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BOJIE3HMN Jlexuyuu u 0630pbi

Mouck namoreHemuyecKoil mepanuu guabemuyeckoii aguCManbHoi
cUMMempuyHoll honuxeuponamuu

Andrew JM Boulton!, Peter Kempler?, Alexander Ametov?, Dan Ziegler*
! Centre for Endocrinology and Diabetes, University of Manchester, Manchester, UK;
2 Ist Department of Medicine, Semmelweis University, Budapest, Hungary;
7 Russian Medical Academy for Advanced Studies, Moscow, Russia;
4 Institute for Clinical Diabetology, German Diabetes Center at the Heinrich Heine University, Leibniz Center for Diabetes Research,
Department of Metabolic Diseases, University Hospital, Diisseldorf, Germany

Ilepesoo: C.C. Huxumun

Juabemuueckas ducmanvHas cummempuyras noaunetiponamus (AACII) ecmpeuaemces npubauzumenvro y mpemu 004bHbIX ¢ duademom u
accouuupyemcst ¢ 8bipaNCceHHvIMU 601e8bIMU CUHOPOMAMU U NOGbIUIEHHOU cmepmuocmbio. Juaenocmuka u kaunuyeckas oyenka JACIT
ocmaemcst Henpocmoil npobaemoll He MoAvko 04s epavell oOwjeli NpaKmuku, HO U 045 CHeyUdalucmos, NPUHUMANWUX yyacmue &
KAuHuueckux ucnsimanusix. OnmumansHulil KOHmMpoas duadema s164semcesi nepeoouepedHoll 3adaueli 8 npoguiakmuke pazgumusi U 6e0eHuU
navuuenmos ¢ JJICII. O0nako 00HO20 eaukemMu4eckoeo KOHMpoas Hed0CMAamoYHO 045 NPe0OMEpauleHUs pa3eumus U npoepeccupo8aHus
JUICII, ocobenno npu Ouabeme 2-e0 muna. Kpome moeo, y 3HauumenvHoli uacmu OO0AbHbIX He yoaemcsi 00CMU4b HOPMOAUKEMUU.
3HauumenvHvle ycnexu OOCMUSHYMbL 6 KOHMPOAe CUMNMOMAMUYECKUX Helponamuyeckux 0o0aeil, HO NpU 3MOM OcCmaemcs npoonema
cercoproeo degpuyuma u namoeeneza JJICII. Bvibop mepanesmuueckux 603MOICHOCMEl GAUSAHUS HA ececmeeHHoe meueHue 00ne3HU
oepanuen. Hccaedo8ano HeCKoAbKO namoeeHemuueckux mepanegmu4ecKux nooxo008, Ho pe3yabmamsl KAUHUMECKUX UCNbIMAHUL He daiu
odcudaemMblx pe3yabmamos, 4 6 HEeKOMOpPbIX cay4asx oddce O0KaA3aauce paszouaposvieaiouumu. Hecmomps na smo, 6 pade
DPAHOOMUBUPOBAHHBIX KOHMPOAUPYEMbIX UCCACO08AHUI NO UCNOAB308AHUI NAMOEHEMUHECKO20 NeYeHlUs NOKA3AHO 00Hadexcusaruee
KAUHUYecKoe yayduieHie OMHOCUMENbHO HelUponamu4eckux HapyuleHuil 8 KOHEeHHbIX MOUKax, 0COOeHHO Npu UCHOAb308AHUU 0~AUN0EBOL
Kucromol U akmogeeuna. Bozmoyxcnocmy eausnua na mevenue JJICII mpebyem OdanvHeiiueeo noomeepicOeHUs 6 KAUHUYECKUX
UCCAe008AHUAX HAPAODY ¢ NOHUMAHUEM MEXAHUZMOB Oelicm8Usi MHO2000ewaue2o AeHeHus.

Karouesote caosa: duabemuueckas nepugepuueckas neiiponamus, OUAZHOCMUKA Helponamuu, eNUKeMu4ecKuil KOHmpoab, NPomueooo-

JAesas mepanus, namoeeHemuveckas mepanus

BeeneHue

Junabetndeckasi [UCTabHAsK CHMMETPUYIHAST TIOJTMHE -
ponatust (IJICII) pa3BuBaeTcs y He MeHee TPETH TaleH-
TOB, CTpajalolIMX CaxapHbIM IMA0ETOM, U YBEJIUYMBACT
CMEPTHOCTb M PACHPOCTPAHEHHOCTh CEPAEYHO-COCYAUCTHIX
3a00JIeBaHNIT 1 TpohIeCKrX HapyIeHuit [ 1—4].

BosieBble cumIiToMbl pa3BuBaoTcs y 13—34 % nauu-
€HTOB C JAuabeToM, MpUYEeM PUCK IOSIBICHUST OOJIEBbIX
HEHPpONMaTUYECKUX CUMIITOMOB 3HAUYUTEIbHO BBILIE MPU
nrabdeTe 2-ro TrIIa [4, 5]. BoieBbIie omyIieHNs TPUBOISIT
K YXYIILICHUIO CHA, pa3apaXkuTeJIbHOCTH, ISIIPECCU U Ha-
pywieHuto ¢pusnonorndyeckux ¢pyukumii. JJCIT cayxur
YacTOM MPUYMHON SI3BEHHBIX MTOPaKeHU KOXU WU T1a-
OETUIECKOI CTOIBI, KOTOPhIE MOTYT MPUBECTH K aMITyTa-
uuu. Heiipornatnueckue 00aM M CEHCOPHBIN neuuUT
SIBJISIIOTCSI IPEIMKTOpaMU KapAualbHOI cMEpTU 1 Heda-
TaJbHbIX MH(APKTOB MUOKapaa [6].

HecMoTpst Ha 3HAUMUTETIbHBIC YCIIEXW B CUMIITOMATH -
YECKOM JIEYEHUU HEWPONaTUYECKOU 00U C UCHOJIb30Ba-
HUEeM IiperadajrHa UK IyJOKCEeTUHA, MPaKTUYeCKH HeT
nyreil BiusgHus Ha natoreHes JJICII. Pe3yabraThl orpa-
HUYEHHBIX KTMHUYECKUX UCTIBITAHUI HEe AaJT OXKUIAEMBbIX
pPE3yabTaTOB, a B PsiJie CIyYaeB Iaxke OKa3aauch pa3odapo-
BhIBalOIIMMU. [ TaKuUX MpernaparoB, KakK o-JIUIOeBast

KICJTOTa ¥ aKTOBETWUH, HeTaBHO MTOKa3aHa IMOTeHITNATbHAS
BO3MOXXHOCTD BIIMSTHUSI HA TeUeHUEe OOJIE3HN, HO IS TT0JT-
HOTO TOATBEpKACHMS HaOI0gaeMbIX 3(PeKTOB HE0OX0-
JIMMBI TOTIOJTHUTEJIbHBIE MCCIIEIOBAHNSI.

JluarHocmuka u oueHxa

Jnarnoctuka u kimHndeckas oueHka IJICIT ocraercs
HETPOCTOI MPOo0IeMOi He TOJIBLKO JIJIs1 Bpaueii o01Ieii mpak-
TUKW, HO U UISI CIIELMAIVCTOB, MIPUHUMAIOIINX yJacTHe
B KIIMHMYECKMX ncTbITannsx. Jnarnoctuka JJICIT ocHoBa-
Ha Ha pe3yJ/IbTaTaxX KIMHUIEeCKOTO OCMOTpa U CyOBEKTUBHOM
onucaHuu xapakrepa oonu nauyeHTom. JIJCIT xapakrepu-
3yeTcsl IUCTaTbHBIMU, CAMMETPUYHBIMU HEHPOIMaTUYECKU -
MM CUMITTOMaM#, OOBIYHO 00OCTPSIIOIINMHUCS HOUbI0. CrM-
NTOMBI MOTYT YacTO IIPUCYTCTBOBaTb 03 OYEBUIHBIX
nposiBiaeHuii. HemoctaToYHOCTh AMarHOCTUKY MOKET CYILIe-
CTBEHHO BJIMSITh Ha PE3YyJIbTaThl OLIEHKU, OCOOEHHO HEBPO-
JIOTHYECKUX CUMITTOMOB, B KOHEUHBIX TOYKAX KITMHIISCKIX
WCCeA0BaHN (HapruMep, C UCTIONIb30BAHUEM HEBPOJIOTH -
YECKUX I1IKaJ1) U MPUBOAUTH K HEAOCTATOUHO JOCTOBEPHOI
OLICHKE YJTy4YILlIEHUSI COCTOSTHUSI.

