIieBTUUECKOM
KOMIIO3ULMU, KOTOPAs COAEPKUT THAITYPOHOBbBIN KUCIOTHBIN CTAOMIIU3ATOP WU
CTAOUIN3ATOP MOJIMBUHUIIMPPOIMIOH WIM CTAOUIM3ATOP MOIUITUIIEHTJIUKOIIb.
JonoHUTENbHO, (hapManeBTUIeCcKa st KOMITO3UIMSI MOXKET COAEPKATh CUCTEMY alleTATHOTO
Oydepa HaATpUs W/UITU COUPTOBON KPUOTIPOTEKTOP.

Crenyroniye mpyuMepbl IPpeICTaBIeHbI TOJIBKO JUISl WITIOCTPALMU U HE TTPeAHA3HAUEHBI
JUIl OTPAHUYEHUSL.

ITpumep 1: Tepamust 60TYIOTOKCUHOM IS JICUEHUS NEPBUKAIBLHON JUCTOHUY.

45-neTHEMy NALMEHTY MYKCKOT'O 10J1a, CTPAJAOIIEMY LEPBUKAIBLHON TUCTOHUEH,
Ha3HAYMUIIM Tepanuio 00Ty10ToKcuHOM. [Tocre Bcex cOOTBETCTBYIOLIMX 0OCIe10BaHUI
pa3paboTaHa cxema UHBEKIUI, U OOTYJIOTOKCUH, CBOOOIHBIN OT KOMILIEKCOOOPA3YIOIINX
OCITKOB, BBEJIEH, COOTBETCTBEHHO, B cymMmMapHoii 03¢ 300 MEn. ITpu moBTopHOM
00crefoBaHUU Yepe3 2 HeJIeIM CUMIITOMBI YJIYUIIWINCh, HO ObUTa HEOOXOIMMOCTh
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BKJTIOUMUTH JIOTIOJIHUTENIbHBIE MBIIIIBI-MUIIIEHU U YBEJIMYUTD 103y OOTYJIOTOKCUHA B
MepBOHAYAJIbHO MHBEIMPOBAHHBIX MbIIIIAX-MUIIEHIX. CIyCTs 1BE HEAENIU MalueHTa
0o0ceIoBalId CHOBA, M PE3yJIbTAT JICUCHUS ObUT ONITUMAIbHBIM.

OrpunatenbHbie 3pdekThl He oTMeueHbl. Ha 7 mocnenyrommx cepusix UHbEKIUM
Pe3yIbTATHI JICUCHUS TTOIIEPKUBATIUCH 0€3 KaKUX-TMOO IMPU3HAKOB HE3((HEKTUBHOCTH
TepalluM, BBI3BAHHON aHTUTEIAMMU.

IIpumep 2: Tepamus 60TyIIOTOKCMHOM JTs JieueHust Oneapocnasma. KopoTkas
MPOIOOJIKUTEIILHOCTD IEHCTBUSL.

61-JIETHIOIO MAIMEHTKY, CTpaIaloNIyo O1edapocna3MmoM, JICUHIH JIeKapCTBEHHBIM
MpenapaTom, CoJiepKaliM HEMPOTOKCUYECKUI KOMITOHEHT COTJIACHO HACTOSIIEMY
N300pETEHUIO, CBOOOTHBIN OT KOMILIEKCOOOPpA3yIOIMX OCIKOB, B cyMMapHo 103¢ 48 MEx
C IIPEBOCXOIHBIMU pe3ysibTaTaMU. CycTs 4 HEACM MOCIE UHBEKIUH HEHPOTOKCUYECKOT O
KoMImoHeHTa 3(pdekT Havan cHmwkaThesa. Crycrs erie 2 Heaenr 3 (PeKT JIeueHUs IMOUTH
MOJIHOCTBIO MpeKpaTuics. [IoBTOpHbIE MHBEKIUU BBITIOJIHEHBI Yepe3 7 HeAelb MOoCie
MepBOHAYAJIbHONW CepUU UHBbEKIUMN. Tepanuio HEHPOTOKCUYECKUM KOMIIOHEHTOM TTOBTOPUIIU
B IIEPBOHAYAILHOM J103€ U C MICHTUIHBIMU ddekTamu. Teparnust HEMPOTOKCHUESCKUM
KOMITOHEHTOM MPOJIOJDKEHA 15 6 MOCIENYIOIINUX CEPUl MHBEKIUI C TPEBOCXOIHBIMU
TepaNeBTUUCCKUMU PE3yIbTaTaMU U 03 KaKHUX-TH0O0 MPU3HAKOB HEI(PPEKTUBHOCTH
Tepallvuu, BEI3BAHHON aHTUTEIAMMU.

