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Resume. The article presents a clinical case of the use of botulinum therapy in a child with a
hereditary mitochondrial disease (Leigh syndrome).
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Beenenne. B HacTosmee Bpems B PecniyOnnke benapych OTCyTCTBYET €IMHBIN MOJIXO[ K
BEJICHUIO JIeTEH C MpOSABICHUSAMHU TUIEpcaauBaluu. B HaydHOH nuTepaType BBIIEISIIOT TPU
OCHOBHBIX HaIpaBJIEHUSl Teparuu W30BITOYHON CHAIOPEU: HEMEIUKAaMEHTO3HOE (peleBaHTHOE
NO3ULIMOHUPOBAHUE;,  JMETOTEpalus; KOTHUTUBHO-IIOBEJEHUECKass  Tepamusi;  JieueOHas
Gu3KyIbTYpa € JIEMEHTAMU apTUKYISIIMOHHOW I'MMHACTHUKH); MEAUKAMEHTO3HOE (IpUMEHEHHE
AQHTUXOJMHEPTUYECKUX MPEnapaToB), XUPYypruueckoe BMEIIATEIbCTBO HA CIIIOHHBIX JKeJle3ax.
Opnako, TO TpPUYMHE BBIPAXKEHHBIX MMOOOYHBIX U HeXelaTeNbHbIX 3¢ ¢dekToB Hauboiee
NEPCIIEKTUBHBIM METOJIOM JIEUEHMS TUIIEPCAINBALIMY HA CETOJHAIIHUNA JIE€Hb SBISIOTCS CECCUU
JIOKAJIbHBIX MHBEKIMH OoTynuHuyeckoro TokcuHa tuna A (BTTA). DddextuBHOCTH TaHHOTO
METO/1a JICYEHUs MOJITBEpXkKIeHA MEKIyHapoaHbIM KoHceHcycoM (Reddihough D. et al., 2010) u
00yCIIOBJIEHA €T0 JIOKAJIbHBIM JIeWCcTBUEM 0€3 CUCTEMHOT'O BIIMSHUS HAa OPTaHU3M, UYTO OTINYAET
€ro OT «KJIACCMYECKOW» MeAMKaMeHTO3HO# Tepanuu. Kpome Toro, addexr OorynuHoTepanuu
o0paTtum, 4To OOecreynBaeT MPEUMYIIECTBO Mepe]] XUPYpPruuecKuMH BMemaTenbcTBaMu. s
MOATBEP)KJICHUS JaHHBIX IIOJOKEHUH IIPEICTaBICH KIMHUYECKUH INPUMEpP IEPBOTO OIbITa
npumenenus BTTA npu runepcanupanuy y peOeHKa ¢ HaclIeICTBEHHBIM HEHPOJereHepaTuBHBIM
3a00JIeBaHUEM, XapaKTePU3YIOLUIMMCA  HapylIeHUsIMH MeTabonmu3mMa u  (hOpPMUPOBAHUA
KOMITOHEHTOB LIEHTPAJIbHOW HEPBHON CUCTEMBI.

Heuasb uccienoBanus: ONEHUTh YPPEKTUBHOCTh U OE30MACHOCTh OOTYTMHOTEPANUH Y
peOcHKa ¢ HACJIEICTBEHHBIM HEHPOJEreHepaTUBHBIM 3a00JICBAaHUEM IIEHTPATHHOW HEPBHOU
cuctemsl (cMHIpOM JIM) B yCIOBHSIX MAUIMaTUBHOIO YXOZa.
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Matepuaiabl M MeToabl. [lpuBomum knmHuueckuii cinydait Off-label mpumenenus
OOTYJIMHUYECKOTO TOKCHHA THUIA A B JICYCHUU TUIEpPCATUBAIMK Y peOeHKa ¢ cHHIpoMoM JIu.
HeoOxonumMo oTMeTUTH, YTO Mepea NpPOBEACHHEM JaHHON Tepamnuu MpeBapUTeNIbHO ObLIO
MOJy4eHO WH(POPMHPOBAHHOE COTJIACHME Ha NPOLEAYpPY M NHUCBMEHHOE COIJlacHe 3aKOHHBIX
npencTaBuTeNel Ha 00paboTKy NEePCOHABHBIX JaHHBIX.

Crenenp canuBanmu onpexaensiace 1o mkane «The Drooling Impact Scaley,
pa3paboTaHHOM JJIsl OLIEHKH KauecTBa JKU3HM JIeTeil ¢ yuéTOM MHEHUs POAUTelNel, ONEKYHOB U
MEIUIIUHCKOTO IePCOHAIA, OCYILECTBIISAIONIETO YX0/1 3a nanueHToM. /lannas mkana BkiarodaeT 10
BOIIPOCOB, OIlleHUBaronuxcsi 1o 10-O0ambHOM cucreme, rae 10 0amioB COOTBETCTBYET
MaKCHUMaJIbHOMY TPOSIBICHUIO CUMNTOMa, a | Oami — MUHUMaJbHOMY: YacTOTa MOJATCKaHHS
cmonbl (10 — mocTtossHHO, 1 — HHMKOTZA); MHTEHCUBHOCTH citoHoTeueHus (10 - mpodysHoe
ciroHOTedYeHHe, | — peOCHOK CyXOif); 4acTOTa MCIOIb30BaHus CIFOHABYHKOB (10 — 6omee 10 pas,
1 — oIHOKpATHO); Kak 4acTo OT pebeHKa ncxoauT 3anax ciitoHsbl (10 — mocrosiHHO, 1 - HUKOTA);
HalMuue NnoBpexacHU Koxu (10 — BbIpaykeHHas Chlllb, | — HUKAKUX MOBPEXACHMI); YacToTa
BBITHPAHUS CIIOHBI, B TOM YKCJIE C UTpyIIeK U mpeameToB medenu (10 — mocTosHHO, | — HUKOTAA);
KaK CHJIBHO cMyllaeT peOeHka u30biTouHOe citoHoTeueHue (10 — odenp cmymaer, 1 — He
CMYIIAET); CTEMEeHb HAPYIICHWH TOBCETHEBHOW JXKM3HHM Kak peOCHKa, TaK W poauTened /
yxaxuBaroiiero nepconana (10 — ouenb memaet, 1 — HUCKOJBKO).