J171s1 OLIEHKM 9aCTOTHI U TSLKECTH 00JIEBOTO CUHAPOMA
MOXHO MCIIOJIb30BaTh HECKOJBKO ITPOCTHIX UYMCIOBBIX
1LIKaJ (HarpuMep, BU3yaibHasi aHaJIOroBas 1IKaJja, 111Kaja
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Jlukepra). TakKe ISl pETUCTPOB U KIIMHUYECKUX UCCIIe-
JIOBaHU MCIIOJB3YIOTCA U IPyrue BaJIMIU3UPOBAHHbBIE
LIKaJIbl, Takue Kak OMPOCHUK MO CUMITOMaM HeBpoTa-
taeckoit 6oau (Neuropathic Pain Symptom Inventory),
Kpatkuiit onmpoCcHUK OLIEHKH BbIpaxkeHHOoCTH 6oy (Brief
Pain Inventory) wiu BorpocHuk HeiiponaTuieckoii 601u
(Neuropathic Pain Questionnaire) [7]. KauecTBO Xu3Hu
OLIEHUBAETCS C MCIIOJIb30BAaHUEM CIEUMATBHBIX TIKa
olleHKM Heliporatnyeckoii 6o — NeuroQoL, NePIQoL
(Neuropathic Pain Impact niu Quality-of-Life).

BonpocHuk Heiiponamuyeckoii Gonu

OO6HapykeHHbIE PU KIMHUYECKOM OCMOTpPE Hapyliie-
HUST MOTYT OBITh MCITOJIb30BAHBI JIJISI COCTaBJICHUST HEMPO-
MaTU4YECKOro uHaekca [8].

CuUMNOTOMBI MOXXHO OLIEHUTh, UCIIOJIb3Y$l OOIIECU3BECT-
Hble CyMMapHbI€ MHACKCHI, HanmpuMep Takue, Kak [llkara
obmieit oueHku cummtomoB (Total Symptom Score, TSS),
Knununyeckas mkana oueHku Heviporatuu TopoHTo (To-
ronto Clinical Neuropathy Score, TCNS) wiu Illkana
OaJITbHOI OLIEHKM CMMNTOMOB Heliporatum (Neuropathy
Symptom Score, NSS). [pyrue cmocoObl TUarHOCTUKH
HeliponaTUYeCKUX U3MEHEHUI BKIIOYal0T MUYHUTraHCKUI
OIPOCHMK [IJIs1 CKpUHUHTIa Heliporatuu (Michigan Neu-
ropathy Screening Instrument), KOTOpBIi OLIECHWBAET BHEIII-
HUI BUJI CTOITBI, HAJTMIME HEMPOITaTHISCKIX TPOPUISCKIX
SI3B, HAJIM4Yue pedIeKCOB ¢ aXWLIOBBIX CYXOXWINK U BU-
OpallMOHHOIO YYBCTBAa C MCITOJIb30BaHMEM KaMEpTOHA,
n lllkany HeBponornyeckux pacctpoiictB (Neuropathy
Disability Score, NDS), KoTopast BKITFoYaeT OLIeHKY BUOpary-
OHHOTO YYBCTBA, pehJIEKCOB C aXMJIJIOBBIX CYXOXWIIUIA, OoIe-
BOTIO YyBCTBA B OTBET Ha YKOJI Oy/IaBKOI M TEMIIEPATypHOIO
yyBcTBa. [lepeuriciieHHbIe 1 ApYTrrie CyMMapHBIE IITKAIbI YaCTO
WICTTOJTB3YIOTCST B KITMHUYECKNX MccienoBaHmsix. OmHaKo Bce
OHM OCHOBAaHbI Ha CYOBEKTMBHBIX OLLYIIEHUSIX MallMeHTa
U OTJIMYAIOTCS BapradelbHOCThIO. CyIIeCTBYIOIINE KIIMHI-
YeCKHe Kbl TAKXKEe YaCTO MaJIOYyBCTBUTEIILHBI TTPY HAJTU -
YU MWHHUMaJTbHBIX M3MEHEHWI CHUMIITOMOB BO BpEMS
KJIMHUYECKUX UCCIeIOBaHUIA.

151 00BEKTUBU3ALIMM PE3YJILTaTOB B KOHEYHBIX TOUKAX
WCCIIEIOBAHMSI M TSI TIOATBEPXKACHMSI TUarHO3a TaksKe YacTo
HCITOJIb3YIOTCSl KOJIMUECTBEHHBIE CEHCOPHBIE TECTHI (quanti-
tative sensory tests), Takue Kak TeCT Iopora BUOpaIlMOHHOM
yyBcTBUuTenbHOCTU (I1BY, vibration perception threshold,
VPT) u ucciaenoBaHre CKOPOCTU pacIpOCTPaHEHUST BO30Y-
xnenust (CPB) o nepsam. Onpenenenue CPB o motop-
HbBIM BOJIOKHAM CUMTAETCSI CTAHIAPTHBIM METOIOM UCCTIEN0-
BaHUSI B KOHEYHBIX TOUKAX KIIMHUYECKMX UCCIIeIOBAHMIA, TAK
KakK TI0JTyJdaeMble Pe3yJIBTaThl OTIMYAOTCS BOCIIPOM3BO/IN -
MOCTbBIO ¥ KOPPEJIMPYIOT C Pa3BUBAIOIITUMKCS CTPYKTYPHBIMU
u3MeHeHusiMu. HegoctatkoM metona siByisieTcst T0, 4TO Mo-
JlydaeMble 3HAYCHUsI OTPaKalOT B OCHOBHOM COCTOSIHUE
TOJICTBIX, @ HE TOHKMX HEPBHBIX BOJIOKOH [9].

OOBeKTMBHAsI OlleHKa B KOHEUHBIX TOUKax 0oJjiee MH-
(hopmaTuBHa A1ST OTpenesieHrsT TTOBPEXICHUSI U yTPaThl
HEPBHbBIX BOJIOKOH Ilepr(pepruueCKIX HEPBOB B IIPOBOIMMBIX

KJIMHWYEeCKUX uccaenoBanusix. [IpemiaraeTcst NCIoib30BaTh
MWHUMAJIbHO WHBA3WBHYIO OUOIICUIO KOXU JUISI OLIEHKU
IJIOTHOCTU MHTpanepMaibHbIX HepBHBIX BOJIOKOH (IENFD),
HO, OyIy4r WHBA3UBHOI MPOLETYPOI (axXe ec’ U MUHU-
MaJIbHO), OHa OOpEMEHMTEIIbHA IS TTAllEHTa M UCCIIeI0Ba-
tens. AnsrepHatrBoit IENFD sBnsiercst kopHeanbHast KOH-
¢dokanbHass Mukpockonus (KKM), mno3Bossomas
HETIOCPEJICTBEHHO BU3YaIM3MPOBATh U3MEHEHHBII B PE3YITb-
TaTe qMabeTa HepB, METOJI 10 YYBCTBUTEILHOCTH HE YCTyTIa-
0L OUOTICUU U TTIOTOMY CTIOCOOHBIIA 3aAMEHUTh MHBA3UB-
HYIO TIpOLIEAYpPY B KIMHUYECKUX ucciaenoBaHusx [10].
Knnuueckast npurogHocts KKM B olieHKe 11abeTUUeCcKoit
HelporaTiy HeaBHO TTPOAEMOHCTPUPOBAaHA B MCCIIeN0Ba-
HUU, TIOKA3aBIIIeM, YTO BOJIOKHO KOPHEAJTbHOTO HEpBA 3HA-
YUTEIHHO YMEHBIIAIOCH TI0 pa3Mepy y MaireHTa ¢ quabe-
TOM, HMMeEoIIero MuHUMabHble nposisiaeHus JJICII, mo
CPaBHEHUIO C TMAlMEHTAaMU C AMA0ETOM, HE MMEIOLIMMU
JJICII, u 3mopoBbiMM UcTibITYeMbIMU [ 11]. [miHa BOJIOKOH
KOpHEAJIbHOTO HepBa JOCTOBEPHO KOPPEIUPOBAsa C pe3yJib-
TaTaMW JIPYTUX AMArHOCTUYECKUX TECTOB MO HEWpOrnaThuu
U BblIIEJIEHHBIM (pakTOpaM prcka HelporaTUu Mpyu CpaBHe-
HMM C TUIOTHOCTBIO BETBJICHUS BETOUEK KOPHEATHHOTO HEpBa
WU U3BUTOCTHIO HEPBHBIX BOJIOKOH. ONHAKO, MPEXE YeM
pekomeHaoBath ucrnosb3oanre KKM B kauecTBe pyTMHHO-
TO MeToJa JJIsI KIIMHUYECKUX UCCIeNTOBAaHUI, HEOOXOIMMA
JTOTIOJTHUTETbHAsT MH(MOPMAIIHS.