ITpumep 3: Tepamust 60TYIOTOKCHHOM IS JICUCHUS T'€HEepaIM30BaHHON MBIIIEUHOM
cracTUUHOCTH. [IpuMeHeHue 60bmelt 1035l.

35-eTHUl MaUMEHT MYKCKOT'O M0J1a, CTPaIarolIri TMITOKCUUYECKUM TTOBPEXKICHUEM
TFOJIOBHOI'O MO3Ta C F€HepaIM30BaHHOM MBIIIEUHON CIaCTUYHOCTHI0. HelipoTokcnueckuii
KOMITOHEHT COTJIACHO HACTOSIIEMY U300pEeTeHHUIO, CBOOOTHBIN OT KOMILIEKCOOOPA3YIOIINX
0enKkoB, B cymMmmapHot 03¢ 750 MEn, BBoauiM B Tpex onmpeaesieHHbIX KoaudecTBax 250
MEn c 1-nHeBHBbIMU UHTEpBaIaMu. CITyCcTs 2 HeIeJu MOCiIe TPUMEHEHHUS COCTOSTHUE
CYILIECTBEHHO YIy4YITUIOCh. HebaronpusiTHbIX MECTHBIX, PETUOHAPHBIX WUJIM CUCTEMHBIX
3¢ pexToB He 0OOHapYy)KeHO. Ha 7 moceayommx cepusix MHbEKIUM TepaneBTHIecKuii 3¢ exT
yCTOMYMB O€3 MOSIBJIECHUS OTPHULATEILHBIX BO3eicTBUl. HeT mpu3HakoB Hea ek TMBHOCTH
Teparuu, BEI3BBAHHBIX AHTUTEIIAMHU.

ITpumep 4: KocMmeTnueckoe UCIIOIb30BaHUE O0TYI0TOKCHHA. TpyIHOCTH B pa3paboTke
CXEMBI MHBEKIUN U KOPOTKAs MPOAOJDKUTEILHOCTD ACHCTBUA.

40-JIETHIOIO JKEHIIIMHY C MBIIIEYHBIMU «HAXMYPEHHBIMU» CKJIAJIKAMHU U
FOPU3OHTAILHBIMU JIOOHBIMU cKiIaJiKamu Jieunsiv 20 MEn 6oTynoTokcuHa, CBOOOIHOTO OT
KOMILIEKCOOOPA3yIOIUX OCKOB (TO €CTh HEMPOTOKCUYECKUM KOMITOHEHTOM 1O
HACTOSIIEMY HU300PETEHUIO). 2 HEJENU CITYCTS UMEJIOCh YIIyUllleHUe CUMIITOMATUKH, HO
HeoOxoauma JonoHuTebHas uHbeKIus 20 MEx 6otynorokcuna. Yepes 2 Henenu
pe3yabTaT MOJTHOCTHIO YAOBIETBOPUTENIEH ISl TALMEHTKU. 4 HEJIEU CITYCTS
OyaronpusATHBIN 3G (dEKT HaUMHAII CHUKATHCS, TaK YTO CTAJIM HEOOXOAUMBI TIOBTOPHBIE
WHBEKIMU OOTYJI0TOKCHMHA B cymMapHoii 1o3e 40 MEn. [TanuenTtka nepenecina 4
MOCIIEYIOIIME CEPUM UHBEKIMI ¢ cyMMapHbIMU J03amu 40 MEn kaxxnas. Het npusHakoB
He3(phEeKTUBHOCTH TEpaNMH, BBI3BAHHBIX aHTUTEIIAMHU.