TapretHeIMH 30HaMH U1 OOTYJHMHOTEpAllMU BBICTymaau okojoymHbie (glandulae
parotidea, mo 25 eauHMII C KaKI0W CTOPOHBI) M MOIBSA3BIYHBIC CIIOHHBIC skene3bl (glandulae
sublingualis, mo 15 equHMUIl ¢ KaXKI0# CTOPOHBI), ONMPEACISCMbIC C TIOMOIIBIO YIBTPa3BYKOBOTO
UCCIIEIOBaHMsI U MaHyalbHOro TectupoBaHus. CymmapHas no3a coctaBuia 80 eOMHHII, 4TO
COOTBETCTBYET 5,3 enuWHUIlAaM Ha KHJIOTPaMM MacChl Teja MauueHTa. boTymuHoTepanus
MPOBOAMIIACH C UCIIOJIb30BaHUEM Y 3-HaBUTranuu, npemnapatoM Jucnopt®. UHTparnannynspHbie
MHBEKIUH BBITOIHIIUCH TYOSPKYJIMHOBBIMY IIIPUIIAMU ¢ UTJI0i 29G, B KauecTBE pacTBOPUTENSA
OBLT HUCIIOJIb30BAaH M30TOHUYECKUN PAacTBOp HATpus xjopuaa B o0béme 2,5 mu. Jlns cemauuu
ucrosb30Bajics pactBop Mmumazonama 0,5% 1 mn pexktanpHOo 3a 30 MUH. 70 TPOBEACHUS
JIOKAJIbHBIX WHBEKIUI MPU TOCTOSHHOM BUTAIBHOM MOHMTOpUHTe. Pacu€r mo3 mpoBeneH ¢
y4€TOM MEXIYHApOJHOTO KOHCEHCyca MO OOTYIMHOTEpanuy W SKBHBAJIECHTHOCTH Mpenapara
Kceomun ®, koTopslii mpumensiercs on-label.

Pesyabratsl. Ilo mkane onenku crenenn cimonoreuenus (The Drooling Impact Scale)
yepe3 HeJElNo Mocje Tepanud poJUTEIN OTMETHIIM 3HAUUTENIBHOE YIYUIIEHHE 10 CISAYIOIUM
MOKa3aTeNsIM: 4acToTa MOJTEKaHUs CIIOHbI cHu3mWiach ¢ 10 no 2 6amioB; MHTEHCUBHOCTh
cioHoTeueHus ¢ 10 6amioB 70 2 OamoB, MpH 3TOM peOEHOK OCTaBaJICS MPAKTUYECKH CYXUM;
YMEHBIICHWE YaCTOThI HMCIOJB30BaHMS CIIOHSIBYMKOB C 5 pa3 B J€Hb O OJHOKPATHOTO; OT
peOeHKa 3HAUUTENILHO peXke MCXOuI 3anmax cioHbl (¢ 10 mo 1 Oamna); ncye3nu MOBpeXACHUS
koxu (¢ 10 go 1 Gamna); cCHU3MIIACh YAacTOTAa BBITHPAHUS CIIOHBI, B TOM YHCJIE C UTPYLIEK U
npeameroB mebenu (¢ 10 go 1 Oamna); rumepcainuBanus nepecrayia 0eCOKOUTh KaK CamMoro
pebenka (c 10 go 1 6amna), Tak 1 poauTeNnel B moBceaHeBHON xu3HH (¢ 10 10 1 6anma).

Onenka crmycts 1 ¥ 2 Mecsma MOKa3aad HE3HAUYUTEIBHOE BO3BPAIICHUE CHMIITOMOB:
MHTCHCUBHOCTh CIIOHOTEYEHHUS TOBBICHIACh ¢ 2 10 3 0ajuioB, 4acTOTa BBITUPAHUS CIFOHBI
yBenuuuiack ¢ 1 10 2 6ansos, a peakiys peOeHKa Ha THIIepcalnBalnio Bo3pocia ¢ 1 10 3 6amos.

3akirouenue. TakuM 00pazom, OOTYIMHOTEpANHUS IPU TUIIEPCATTUBALIUN JEMOHCTPUPYET
3P PEKTUBHOCTH YK€ MOCJE MEPBOM CEeCCUM MHBEKIUM, CHIKAs M30BITOYHOE CIIOHOOT/ENICHHE,
TEM CaMbIM TOBBIIIAs KAa4eCTBO JKM3HM KakK peOeHKa, Tak W yXaXKWBAIOUIero juma. Metox
CHOCOOCTBYeT NPOQPHUIAKTUKE BTOPHUYHBIX AaCIUPALMOHHBIX OCIOXXKHEHHUH (acnMpaliOHHbIE
THEBMOHUH ¥ JIp.) W TO3BOJIIET OTCPOYMTH WM H30€XKaTh ONEpaTHBHOE BMEIIATEIHCTBO HA
CJIFOHHBIX JKeJe3ax.
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