OnmumManbHblil rAUKeMUYecKull KOHMponb

XpoHUYecKas TUMEPIJIMKEMUSI — OCHOBHOM (akTop
pHCKa pa3BUTHS TMA0CTUICCKON HEUPOITATUH, U TTOSTOMY
KOHTPOJIb ONITUMAJIBHOTO TJIMKEMUYECKOTO YPOBHSI CUM-
TaeTcsd nepBocteneHHol 3agaveit npu JAJCII. Obcepna-
LIMOHHBIE HMCCJIeIOBAaHUSI MOKA3bIBAIOT, YTO HEAOCTATOY-
HBI TITMKEMUYEeCKUI KOHTPOJIh U TTOBBIIICHHBIN YPOBEHb
IJIFOKO3BI B KPOBU CIIYXKAT TJTOXUMU TIPOTHOCTUYECKUMU
¢dakTopaMu B OTHOIICHUN Pa3BUTUSI HEUpPOIaTUUECKOM
6omu [12]. [Tpy 5TOM KOHTPOJIb TOJBKO IMUKEMUYECKOTO
Mpod s HeIOCTaTOUEH TSI TIPEIOTBPAICHUST PA3BUTHS
u nporpeccupoBanus JACIT [13].

HaobmroneHune nanyeHToB ¢ 1nadbeTtoM 1-ro ThIa moka-
3aJ10, YTO MHTEHCUBHAS Teparus AuadeTa 3aMemisieT pas-
putue JCII. [To maHHBIM MCCIIEOOBAaHMIT TTO KOHTPOJIIO
nuabeta u ero ocioxkHeHuit (Diabetes Control and Compli-
cations Trial, DCCT), ucnojib30BaHue UHCYJIMHA B TeUCHUE
5 JIeT MpUBeIM K CHUXKEHMIO Ha 60 % ciiyyaeB pa3BUTHS
HelporaTuy 1o CPaBHEHMIO C TPYIIION MAIlMEHTOB, TIOJTY-
yaronmx cranaaptHoe jgeueHue [13]. B snupemuonornye-
CKOM MCCJIeIOBAaHUHU 10 BEACHUIO TMAIMEHTOB C 11abeToM
n ero ocnoxaeHnsiMu (Epidemiology of Diabetes Interven-
tions and Complications, EDIC) yactora pazsurus JIJACII
ObUTa 3HAYNTEIBLHO HIDKE Y TTAIIMEHTOB, TTOIyJalOIINX NH-
TEHCUBHYIO MHCYJIMHOTEPAIINIO, 10 CPABHEHUIO C OOJIbHBI-
MU, MOJTy4YaloLMMU CTaHAApTHOE JieYeHe UHCYJIUHOM [ 14].
BBISIBIICHHBIIN TTOJIOXKUTEBHBIN 3(PDEKT (TaK Ha3bIBaCMBIIA
TeproJl METa0OTMIECKOU MaMsITH) yaepxkusasics 1o 13—14
et nociie okoHyanug uccienosanvsg DCCT.
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CienyeT OTMETUTD, UTO TS AMadeTa 2-To THTIA B 00Th-
IIMHCTBE UCCIICIOBAaHMIT He ObUIO BBISIBJICHO CTOJIb OUCBUI-
Horo 3¢ deKTa UHTEHCUBHOI Tepariu 1 CBSI3U C TUTpaMU
IJIMKeMMYECKOTO ITPodIst 1 ncxoaoM Heiiponatun. Omnpe-
JieJIeHHbIE HAaOJTIOIEHUS TTOJIOKUTETbHOTO 3h(heKTa MHTeH-
CHBHOM Tepamuy IO CPAaBHEHUIO C OOBIYHBIMU CXEMaMU
JIeYeHUsI KOHCTAaTUPOBAHBI B IIPOCIIEKTUBHOM MCCJIEIOBA-
Huu nuadeta B Benukooputanuu (UK Prospective Diabe-
tes Study, UKPDS), B koropoMm y 3867 naLii€HTOB C BHOBb
BBISIBJICHHBIM MA0CTOM 2-TO TUIIA HU3Kasl CTeTICHb Hapy-
meHust [1BY orMeueHa y moyJyaBIIMX UHTEHCUBHYIO Te-
paruio 1o CPaBHEHUIO C TOJIyYaBIIMMHU OOIIEIIPUHSITOE
neuyenne [15]. OmHako BBISBIICHHBIC TTOJOXHUTCITHHBIC
TeHACHIIMN OBUTM OYEBUAHBI TOJBKO Uepe3 15 jeT 1mocie
nedeHust (oTHocuTeabHbIN puck (OP) 0,60; 95 % nosepu-
teabHbIi nHTepBai (1) 0,39—0,94), nmpu ToM 4TO B CpO-
KU aHaiu3a dyepe3 3 rona 6, 9 u 12 et 1OCTOBEPHBIX pa3-
Jmanii Mexxay rpymnmamu He ooHapyxkeHo (UKPDS 1998).
B mnocnegHemM MeraaHanu3e 6 paHIOMU3MPOBAHHBIX
KOHTpoJupyeMblx ucciaenoBanuii (PKWM), Bkiaoyas
UKPDS, B KOTOpBIX 00CYKIajICsT BOITPOC O Pa3BUTHU WITN
IIPOTPECCUPOBAaHNN HEWpPONATUM, HE OBLIO ITOKAa3aHO
JIOCTOBEPHOI'O CHMXEHUS aHaJIM3UPYeMbIX I[PU3HAKOB
B CPaBHMBAEMbIX IPYIIAax MaLUEHTOB, MOJIY4YaBLINX UH-
TEHCUBHYIO WM craHaaptHyio tepanuio (OP 0,99; 99 %
AN 0,95—1,03; cm. pucyHoK) [16].

HeobOxonuMmo otmetuthb, yto B oranume or DCCT
HccliefoBaHMs qrabeTa 2-ro TUIla BKJIIoYaiu 0ojee orpa-
HuyeHHyo oueHKy JAJCII. Bonee Toro, B au3aiiHe HU
OJHOTO 13 3TUX UCCJIEN0BaHUI HE ObLIO 33/1a4u OLEHKU
BIMSIHUSI UHTeHCUBHOM Teparmuu Ha I CII.

DTH pe3yJIbTaThl MTOATBEPAUIMCH B IOCICAHEM 0030pe,
OCHOBaHHOM Ha 17 paHIOMU3UPOBAaHHBIX UCCIIEIOBAHMSX,
AHAJTM3UPYIOIINX BOIIPOC O TOM, HACKOJIBKO XKEeCTKUIT KOHT-
POJIb YPOBHSI INIIOKO3bI MOXET IPEIOTBPATUTL Pa3BUTHE
Heiipornatuu (7 UcciienoBaHuit o nuadety 1-ro Turma, 8 uc-
CJeIOBaHU [rabeTa 2-ro TUMa U 2 WCCAeI0BaHUS 000MX
ThTIoB Mabeta) [17]. [Mpu quadete 1-T0 THTIA SKECTKIIT KOHT-
pOJIb TJIIOKO3bI JOCTOBEPHO MpeAOoTBpaIial KIMHUYECKUE
nposiBiaeHus1 Helponatun, cHmkeHue CPB u nsMmeHeHue

WHT CraHpapTHas Macca, %

Tepanus Tepanus

OP (Tect
Mantel-Haenszel
(99 % Av)

OP (Tect
Mantel-Haenszel
(99 % Au)

BHOBb BbIsiBNeHHan HeliponaTus
vnu nporp p p

Veterans Affairs
UKPDS
ADVANCE
ACCORD
VADT 202/464

™M
12778 €1 > 03
167/1014 I 57
2311/5569 - 56,0
1338/2791 - 32,5
218/498 5,1
HOME 19/199 18/194 ———>» 04
Bcero (99 % OW) 4244/11 558  4064/10 144 * 100,0
TecT Ha reteporenHocTs: X' = 4,33, df = 5,
p=0,50, = 0%
TecT oueHku obLero acpcpekTa: z = 0,62, p = 0,54

12/75
381/2437
2353/5571
1277/2815

1,04 (0,40-2,73)
0,95 (0,76-1,18)
1,02 (0,96-1,08)
0,95 (0,88-1,02)
0,99 (0,82-1,20)
1,04 (0,47-2,34)
0,99 (0,95-1,03)

0,5 0,7 1 1,5 2
OTBeTuBLWME
Ha MHTEHCUBHYIO
Tepanuio

OTBeTuBLIME
Ha CTaHAApPTHYIO
Tepanuio

Pezyaomamor memaananusza PKH evipasxcennocmu veiiponamuu, 6 komo-
PbIX He 8bl8AEHO DOCIOBEPHO20 CHUICEHUs 6CIMPe4aeMocmu NPU3HAKa npu
unmeHcuHol u cmandapmuoi mepanuu [ 16]

[1BY. ITpu nuabete 2-T0 TUMA XECTKUIA KOHTPOJIb YPOBHSI
TJIIOKO3bI TAKXKE YMEHbIIAT KIIMHUYECKUE MPOSIBJICHUS HEM-
poraruu, XOTs 3TO YMEHBIIEHUE HE TIOCTUTAJIO CTAaTUCTUYe-
CKoli focToBepHOCTH. [1pr 3TOM XKeCTK1IF KOHTPOJIb YPOBHS
TJTIOKO3bI YMEHBIIIAI paHee BbIsiBJIeHHbIe HapylneHus: CPB
¥ M3MEHEeHUE BUOPAIIMOHHON YYBCTBUTEIBHOCTH, UTO TO-
3BOJIUJIO ABTOPAM CJIE/1aTh OOLIMIA BBIBOJL O TIOTEHLIUATIBHOM,
HO OTHOCUTEJTbHO CKPOMHOM CHVKEHWU MPOSIBIIEHUI HEM-
pOIaTUy y MAalMeHTOB, MPUHUMABIINX Y4aCTUE B UCCIIENO-
BaHWU 10 KOHTPOJTIO TUTPOB TNIMKEMUYECKOTO MPOhUTIS.