dopwmyia u300peTeHus
1. Crioco©0 JreueHus 3a00JieBaHUS WIIM COCTOSIHHS, BEI3BAHHOI'O WJIM CBSI3AHHOI'O C
TUIIEPAKTUBHOMN XOJIMHEPIUUECKON MHHEPBALMEN MBI V MMALUEHTA, BKIIFOYAIOIINAN
BBEACHUE KOMITO3MIIMH, BKIIFoUaromen 3(hPpeKTUBHOE KOJIUIECTBO HEHPOTOKCUIECKOTO
KOMITOHEHTA TOKCMHOBOTO Komiiekca Clostridium botulinum, mpuyeM KOMITO3UIAS JTUIIIEHA
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JI0OOT0 APYroro OEIKOBOr0 KOMIIOHEHTA TOKCUHOBOT0O koMIutekca Clostridium botulinum,
rae

(a) maMeHT SIBJISIETCS YEIIOBEKOM,

(b) KOMITO3ULIUIO BBOASIT UHBEKIMEH, 1

(C) KOMITO3UIMIO BBOJAT C MHTEPBAJIOM MEHEE YeM TpHU Mecsla, IpUdeM UHTepBal,
BKJIFOYAET MEPBOE JICUEHHUE U BTOPOE JICUEHUE, I]I€ KOJIMUECTBO, BBEJIEHHOE BO BTOPOM
JICYCHUH, MOKET OBITh HMJKE, BBIIIIC UM UICHTUYHO KOJMYECTBY, BBEICHHOMY B IIEPBOM
JICYEHUH, U

(d) roe BTOpOE JieueHUe MOXKET ObITh HA3HAUEHO TOJIBKO Yepe3 HeCKOJIbKO YacOB MOCTIE
MPOBEICHUS TTIEPBOU MPOUEAYPHI JICUCHUSI.

2. Cnoco0 1o 11.1, re

(a) MaMEHT SBIISIETCS NALMEHTOM C TSDKEJIbIM HapyIIEHUEM ABUKEHUS WU TSHKEIIOMN
CITAaCTUYHOCTBIO; U

(b) acdpexTBHOE BBOAMMOE KOIMUecTBO TpeBbimaet 500 Ex HeMpoTOKCHIeCKoTo
KOMITIOHEHTA y B3POCIIbIX WIH ITpeBbllIaeT 15 EA/Kr Maccel Tena y AeTe.

3. Cnoco0 1o 1.2, TAe KOJIM4YecTBO, KoTopoe mnpesbimaet 500 Ex y B3pocnbix uim
npeBbimaet 15 Ea/kr maccol Tena y AeTei, BBOAAT

(a) MHBEKLMEHN TTIEPBOM YaCTH 3TOTO KOJMYECTBA BO BpeMsI IEPBOU MPOUEAYPHI JICUCHUS; U

(b) MHBEKIMEH OCTABIIICHUCS YACTH BO BpeMsl OAHOM WM O0JIee IOCISAYIOIIMX ITPOLEAYP
JIEYEHUS], T]I€ MOCIEAYIOLIYIO MTpoueaypy(bl) JICUEHUS] HA3HAYAIOT 10 MEHBIIEH Mepe uepe3
OJIMH JICHb MOCJIE EPBOM MPOLEIYPbI JICUEHHUS.

4. Croco0 1o 1.1, rae HeMPOTOKCUYECKHUI KOMIIOHEHT BBIOPAH U3 T'PYIIIBI, COCTOSIIEH U3
tuna A, B, C, D, E, F, G wim ux cMecu.

5. Cnoco® neveHus 3a001€BaHUSI UM COCTOSIHUS, BBI3BBAHHOTO TUIIEPAKTUBHOM
XOJIMHEPTUYECKOW MHHEPBALMEN MBIIILBI MALMEHTA, BKIIOYAIOIINUNA BBEICHUE KOMITO3ULIMH,
BKTIOUaroIien 3(hpeKTHBHOE KOJIMUECTBO HEMPOTOKCUIECKOTO KOMITOHEHTAa TOKCHHOBOTO
komrutekca Clostridium botulinum, mpyuyeM KOMITO3ULKS JIUIIIEHA JIF000TO IPYyTroro
0eIKOBOT'O KOMITOHEHTA TOKCUHOBOro KoMiutekca Clostridium botulinum, rue

(a) MaMEHT SIBJISIETCS YEJIOBEKOM C TSDKEIbIM HapyIIEHUEM JABUKEHMS WU TSHKEITOMN
MBIIIEYHON CTACTUYHOCTHIO;

(b) KOMITO3UIMIO BBOIAT UHBEKIMEH; U

(c) apdexTrBHOE BBOIMMOE KOJIMUecTBO mpeBbimiaeT S00 Ex HelpoTOKCHYECKOTO
KOMIIOHEHTA y B3POCIIbIX WM NPeBbIIAOT 15 EA/Kr Macchl Tena y IeTei.