Neuexue Gonu

CuMnTomMaTryeckoe JiedeHne 00U SIBIISIETCST Kpae-
YTOJIbHBIM KaMHEM B BEACHUM MAllEHTOB C AuadbeThye-
CKoOil HeliponaTueil. D¢p@PeKTUBHOCTh psna IMpenapaToB
obL1a nokasaHa B psae PKW. B nepByto ouyepeapb 3To Ka-
caeTrcs TPULMKIMYECKUX aHTUIECTIPECCAHTOB (HAIIpUMep,
AMUTPUNTUIINHA), TaKUX CEJEKTUBHBIX WHTUOUTOPOB
obpatHoro 3axBaTa ceporoHnHa (CMO3C) u HopaapeHa-
JIMHA, KaK TyJOKCEeTUH U BeHJahaKCUH, U aHTUKOHBYJIb-
caHTOB (mperadaiauH, radbaneHTuH). Jlakocamun (Lacos-
amide) sBasieTCS OPYTMM HOBBIM aHTUKOHBYJIBCAHTOM,
KOTOPBIH TaKKe MTOKa3ajl MHOTOO0EIIAI0IINe PE3YIbTaThl
B XOJI€ OTACIbHBIX UCCIEIOBAaHUI, HO MIPU 3TOM B €BPO-
MEeHCKOM IIalleOOKOHTPOJIMPYEMOM MCCAECAOBAHUM IO
JJCII e ynanoch moaTBEpANTH 3(PHEKTUBHOCTD B TEp-
BUYHOU KOHEUHOI Touke (1o 1u(poBoil 1IKaie OleHKU
6osm) [18], u mpenapaT He ObLUT JIMLEH3UPOBAH JJISI TIPU-
MeHeHMs. B panmomMu3npoBaHHOM UccenoBaHuM 379 ma-
IIMEHTOB ¢ TMa0beTUIeCKMMU TieprdeprnIecKuMr Helporia-
TUYECKUMU OoJIsiMu ieKcTpoMeTopdaHn (dextromethorphan),
Ha3HavyaeMblii BMECTE ¢ T'yaHUIMHOM, OKa3aJICsl 3HAUUTE Ib-
HO 0oJiee 3(p(EeKTUBHBIM MO CpaBHEHMIO ¢ Iialebo [19].
B xauectse 1-it muHum Tepanum 6osesoit JIJICIT pekomeH-
NIYIOTCSI TPULIMKJIMIECKUE aHTUICIIPECCAHThI, TIperapaThl
CHNO3C unu aHTUKOHBYJILCAHTBI, TIpUYEM BbIOOp Mpera-
paTa orpenessieTcsl KOMOPOUIHBIM cocTtosiHueM [6]. Ha
OCHOBaHMU JaHHBIX NCCIIETOBAHNS OBbIJIO YCTAHOBJICHO: U3
rpyrnnbl CUO3C npeanouTuTeIbHbIM MTpernapaToM siBJisi-
eTcsl AyJIOKCeTHH, a U3 aHTUKOHBYJIbCAHOB — IperadaiuH.
Eciu Ha ¢poHe Tepanuu 1-il TuHUM 00J1b CHUXKAETCS HEl0-
CTaTOYHO, PEKOMEHIYEeTCsI TIEPEKITIOUMTD MallMeHTa Ha IpyTroi
npenapar 1-it tuauun. Ecnu mo-npexHeMy 00716 ocTaeTcs
BBIPAXKEHHOI, BO3MOXKHO 100aBJI€HUE OIMUOIHBIX/OINO-
UIOMOMOOHBIX MpPenapaToB, TAKMX KaK OKCUKOMOH WU
TpaManoi. KpaTrkoBpeMeHHOE MCTIOJIb30BaHUE OIMMOI0B
MOXeET OBITh ITOJIE3HO, 0COOCHHO B COCTaBE KOMOMHMPO-
BaHHoI1 Tepanuu [20]. HecMoTps Ha 3TO, HEAOCTATOYHbBIH
OTBET Ha JIeUeHUE U YacTble MOOOUHbIE 3P (MEKTHI Mpea-
CTaBJISTIOT JIOCTaTOYHYIO TIPOOJIEMY TSI MHOTHUX TTIPOTUBO-
OoJieBbIX penapatoB. YacTUYHO B CBSI3U C OTPAaHUYEHU -
SIMU TIO HCIIOJb30BAaHMUIO CHUCTEMHBIX IIpernapaToB
JIOKaJIbHas Teparnusi U HehapMaKOJIOTUUYECKUEe MOIXO0IbI
TakxKe HaXodsAT CBOe IpUMEHeHre. Y MalMeHToB ¢ nuade-
TOM UCITOJIb3YIOTCSI TOTMTMYECKUE CPEICTBA JIJIST CHYDKEHUSI
00JIeBOr0 CUHApPOMA MPU HeponaTUM TUIIAa KpeMa C Karl-
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CanIIMHOM, KOTOPBI IIPX MECTHOM TTPUMEHEHUM CHIKAET
00JIb U yJTy4IIaeT KauecTBO X13HU [21], maacTsIpb ¢ TuI0-
KauHOM, KOTOPBIA IIMPOKO MCHOJb3YIOT IS CHUXKECHUS
MocTreprneTnyeckux 0oJei [22] U KOTopbiii HeAaBHO ObLIT
pekoMeHmoBaH mist mpumenenust ripu JIJICII, rens ¢ kiio-
HUJIMHOM, 3HAYUTEJIbHO CHUXAIOIIUI 00JIM B CTOMAX CO-
[JIACHO JaHHBIM PaHAOMU3MPOBAHHOIO ILIalleOOKOHTPO-
JINPYEMOT0 UCCieoBaHus ¢ ydactreM 179 maumeHTtos [23].
Hedapmakoiorudeckoe JiedueHue OOJIEBOI HeliponaThun
TaKKe BKITIOYAET M (PU3MOTEparieBTUIECKUE METOIBI — MO~
IPy>X€HHE B XOJIOAHYIO BOMY, aKyIYHKTYpPY, YPECKOKHYIO
aaeKTprdecKyto cTuMysiunio (TENS) 1 BBICOKOBOJIBTHYIO
BHeTTHIOIO cTumyssaimio Mei (high-tone external muscle
stimulation, HTEMS), xo1s1 noctoBepHOCTb 3(D(heKTUBHO-
CTU TIEPEUMCICHHBIX METOJOB 0 KOHIIA HE OmpelesicHa.
B cBsI3M ¢ OTCYTCTBHMEM KOHTPOJUPYEMBIX MCCAEIOBAHUI
XUpPYpruyeckas IeKOMIpeccusi HEpBOB HE PEKOMEHI0BaHA
B KauyecTBe Teparuy BeIoopa [7, 24].

HecMotps Ha nocTrkeHMsT B 001aCTH KOHTPOJISI 0011
U TOCTYIHOCTb 3(h(heKTUBHbBIX aHAIbI€3UPYIOIIMX ITperna-
paToB U1 KOHTPOJIsI 00JIeBOI HEMpOIIaTun, HEOOXOAMMO
OTMETUTh, YTO HU OJIWH M3 MPEUIOKEHHBIX areHTOB He
BJIMSIET Ha MPO0JIeMy CEHCOPHOTO AeuInTa (CEHCOPHBIX
HapylleHWil) U He BIMSET Ha €CTECTBEHHOE TeUYeHUE
JJICII. Dro muirHuMiA pa3 mogdepKrUBaeT BaXKHOCTD ITOMCKa
TpernapaToB, KOTOPbIE OYIyT HEMOCPEACTBEHHO BIMUATH Ha
rnporpeccupoBaHue 6ose3Hu [25].

Tepanusa, HanpaBneHHadA Ha U3MeHeHue meyeHus 6onesnu

B mocnienHee BpeMsI MpenioskeHO HECKOJIbKO TepareB-
TUYECKUX MOIXOI0B, HAIIPABJICHHBIX HAa MYJIETU()AKTOPU -
ajibHbIe TTaToreHeTnueckue Mmexanuambl JIJICII. B ocHoBy
MpeajaraeMbplX TepareBTUYECKMX TIOAXOI0B ITOJOXKEH
TIPUHIIMTT BAWSTHUST Ha TIOJIEXauii maTo(hnu3noaornye-
ckuit mexanusM paszsutust A CI, mo3Bossiommii 3amea-
JISITh IPOrPecCupoBaHMe OOJIE3HM. YCIIEeX JICUeHUsT OCHO-
BaH Ha ITaTOreHETUYECKOM TOIXO0/IE, KOTOPBI YyIUTHIBACT
COCTOSTHUSI TUTIEPTJINKEMUH, T. €. CIydau, KOTa J0CTUYb
HOPMOIJIMKEMUU TPYAHO WM HEBO3MOXHO Y MHOTHX
namueHToB. MccienoBaHo BiIMsHME HECKOJIbKUX IIperia-
paToB Ha MPOSIBJICHMS HEMPOIIaTH.

OnHako, HECMOTPSI Ha TO YTO ObLIa TToKazaHa adex-
TUBHOCTb HA MOJEJISIX >XKMBOTHBLIX, MHOIME IIpeIapaThbl
OKazanuch Hea(GEKTUBHBI B KIIMHUYECKUX UCCIIEAOBAaH~
SIX TIPU TECTUPOBAHUM TaKWX ITapaMeTpoB, KakK (hakTop
pocta HepBoB (NGF), Heiiporpoduueckuii pakrop Mmosra
(BDNF) u pubokcucrayput (ruboxistaurin), ”HruOUTOp
npoteuH kKuHa3bl C-beta (PKCp). Ha npotsixkenuu He-
CKOJIbKMX JECATUJICTUIA MCCIeI0BaINCh caMble pa3HbIe
KJIacChl MpernapaToB, KOTOpble HE MOKa3aau XKeJaeMOou
93¢ deKTUBHOCTM WM ObUIM HEOe30macHbl (Harpumep,
MHTUOUTOPHI penyKTasbl anbaoasbl, ARIs).

Bbuto BBICKa3aHO MPEATIOIOXEHHE, YTO HEBO3MOX-
HOCTb ITPOJIEMOHCTPUPOBATh 3D GHEKT JICUSHUST B TIPEIbITY -
LIIMX UCCJIEMIOBAHUSIX CBSI3aHa C TEM, UTO IPOTPECCUPOBAHNE
BoisiBneHHoi JIJICIT Obuto MemjieHHee, 4YeM CUMTaloCh

paHee, 1 TOCTOBEPHO HE OTIMYAJIOCh ITO MOKa3aTesIsiM OT
TPYMIIBI TIOJTy4YaBIIMX TU1ane6o [26]. Eciu aTo aeiictBUTeb-
HO TaK, TO TIPOJEMOHCTPUPOBATH MOCTETIEHHOE YBEIMYCHME
HeWpOoINaTUYeCKUX U3MEHEHU I B KOHEUHbIX TOUKaX UCClie-
JIOBAHUS TOCTaTOYHO TPYITHO, OCOOEHHO C YUETOM BO3MOXK-
Horo 3¢ddekra miamedo [27]. ComyTcTByOIIast Tepartust
KapJIuOoJIOTUYECKUX KOMOPOUIHBIX PACCTPOMCTB TaKxKe
MOXET MOJIOKUTEIbHO BIMATH Ha (DYHKIIMIO Mepudepuye-
CKMX HEpBOB (HaAINpuMep, Ha3zHaAaYeHWE WHTMOUTOPOB
aHTMOTeH3WHIpeBpaiatoniero ¢gepmerra (AIID), npena-
paToB, CHIKAIOIIMX COIEpKaHME XOJeCTepUHa), YTO Clie-
JIyeT YYUTHIBATh MPU PACCMOTPEHUM OLIEHUBAEMBbIX IMapa-
MeTpoB. HecMOTpst Ha 3TO, TTaTOTEHETMUYECKOE JICUECHME
MOKa3aJl0 CBOIO 3(P(PEKTUBHOCTh MPHW aHAIM3C ITaHHBIX
B KOHEYHBIX TOYKAX (CM. Ta0IuILy). Anbda-IurnoeBast KIC-
JloTa, 6eH(POTMAMUH U aKTOBETUH JULIEH3UPOBAHbI U PEKO-
MmenpoBaHb! mg Tepanuu JAJICIT B psae ctpan EBporrsl,
B TO BpeMsI KaK TaKMe MHTUOUTOPHI PEIyKTa3bl aIbI0a3bl
(MPA), kak smanpectaT, pa3pelleHbl K IIPUMEHEHUIO
B Anonuu nu Unonu.

WuruGumopbi peaykmasbl anbonasbl

Penykrasza anbnonasbl SIBISIETCS KIIIOYEBBIM 3H3MMOM
B MeTabO0JIM3Me TI0JIMOJIOB 1, KaK ObLIO MOKA3aHO, CIIy>KUT
BO3MOXHBIM (PAKTOPOM, TPUBOISIIIIM K Pa3BUTHUIO 1 TIPO-
rpeCCUpPOBAHMIO NUabeTUUYecKoi Heliporatuu. B cBs3u
¢ 3TuM M PA npuBniekaroT BHUMaHKE UCCIeI0BaTe el B Ka-
YecTBe BO3MOXHOro maroreHerudyeckoro jedeHust JICII.
Heckomnbko npenapatoB MPA 6111 McclieoBaHbl B Teparuu
JICII, HO He PeKOMEHIOBAaHBI K IMPUMEHCHUIO B CBSI3U
¢ Maioit a(pheKTUBHOCTHIO (HAMIpUMEp, TTIOHATIPECTAT) WIN
BbIPpAXXEHHBIMU MOOOYHBIMU 3 eKTaMu (Harpumep, ToJI-
pecTar, 3eHapecTart, JIMAopecTar).

Onnako Takoit mpernapat MPA, Kak srmanpecrar, 1oCcTo-
BEPHO CHIKAJT BbIPAXKEHHOCTDb HEMPOIMaTUYECKMUX CUMIITO-
MOB 4epe3 12 Hel OT Hayaja Tepalyu COIJIACHO JTaHHBIM
JTIBOMHOTO CJIETIOTO IJIalle00KOHTPOJIMPYEMOT0 UCCIIeI0Ba-
Hust 196 manmenToB [28]. Kpome Toro, mpompomkuTebHOe
JIeYeHMe SMAJIPECTATOM XOPOILIO ITEPEHOCUTCS MaleHTaMU
M, IO JaHHBIM 3-TOAMYHOrO MYJIBTLIEHTPOBOIO ILIale0o-
KOHTPOJIMPYEMOTO MCCJIEIOBAHMS, 3aePKIBAET IIPOrpec-
CHpOBaHNEe TMabeTUeCKO Helipormatuu [29].

CrenyrommM uccienoBanueiM MPA sBistercst panu-
pecrart. B xoie paHIOMU3UPOBAHHOTO T1J1a1lIe00KOHTPOIM -
pyemoro rcciaenoBanus 549 6onbHbIX ¢ JIJICIT MuHMMATb-
HOI M cpeaHell CTeNeHBI0 BBIPAKEHHOCTH paHUpPEeCcTaT
yiy4diran (pyHKIIMOHAIBHOE COCTOSIHME MOTOPHBIX BOJIO-
KOH nepudepruyecKrx HEPBOB, HO IIPY 9TOM He BbISIBJICHO
JIOCTOBEPHOTIO YJIYYIIEHUSI COCTOSIHUSI CEHCOPHBIX BOJIO-
KOH B CpaBHeHUM ¢ rpymmoi riaieoo [30]. PesynsraTe
KonnuecTBeHHOro ceHcopHoro TtectupoBanust (TCNS)
0Ka3aJIUCh OTPULIATEIbHBIMU.