6. Crioco0 no 1.5, r/ie KOJIM4YecTBO, KoTopoe npeBbiaet 500 Ex HelpoTOKCcMUecKoro
KOMIIOHEHTA y B3POCIIbIX WM NpeBbIaeT 15 En/kr Maccel Tena y 1eTeu, BBOAST

(a) ”HBEKLMEN MIEPBON YACTU 3TOTO KOJIMYECTBA BO BPEMs IIEPBOU MPOLEAYPHI JICUCHUS; U

(b) UHBEKIMEN OCTABIIIENCS YACTU BO BpeMsl OJHOM WM 00Jiee MOCIeAYIOIMX MTPOLEaYP
JICYEHUS], T]I€ MOCIEAYIOLIYIO ITPOLEIYPY JIEUSHUSI HA3HAYAI0T, IO MEHbIIEH Mepe, Yepes
OJIMH JICHb MOCJIE IEPBOM MPOLEIYPbI JICUEHHUS.

7. Crioco0 mo 1.5 uiu 6, rjie KOMITO3UIMIO BBOJISIT C MHTEPBAJIOM MEHEE YeM TPU MECsIa,
MIPUYEM MHTEPBAJI BKJIIIOUAET NIEPBOE U BTOPOE JICUECHUE, T /1€ KOJIMYECTBO, BBOAUMOE BO
BTOPOM JICUEHUH, MOKET OBITh HWXKE, BBIIIIEC WU UIEHTUYHO KOJIMUECTBY, BBOAUMOMY B
MEPBOM JICUYCHUM, U TJI€ BTOPOE JIEYEHUE MOKET OBITh HA3HAYEHO TOJBKO UYepe3 HECKOJIbKO
YACOB MOCJIE NIEPBOM MPOLETYPbI JICUEHHUS.