Anvgha-aunoeeas kucaoma

Bce OoJipllie JaHHBIX, MOOTBEPKIAIOIINX, YTO OKCH-
JIaTUBHBIN CTpecC, 00YCIOBICHHBIN MOBHIIIIEHHBIM 00pa-
30BaHMEM CBOOOIHBIX palKaJIOB 1/WUU 1e(HEKTOM aHTH-
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OKCHMIAHTHOW 3ammThl, ydacTByeT B maroreHese A CII
[31]. Anpa-TunoeBast KUCIOTA UCTIOIb3YETCsI B KAYSCTBE
AHTUOKCUAAHTHOM cuMnToMaTuueckoi Teparnuu JJCIT
oosiee 40 1eT. MeTaaHanu3 HaHHBIX 1258 malMeHTOB MO-
KazaJl, YTO BHYTpUMBEHHOE (B/B) BBEIEHME O-JIUTTOEBOM
KUCJIOTHI B TeUeHUE 3 HeJl JOCTOBEPHO CHUKAET CUMIITO-
MbI HEipoIaTuu 1 HelipornaTuyeckoro aedpuumTa [32], uto
HarJISIIHO TPOJAEMOHCTPUPOBAHO B HedaBHEM 0030pe
Koxpana [33]. [TomoxXuTenbHbIN pe3ybTaT TakKKe OTMe-
YeH W TIpU TIepOPAIbHOM TIpMEMe Tpernapara B TeUYeHUE
5 Hen [34]. B MyJBTULIEHTPOBOM PaHIOMU3UPOBAHHOM
MI1a1ie00KOHTPOJIUPYEMOM JBOMHOM CJIEIIOM MCCIIeI0BA-
aHun NATHAN 1, BximouaBiiem 460 GoabHbix ¢ JJACII
MaJIoil ¥ CpeIHel CTeTIeHU BhIPaKEHHOCTH, TIEPOPATbHBIN
MpHUEM 0-TUIIOEBOI KUCIOTHI B TeUeHUE 4 JIeT He BIIUSLII Ha
pe3yJibTaThl aHaIM3a B KOHEYHBIX TOYKaxX (IO JaHHBIM
Neuropathy Impairment Score (NIS) Lower Limbs (NIS-
LL) mutioc 7 Helipodu3nosornueckux TecToB), HO TpU

[lamocenemuueckas mepanus duabemuueckoil hepugepuueckoil Heliponamuu

3TOM OTMEYEHBI CHIDKEHUE MPOrpecCpOBaHMSI HelpoTa-
TUYECKUX CUMIITOMOB U CYOBEKTUBHOE YITy4IIIEHNE COCTO-
aHus [35]. Tepanus xopollio nepeHocuaach nauueHTaMu
0e3 KaK1X-JI1M00 CYLIEeCTBEHHbBIX TOOOYHBIX SIBJCHUIA.

Axmoseeun

AKTOBETMH — JETIPOTENMHU3UPOBAHHBIN YIBTpahMIETpaT
KPOBH TEJISIT, cOcTosIIMiT 6osee yem 13 200 aKTUBHBIX OMOJIO-
TMYECKUX CYOCTaHLIMIA, KOTOPbIE BIVSIFOT HA MHOTWE BHYTPH-
KJIETOYHBIE TTpoLiecchl. bromornmyeckoe neiicTBre akToOBETMHA
TPOSIBIISIETCS TIEHOTPOITHBIM HEMPOTIPOTEKTOPHBIM U META-
OomueckrM 3 heKTamMu: MOBBIIIACT TPAHCIIOPT U MOTpedIe-
HME KMCJIOpO/a, YTUIN3ALUIO [IIOKO3bI, YBEIMYMBACT YHCIIO
BBDKUMBIIIX HEMPOHOB, TIPUBOINT K ITOIABIEHUIO aKTUBHOCTHA
noy(AdD-prbo3a)-nonumMepasbl, CHIKAET OKCHAATUBHBIIA
CTpecc, aKTUBUPYET TPAHCKPUIILIMOHHBIN dakTop NF-xB,
CHIDKaeT arnonTto3s [36].

B xome MyJIBTULIEHTPOBOIO UCCIeI0BaHus 567 maiu-
eHToB ¢ cummnroMatndeckoit JIJICIT pangoMu3npoBaHHO

YMeHbllIeHnE BBIPAXKEHHOCTU HEMPONaTUYECKUX CUMIITOMOB B 12-HenenbHOM

MHrubuTopsl peayKrasbl
aJTbI0JIA3bI:

snajpecTar MeTtabonau3m noauona |

PKMU (n = 196) [28]. 3amemnenue nporpeccupoBanus AACIT (motopHast CPB,
F-MJI, I1BY) B 3-nethem PKU (n = 594) [29].

Vay4ireHue MotopHo#, HO He ceHcopHout CPB B 1-romoBom PKU (n = 549).

paHMpecTar

OrcyrcTBUEe U3MeHeHU o MoauduimpoBaHHoMy TCNS miu o KoJMyecT-

BEHHOMY CEHCOPHOMY TecTUpoBaHUIO [30]

VMeHbIIEeHNe BBIPAXXEHHOCTH HePOIaTUIeCKUX CUMIITOMOB U ie(hUIIMTA TIPH
B/B [32, 33] 1 mepopanbHOM [34, 35] mpuMeHeHUH. YMEHbIIIEHUE Helpora-

Asbha-uroesast KUCIoTa TpoayKThl OKMCIICHUS |

TUYECKOro nedura/3ameieHre IporpeccupoBanust B 4-romnuHom PKU, Ho

OTCYTCTBHE JJOCTOBEPHBIX MI3MEHEHMIA B IIEPBUIHOM KOHeUHOM Touke (NIS-LL
Tuioc 7 Heiipodusunoaornyeckux tTecton) [35]

TMMomu(AA®P-pubo3a) |
AronTos |

HocroBepHoe yinyunierue mo mkaiam TSS, TIBY, NIS-LL, ceHcopHoit hyHK-
n 1 Kayectra (1o SF-36) B PKU (6 mec, n = 567) [47]

VYeemmmuuBatotcsi: CPB 1o MOTOpHBIM BOJIOKHAM M aMITIUTyAa M -BOJTHBI

JUTA MaJIOGCpLIOBOI‘O HEpBa, aMIUIMTY/Ia ITIOTEHIIMaIa MKPOHOXKHOTI'O HEPBA,

camxkaetcst F-MJI yepe3 rox B PKU (n = 41, HOpMOTEH3UBHBIC TTAITUEHTHI).
Hert ynyumenus no mkane [1BY, BereTaTMBHBIM MOKa3aTeJIsIM, CUMITTOMaM
HelponaThy U mmkaie aedunura [38].

AKTOBETMH IIponyKThl okMcaeHUsT |
OxkcureHaus 1
TpaHCTIOPT MITIOKO3BI 1
Baszoaunatatopsr:
MHTUOUTOPHI ATTD
KpoBocHabxenue HepBa |
(TpaHmoIaPIIL)

CHikeHme prucka nepudepudeckoii Heriporatuu (TNS) yepes 3 roma Kom-
OMHMPOBAHHOW TePaIry AENANPUIOM U MAHUAUITMHOM WIIM MOHOTEPAITUKI

JIeJTalipuiIoM B CpaBHEHUU c 1iaedo [39].

ITpocrarnanavH El B innuaHbix Mukpocdepax (Lipo-PGEl) naer nojaoxu-

AaHaJIOTu MnpocTariaHauHa

TeJbHBINA 9()(EKT B OTHOLIEHUU CYOEKTUBHBIX CUMIITOMOB HEMPOTIATHH, HO

He BJIMSIET HA MOTOPHYIO U ceHcopHylo CPB [45]

Vnyamenue mo mkaine NIS B momymsiinuu (o PP, Ho He 1o ITT), Ho He o

beHdboTuamMun

C-rienTuz,

MeTtabos1M3M TpaHCKETOJa-
3bl: THAMUH T

KpoBocHabxenue HepBa |

TSS uepes 6 ven B PKU (n = 133) [42]. VayuiieHue o NIS yepes 3 Hex

B PKU [43]. O611uii MOTOXKUTENbHBIN TepaneBTUYeCKuit 3(hheKT Mpu OlLleHKe
HEMpOmaTUIeCcKOro cTaTtyca OTMeueH yepe3 6 Hen [44]. B 2-roguuHom mccie-
JIOBAaHUU HE MOKAa3aHO BIMSIHUS Ha (DYHKIMIO MeprdepruuecKrux HepBoB [45]

Vayuinenue cencoproii CPB, mokasaresneit [1BY u o mikane NIS uepes 6 mec
B PKH (n = 139, nuater 1-ro tuma) [47]

ITT — intent-to-treat; F-MJI — munumanvhas ramenmuocms F-éoanvt; NCV — nerve conduction velocity; NIS — Neuropathy Impairment Score;

NIS-LL — Neuropathy Impairment Score of the Lower Limbs; PP — per-protocol; QoL — quality of life; PKH — pandomuzuposannoe konmpoaupyemoe
uccaedosanue; CPB — cxopocms pacnpocmpanenus 6030yxucoenus; TCNS — Toronto Clinical Neuropathy Score; TNS — Total Neuropathy Score; TSS —
Total Symptom Score; VEGF — Vascular endothelial growth factor; IIBY — nopoe eubpayuonnoit uyecmeumenvnocmu. [lodpoonocmu — cm. mexcm
|
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nojyvyanu B Teuenue 20 mHeil B/B MHBEKIIMM aKTOBETMHA
(2000 Mr/cyT) ¢ moceayoIMM Ha3HAaYeHEeM aKTOBEeTMHA
B Tabierkax 3 pasa B geHb (1800 mr/cyr) win 1uiaue6o
B TeueHue 140 aHeii [37]. B 06enx nepBUYHBIX KOHEYHBIX
TOYKaX MCCAEIOBaHUS OTMEUYEHO YJydileHne Ha (oHe
Tepanuu akToBermHOM Mo mikajge TSS u mokasarensim
I1BY. Tepamnus akToBeTMHOM TaKxKe TTPUBOAMIIA K 3HAYM -
TEJbHOMY YJIYUIIEHUIO CEHCOPHOM (hYHKIIMM I10 IIKaje
NIS mrst HokHux KoHeuHoctei (NIS-LL) u OnpocHuKy
kauectBa xu3Hu (SF-36), HO pu 5TOM ClieAyeT OTMETUTb,
4TO yiIy4ylieHue 1o wmkajiae NIS-LL B iejiom He 6bL10 cTa-
TUCTUYECKHU JOCTOBEPHBIM. Teparus aKTOBETMTHOM XOPO-
110 TIEPEHOCUTCS U TI0 TIOOOYHBIM MPOSIBIEHUSIM HE OTJIU -
yaeTcs ot raiie6o. HecMoTpst Ha ysrydiiieHusi, OoTMEUEHHbIE
B PKW mo akToBeruHy, TpeOyeTcsl OOJIbllIe MAaHHBIX IS
MTOATBEPXKIACHMSI BO3MOXKHOTI'O TIOJIOXKUTEIBHOTO 3(h(eKTa
teparuu ipu A CIT. Bo3aMoXHO, B ApYyrOM aHAJIOTUIHOM
HCCIIeOBAaHUN TIOTPEOYIOTCS 0oJiee XKEeCTKUE YCIIOBUS
C IMOA0OPOM pa3HbIX MOMYJISLUN MallMeHTOB (HaImpumep,
OOJIbHBIX € 00JIee TSKEJIBIMU MPOSIBJICHUSIMU OO0JIE3HU WIIH
reTepOreHHOM 3THMUECKOM KOropThl). C y4eTOM IOCIIETHUX
noctckennii ¢ CCM criemyeT oOpaTtuTh Ha 3TO BHUMaHUE
U BKJIIOYMTh 3TU IIYHKTHI B KOHEYHbIE TOYKU ITOJOOHOrO
uccienoBanus. KpoMe Toro, pesysisraThl TOT0OHBIX UCCIIe-
JIOBAaHUI1 UMEIOT OO0JIbIIIOE 3HAYCHHUE TSI TaTbHEMIIINX 1C-
CJIeIOBaHMI MeXaHM3Ma NeCTBUSI aKTOBETMHA B PEJIeBAHT-
HBIX UCCJICIOBAHUSIX in Vitro U in vivo.

Ju3aiiH Oyaylux UCCIeqOBaHUI TODKEeH IIPearnoia-
raTh JOCTMKEHUST CTAOMIIBHOTO HEMPOITAaTUIECKOTO COCTO-
STHUSI OOJIBIION MPOmOKUTEIbHOCTH (1o 4 1eT). Kpome
TOro, KJIMHUYECKME MUCIIBITAHWSI 110 aHAJIM3y Tepaliuu,
Bnusitomeit Ha JIJICII, nomKkHbI ObITh METOAOJIOTUYECKU
CTaHIAapPTU30BaHbI B COOTBETCTBMU C TPEOOBAHMUSIMMU, T10-
3BOJISIIOIIMMU SICHO CPAaBHUBATH PE3YJIBTATHI JICUCHMSI.

Baszoouasamamopot (unzubumopvt AII® u npocma-
eaanoun E1)

B panmoMu3MpoBaHHBIX ILIAIIE00KOHTPOIMPYEMbIX MC-
CJIETOBAHMSIX C ydacTreM 41 TarreHTa ¢ HopMaJIbHbIM apTe-
PpUYaIbHBIM JABJICHUEM C TUa0eTOM 1-To MIn 2-TO TUTIA U HEli-
poIaTHeil MajIoii BEIpasKeHHOCTH TePaIivsl TPAaHAOJIAIIPUIIOM,
uHruoutopom AIID, accolmpoBaiach ¢ yaydllleHUeM He-
ckosbkux TtapameTpoB CPB 1o HepBy, HO He ¢ TapaMeTpaMu
[BY, neiiponatuecKuMu CUMITOMaMU WJIA CEHCOPHBIM
nedumToM [38]. beuto mokaszaHo, yto mMHruoutop AITdD
(TOJIBKO JeIanpwI Wi B KOMOMHAIIMKM ¢ MaHUAUIIMHOM,
0JI0KaTOPOM KaJTbIIMEBBIX KaHAJIOB) TAKXKE YMEHBIIIAeT IPO-
rpeccupoBaHUe uabeTUYeCKOl HeWpornaTiy y MalleHTOB
¢ 11abeToM 2-To TUIa U UMEIOIIUX rurepteHsuto [39]. Heob-
XOIMMO TIPOBEICHUE JTOMOTHUTEIbHBIX MCCIICIOBAHMIA ISt
onpeneneHus poy nHruoruTopoB AII® B teparu JJICIT.

IMpocrarmanmuu E1 (PGE1) Takke obmamaet nepude-
PUYECKMM COCYIOPACIIMPSIOLINM NEIICTBUEM 1, KaK ITOKa-
3aJ11 pe3yJIbTaThl UCCIICAOBAHUIA, OKA3bIBACT ITOJIOKUTEIb-
Hoe BiausgHue Ha JJICII. B xome HeOOIBIIOrO MTUIIOTHOTO
uccnenoBanus 27 nauuveHToB ¢ JAJICIT 6bimm panmoMusu-
POBaHbI B TPYIIIY LIS B/B Tepaliy yIIaKOBAHHBIM B JIMIIUI-

ueie Mukpochepsl PGE1 (lipo-PGEl), monywarommx
npenapar | pa3 B ieHb B TeUeHUE 2 HEJ U Ha TPYTIITY KOHT-
ponst. Ilpumenenne PGE1 ymeHbllano cyObeKTHBHBIE
CHUMIITOMBI M CEHCOPHYIO (PYHKLMIO (TECTUPOBAaHUE MPO-
BOIMJIOCKH IO 18 ToUKaM Ha CTOIIe ¢ TTIOMOIIIbI0 MOHO(bMIa-
MeHTa Semmes—Weinstein), HO He BIMSIZIO HA MOTOPHYIO
CPB [40]. I1penapaT Moay4mI IIMPOKOE pacIipocTpaHEHUE
B SAlmoHuu 115 jedeHust 1uadbeTUIeCcKMX sI3B CToIbI [41], HO
Jmo0bIe 3aKiTiodeHus 1o BiussHuto Ha TedeHue J1JICIT nyx-
JTAIOTCS B JATIBHEUIITNX UCCIETOBAHUSIX.

benpomuamun

bendornaMuH — XUpopacTBOPUMBII IepuBaT THA-
MWHa, KOTOPHI TTOAaBIsSIeT TPM OCHOBHBIX METa0oImye-
CKMX ITyTH, YYacCTBYIOIIMX B TATOT€HE3€ COCYIMUCTBIX
HapylIeHWI, BRI3BAHHBIX TUIEpIIMKeMueil. B panmomu-
3UPOBAHHOM JABOIHOM cjieriom ucciaenoBanuu BENDIP
Tepanusi 6eHOOTUAMUHOM B TeueHUe 6 Hel aCCOLUMUPO-
BaJIach C yaydiieHueM 1o mkanae NSS, XoTs1 9To ObLIo
I10Ka3aHO TOJBKO IIpU 00pabOTKe MPOTOKOJIOB U HE BbI-
SIBJICHO IIp1 00pabOTKe MHTEpHET-oIpocHuKa. [1o cpaB-
HEHMIO C TPYMITON I1a1ie00 He ObLIO BBISIBICHO ITOJIOXM -
TEJTbHBIX U3MEHEHUI 10 OOIIeH 11Kajie HEBPOJIOTUIECKMX
cumntomoB TSS [42]. B ipyrom KpaTKOCpOYHOM HCCIIE-
MOBAaHUM IOKa3aH JI0303aBUCHUMBINA I1OJOXUTEIbHbBIIA
addekr 6endornamuna mpu JACII [43, 44]. B HenaB-
HEeM 2-TOAWYHOM PaHIOMM3MPOBAHHOM ILJIAIleO0KOHT-
POJPYEeMOM UCCIeA0BAHUM MALIMEHTOB C AUa0eTOM 1-T0
THUMA MMOKa3aH JOCTOBEePHLIN 3P ekT beHdDoTnaMmuHa Ha
cocTostHUe TTepudepruIecKrX HEPBOB 1 BEIOpaHHbBIE pac-
TBOPUMEBIE BOCITAIUTENIbHBIE OoMapKephl [45]. OmHako
9TO HKCCJAEIOBaHME HMEJIO0 HECKOJIbKO OTpaHMYEeHUIA
(0COOEHHO eCIi YYeCTh TO, YTO OCHOBHASI YaCTh BKJIIO-
YEeHHBIX B UCCJIEIOBAaHUE He NMeia UCXOMHBIX CBeIeHUI
0 HEeWpOoIaTuy WJIN BOCTIAJICHUN), B CBSI3U C YeM TpeOy-
eTCsl IPOBeAeHUE AaTbHENIINX TOJTOCPOYHbBIX UCCIIEI0-
BaHMII C OLIEHKOI B KOHEYHBIX TOYKAX.