8. Crroco06 no 1.5, rae 3a001eBaHue UIIM COCTOSTHUE BKIIIOYAET JUCTOHUIO MBIIIIEL.

9. Crtoco0 110 1.8, rae TUCTOHUS

(a) BBIOpaHa U3 TPYMIIBL, COCTOsEeH U3 (1) KpaHMATLHOM TUCTOHUM, BKITFOYAFOIIEH
onepapocnasm, HKHEYETTIOCTHYIO TUCTOHUIO OTKPBITOUETFOCTHOTO WU
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3aKPBITOUETIOCTHOT'O TUITA, OPYKCU3M, CUHJIpOM Meige, SI3bIUHYIO JUCTOHUIO, Al PAKCUIO
OTKPBITUSA BEKA, (2) UEPBUKATIbHOW JTUCTOHWH, BKITFOUYAIOIIEH HACUIILCTBEHHBIA HAKIIOH
TOJIOBBI BIIEpE, Ha3al U B CTOPOHY, KpUBOIIIeto, (3) ¢papuHTIeaIbHON TUCTOHUH, (4)
TOPTAaHHOM TUCTOHUM, BKITFOUYAOIIEH ClIa3MaTUUYECKYI0 TUC(OHUIO THUITA IIPUBO/ISIIEH WA
OTBO/ISIIIIECH MBI, CTA3MATUYECKYIO OJIBIIIKY, (5) AMCTOHMM KOHEYHOCTH, BKJIIOYATOIIICH
JIMCTOHUIO BEPXHEN KOHEYHOCTH, TAKYIO KaK JUCTOHMS IIPU BBITOJTHEHUM KOHKPETHBIX
3a/7a4, BKJIr0Yas MUCUMM CIa3M, CyJIOpOTU MY3bIKaHTa WUJIM CYJOPOTy UTPOKaA B roJib(,
JIMCTOHUIO HW)KHEW KOHEYHOCTH, BKJItOUas MPUBEACHUE U OTBEACHUE Oe/ipa, KOJIEHHOE
crubaHMe 1 pasrubaHue, crubaHue U pa3ruOaHue JIOIbDKKY UM 3KBUHOBAPYCHYIO
nedhopManuio, TMCTOHUIO CTOIIBI, BKJIIOYasi CTPUAPHBIN ITajiell HOTH, CTMOaHKue U pa3ruOaHue
naJjblia HOTH, OCEBYIO JUCTOHMIO, TAKYIO KaK NMU3aHCKUN CUHJPOM WJIA JTUCTOHUS
WCITOJTHUTENIS TaHIA )KUBOTA, CETMEHTAIbHYIO IMCTOHUIO, TEMUIUCTOHHUIO WUITU
TE€HEPAJIM30BAHHYIO JUCTOHMUIO, (6) nucToHuM Iipu Lubag, (7) aucroHnun npu
KOPTUKOOA3aJIbHOM JiereHepaluH, (8) mo3aHe TMCTOHUY, (9) TUCTOHUU TTPU
criHouepeopanpHoi atakcuu, (10) muctonuu mpu 6oe3nu I[lapkuncona, (11) TucToHUM TTpU
6osie3HM XaHTUHITOHA, (12) nucToHuu mpu 6ose3nu Hallervorden Spatz, (13) nomna-
WHAYIMPOBAHHOW TUCKUHE3UW/TOTIa-UHAYIMPOBAHHON TUCTOHMM, (14) TO3IHEN
JIUCKUHE3UW/TUCTOHUH, (15) mMapOoKCU3MaIbHON JUCKUHE3UN/ AUCTOHUN (KUHE3UO- U
HEKUHE3UOT€HHbIE, BbI3BAHHBIC JIEWCTBUEM ); WU

(b) mpencrapinsieT cob0il BBIOPpaHHYIO U3 TPYIIIbI, COCTOSIIEH U3 KPUBOIIIEH,
HACWUJIbCTBEHHOT'O HAKJIOHA I'OJIOBBI BIIEPE/I, HA3a1 U B CTOPOHY, COTHYTOTO JIOKTS,
MMPOHUPOBAHHOT'O MPEAIIICYbs], COTHYTOT'O 3aIsICThsl, OOIBIIOro Majbla B JaJ0HU WIH
CKaTOro KyJjaka.

10. Cioco®6 1o 1.8, r/1e MbIIIa BEIOpaHa U3 TPYMIIbI, COCTOSIIEN U3 OTHOCSIIMXCS K
oaHoOM ctopoHe Tena Ipsilateral splenius, contralateral sternocleidomastoid, ipsilateral
sternocleidomastoid, splenius capitis, scalene complex, levator scapulae, postvertebralis,
ipsilateral trapezius, levator scapulae, bilateral splenius capitis, upper trapezius, deep
postvertebralis, bilateral sternocleidomastoid, scalene complex, submental complex,
brachioradialis, biceps brachialis, pronator quadratus pronator teres, flexor carpi radialis,
flexor carpi ulnaris, flexor pollicis longus, adductor pollicis, flexor pollicis
brevis/opponens, flexor digitorum superficialis, flexor digitorum profundus.

11. Croco©0 mo 11.5, rae 3a00JIeBaHUE WK COCTOSIHUE BKIIIOUAET CITIACTUYHOCTD MBIIIIIIEI.

12. Crioco6 o .11, riae MbleyHas CnacTUYHOCTD SIBJISETCS WM cBs3aHa ¢ (1)
CIACTUYECKUM COCTOSIHMEM ITpHU dHIePaInuTe U MUCITUTE, OTHOCSIIUMCS K (a)
ayTOMMMYHHBIM ITPOLECCAM, BKJIIOYAIOIIUM OTHOCSIIMECS K PACCETHHOMY CKIIEPO3Y,
TOMepEeYHOMY MHEINTY, cCUHIpoMy Devic, (b) BUpyCHBIM HH(pEKIUIM, () OaKTepUaIbHBIM
uHpeknusaM, (d) mapasurapHbIM HHDEKIUSIM WK (€) TPUOKOBBIM HH(pEKIUIM, (2)
HACJIEACTBEHHBIM CIIACTUYECKUM Mapanape3om, (3) mocTanorvieKTU4eCKUM CUHAPOMOM B
pe3ynbpTare uHpapKTa MOJTyIapuii, THpapKTa CTBOJIA MO3Ta WM HH(PAPKTa CIUHHOTO
Mo3ra, (4) TpaBMOM LEHTPATIbHON HEPBHOM CUCTEMBI, BKJIIOUAIOIIEH, HAIIPUMED, ITOPAKEHUE
MOJIyIIApUN, MOPaXEeHHUE CTBOJIA MO3Ta, MOPAXXEHUE CIIMHHOTO MO3Ta, (5) KPOBOU3TUSIHUEM
IEHTPAJIbHOM HEPBHOM CUCTEMBI, TAKUM KaK KPOBOU3IIUSIHUE B MO3T, Cy0apaxHOUIalIbHOE
KPOBOUBIIUSIHUE, CYOypaIbHOE KPOBOUZIUSHUE UIIM KPOBOU3IIMSHUE B CTUHHOM MO3T,
wim (6) HeorIa3uen, HalpUMeEp, OMYXOJISIMU MOJIyIAPUH, OTTYXOJISIMU CTBOJIA MO3Ta WIH
OITYXOJIbIO CIMHHOT'O MO3Ta WM (7) MBIIIEYHOU CIIACTUYHOCTBIO TTOCIIE UHCYJIbTA, WK (9)
MBIIIIEYHOM CITACTUYHOCTBIO, BBI3BAHHOM 1epeOpaIbHBIM MapajTudoM.

13. Cnoco6 1o m.11, rae MbIna SBIseTCs IT1aJKON WM ITONIEPEYHO-TI0I0CATON MBIIIIIIEH.

14. Crioco0 paccrinabieHust TMIEBbIX CKIAJ0K UM MOPIIMH KOXKU WK YCTPAHEHUS
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ACMMMETPUH JTUIA, BKIIOYAIOIIUN BBEIeHHE CYyOBEKTY KOMITO3UIMU, BKIIOYAIOIIICH
3¢ (PEeKTUBHOE KOJIMYECTBO HEMPOTOKCUIECKOTO KOMIIOHEHTa TOKCHHOBOT'O
koMmiutekca Clostridium botulinum, mpuueM KOMITO3UIUS JTUIIIEHA JIF000TO IPYyTroro
OEJIKOBOTO KOMITOHEHTA TOKCUHOBOT0 KoMIutekca Clostridium botulinum, rae

(a) CYyOBEKT SIBJISIETCS YETIOBEKOM;

(b) KOMMO3UILKIO BBOAAT MOAKOKHON WUJIM BHYTPUMBIIIIEYHOW UHBEKIUEH B UM OKOJIO
OIHY WJIM 00JIee MUMUYECKHX MBIIIII UJIX MBIIIII, BOBJICYCHHBIX B 00pa30BaHNE MOPIIUH WU
ACUMMETPUH; U

(C) KOMITO3UIMM BBOJISIT C MHTEPBAJIOM MEHEE UeM TpU Mecsla, IpudeM UHTepBal
BKJIIOUAET MEPBOE U BTOPOE JCYEHHE, I'/I€ KOJIMUYECTBO, BBEICHHOE BO BTOPOM JICUEHUH,
MOJKeT OBITh HHMIKE, BBIIIE WIIK UICHTUYHO KOJIMYECTBY, BBEJICHHOMY B IIEPBOM JICUCHUH; U

d) rae BTOpas mpoueaypa JeUeHUs MOXKET ObITh Ha3HaUeHa Yepe3 HECKOJIbKO YacoB
MOCIIe IEPBOM MPOLETYPhI JICUCHHSI.

15. Crioco6 1o 11.14, e KOMIIO3ULKIO BBOAST UHBEKIMEH B CKIIAJIKy MEXIY OpOBSIMH,
TOPU3OHTAIBHYIO CKIIAJKY J10a, «T'YCHHBIE JIAITKW», HOCOTYOHBIE CKJIAKH, CKIIaJIKy Ha
Mo 100POJIKe, KOXKY THUITA alle)IbCHHOBOM KOPKU W/WIIM MOAKOKHBIE CKJIaIKHU ITIEH.

16. Crioco6 1o 1.14 umu 15, rie MblIna, B KOTOPYIO JeIal0T UHBEKIIMIO, BRIOpaHa U3
CpyIIIbL, cOCTOsALIEN U3 corrugator supercillii, orbicularis oculi, procerus, venter frontalis
occipitofrontalis, opOuTanbpHO yacTu orbicularis oculi, nasalis, BepxHeili ry0Osl: orbicularis oris,
HWKHel ryosl: depressor angulis oris, mentalis 1 platysma, KOTOpPBI€ SIBJISFOTCS MBIIIIIAMH,
BOBJICUEHHBIMH B 00pa30BaHUE BhIIIEYKA3aHHBIX CKIIAIOK.

17. Crioco0 jeueHus 3a00JIeBaHUSA WM COCTOSIHUS, BBI3BAHHOI'O WM CBSI3aHHOI'O C
TUIIEPAKTUBHON XOJIMHEPTUYECKON MHHEPBAIMEN YK30KPUHHBIX KeJie3 Y MalyeHTa,
BKJTFOYATOITUH BBEICHHE KOMITO3UIMH, BKITIOYArOIIel 3 (heKTHBHOE KOJIMUECTBO
HEUPOTOKCHUHOBOT'O KOMITOHEHTA TOKCMHOBOTO KoMIuiekca Clostridium botulinum, mpuiyem
KOMITO3HIIMS JIUIIIEHA JTI000T0 APYroro 6€JIKOBOT0 KOMIIOHEHTA TOKCMHOBOTO
kommJiekca Clostridium botulinum, rae

(a) mauMeHT SBJISICTCS YEIIOBEKOM,

(b) KOMITO3ULIUIO BBOASIT UHBEKIMEH, U

(C) KOMITO3MIUIO BBOJAT C UHTEPBAJIOM MEHEE YEM TPHU MECSLA, TPUYEeM UHTEpBAIT
BKJIFOYAET MEPBOE JICUEHHUE U BTOPOE JICUCHUE, I'JIe KOJIMYECTBO, BBEAEHHOE BO BTOPOM
JICYEHUM, MOKET OBITh HUKE, BBIIIIE UJIM UEHTUUHO KOJIMYECTBY, BBEICHHOMY B ITIEPBOM
JICUECHUH, U

(d) rie BTOpOE JIeUeHHUE MOXKET ObITh HA3HAUEHO TOJILKO YePe3 HECKOJIbKO YaCOB IOCIIE
MEPBOU MPOUEAYPHI JICUCHUSI.

18. Cioco6 1o .17, rae runepakTUBHAS XKelle3a SIBIsETCS aBTOHOMHOM 9K30KPUHHOMN
JKEJIE30M, Y IJIe KOMIIO3UIUIO BBOAAT UHBEKIUEH B JKEJIE3Y UM OKOJIO HEE.

19. Crnoco6 o 11.18, rue

(a) »kene3y BRIOMPAIOT M3 I'PYIIIBI, COCTOSIIEH U3 TOTOBOM JKeJie3bl, CIIE3HOMN JKeJe3bl,
CIIFOHHOM KEJIE3bI U CIIU3UCTOM KeIIe3bl; UIU

(b) >xene3a cBs3aHa ¢ 3a00JI€BAHNUEM WIIM COCTOSHUEM, BBIOPAHHBIM U3 TPYIIIIHI,
cocTosllen u3 cuHapoMa Frey, CHHIpoMa KpOKOJIUIOBBIX CJI€3, HOAMBILIEYHOT O
TUIIEPTUAPO3a, JaJOHHOIO TUIIEPTUAPO3a, MOAOMBEHHOIO TUIIEPTUAPO3a, TUIIEPTUIPO3a
TOJIOBBI U IIE€H, TUTIEPTUAPO3a Teld, PUHOPEU UIIM OTHOCUTEIILHOMN TUIIEPCATIMBALIUM Y
MaNMeHTOB ¢ yaapoMm, 0ose3Hbio [lapkruHcoHa UM OOKOBBIM aMUOTPO(DUUECKUM CKIIEPO30OM.

Crp.: 27
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