C-nenmuo

C-mlenTvi yBeIMUMBAET aKTUBHOCTH SHIOTEIMATBHON
cuHTeTasbl a3oTa (NO-cuHTeTa3sl) 1 akTUBHOCTH Na+,K+-
ATPa3bl, cTuMypyeT (haKTOpbl TPAHCKPUIILIMI 1 HEUPOTPO-
uueckue (hakTopbl, YMEHbLIAET O0YCIOBIEHHbIE Ua0eTOM
(byHKIMOHAJIbHBIE U CTPYKTYPHBIC U3MEHEHMS B TTeprcepu-
YeCKMX HepBax MOJIEJIbHBIX XXMBOTHBIX [46]. B panmomusu-
POBaHHBIX IUIALIEOOKOHTPOIMPYEMBIX MccaenoBaHusaX 139
MalMEeHTOB Ha paHHMX CTAIUsIX 1MadeTa 1-To TrIIa 3aMeCTH-
TeJibHas Teparyst C-nenTuaoM depes 6 Mec IPUBOIUT K yTyd-
menuto CPB 1o ceHcOopHBbIM BOJIOKHAM, IMOKa3aTesiel 1o
11IKasIe OLIeHKY Helipornatuu u 1o faHHbM [TBY [47].

3aknioueHue

JCII ipeacTaBiisieT 3HAYMTEIbHBIC IMATHOCTUICCKIE
U TeparneBTUYECKUE TPYAHOCTU. [IMKeMUYeCKMii KOHTPOJIb
OCTaeTCsl OCHOBHOM 3a/1aueii B IPEIOTBPAIICHUN U 3a/IePK-
ke nporpeccupoBanns HJICII. OmHako I MalMEHTOB
2-TO THUTIA JaHHBIN MOKA3aTeNIb SIBISIETCS JaJIeKO He eauH-
CTBeHHBIM. YacTo 1OOUTHCSI HOPMOTIIMKEMUYECKOTO COCTO-

13
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SIHUSI HE yoaeTcsl y MHOTUX OoJbHBIX. bosieByto Heipona-
TUI0O MOXHO KOHTPOJIMPOBATh C TIOMOIIBIO PAa3HBIX
MpenapaTroB, KOTOPbIE HE OKA3bIBAIOT BJAMSHMS HAa COCTOSI-
HME CEHCOPHBIX BOJIOKOH 1 pa3BUTUE CEHCOPHOTO NeMuIIm-
Ta, a TAKXKe He BJIUSIIOT Ha TTaTOTeHETUIECKIE MeXaHU3Mbl
oosre3nn. Teparmst, HallpaBJieHHAs Ha TTaTO(PU3NOIOTNYE-
ckumii ripouiecc, Jiexaiuii B ocHose A CI1, saBasieTcst Baxk-
HBIM 3JIEMEHTOM B KOPPEKIIMY HEHPOITaTUIECKUX U3MEHE-
HUli. BbIIM MccnenoBaHbl HECKOJBKO IIperiapaTtoB, HO

Pe3yBTaThl KIIMHUYECKUX UCCIIEIOBAaHUIA YacTo JAl0T pa-
3049apOBBIBAIOIINE PE3YJILTAThI

Jlannas nybaukayus cymmupyem pe3yabmanmol OUCKYC-
cuu IKCNePMHOU NAHeAbHOU écmpedu, cocmoseulelicss 8 de-
kabps 2011 e. 6 llybae na Bcemuprom duabemuueckom
Kouepecce, opeanuzosannom Takeda Pharmaceuticals Inter-
national GmbH. Pedakuuonnas noddepiicka ocyujecmensinacy
Andy Bond of Spirit Medical Communications Ltd. ¢ nood-
depacrou Takeda Pharmaceuticals International GmbH.
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XpoHuyeckan nosicHu4yHas Gonb:
BO3MO:KHOCMU npeaynpexAeHus U neyenus

I1.P. Kamuarnos!, X. 4. Ymaposa?, A.10. Kazakos!
! TBOY BIIO «Poccuiickuii HauuoHanbHbLil MeOuyuHcKuil uccredosamensvckuil ynueepcumem um. H. U. ITupoeosa», Mockea;
2 I'BOY BIIO «Yeuenckuii 2ocyoapcmeennblii yrugepcumem», Ipo3Hoiil

Konmaxmui: [lasen Pydonrsgposuu Kamuamnoe pavkam 7@gmail.com

Tlosichuunas 6oab (I1B) — upe3sviuaiino pacnpocmpaneHHblil CUHOPOM, PA38UMUEe KOMOPO20 C8A3AHHO ¢ UCKAIOMUMEAbHO 8bICOKOL YACHOMOl
8PEeMEeHHOL ympambl mpyooCcRoCOOHOCMU U OPMUPOBAHUEM XPOHUHECK020 0601e6020 curOpoma. [1oMumo cmpyKmypHbIX U3MeHeHUll ONOpPHO-
08U2amenvHoe0 annapama, pasgumur U NO00EpICaHUIo XPOHUHEeCKoil 60AU CHOCOOCMBYOM NCUXO0A02UMeCKUe U Coyuanbhble gakmopel. Jle-
KapcmeenHas mepanusi nayuenmos ¢ xponuueckoi 115 uacmo eedem 6 passumuro ocrodcHenuii newenus. Bajcroii 3adaueii épaua 6 dannoll
cumyauyuu s18asiemcs npedynpedicoenue XpoHu3auuu 604U u cHudiIceHue pucka nobounslx sggexmos aevenus. Ooun u3 cnocobos peuwienus: 0aH-
HOIl 3a0a4U — NPUMEHeHUe HaPsdy ¢ NPOMuUE0004e8bIMU NPENAPAMAamil U MUOPEAAKCAHMAMU KOMRACKCO8 GUMAamMUHo8 epynnsl B, é uacmmo-
cmu munveammol. B o63ope paccmampuearomes 603modicHble aghghekmovl KomOuHUposanHoi mepanuu nayuermos ¢ I11b, oocysucdaemces ueneco-
00pasHOCMb ee NPUMEHEHUS.

Karouesnte caosa: noscruunas 604b, XpoHuueckas 001b, NCUXoA02UHeCKUe (haKmopbl, HeCcmepouoHsle NPOMUBOBOCHANUMENbHbIE NPenapambol,
nobounvle ek mol, muamut, 6eHHOMUAMUH, YUAHOKOOANAMUH, MUNbAMMA

Chronic low back pain: possibilities for prevention and treatment

P.R. Kamchatnov', Kh.Ya. Umarova?, A.Yu. Kazakov'
N.I. Pirogov Russian National Research Medical University, Moscow;
2Chechen State University, Grozny

Low back pain (LBP) is a very common syndrome that is associated with the extremely high rate of temporary disability and the development of
chronic pain syndrome. In addition to structural changes in the locomotor system, psychological and social factors contribute to the develop-
ment and maintenance of chronic pain. Drug therapy for chronic LBP frequently gives rise to complications. A physician’s important task in this
situation is to prevent pain chronization and to reduce the risk of side effects of treatment. One of the ways to solve this task is to use the vitamin
B complex (milgamma) along with analgesics and myorelaxants. The review considers the possible effects of combination therapy in patients
with LBP and discusses whether it should be used.

Key words: low back pain, chronic pain, psychological factors, nonsteroidal anti-inflammatory drugs, side effects, thiamine, benfothiamine,

cyanocobalamin, milgamma

bonb B HUZKHE YacTH CITMHBI, WJIN ITOSICHUYHAS 00J1b
(I1b), — 4pe3BbIYAIIHO PaCIpPOCTPaHEHHOE COCTOSIHUE,
HapacTarolas 4acToTa BbISIBJIEHHSI KOTOPOTO MO3BOJISIET
TOBOPUTH 00 3MMIeMUN. Pe3ynbpraThl cMCTEMAaTH3MPOBAH-
HOT0 0030pa CBUICTEILCTBYIOT O TOM, 4TO 'y 6—15 % B 110-
MyJISUUMA Ha OPOTSKEHUM 12 Mec BIlepBble BO3HUKAET
snu3on [1b, Torna Kak oxugaeMasi 4acToTa BOSHUKHOBE-
Hug Joo6oro snu3ona I1b Ha npotsbkeHun 1 roma Moxer
pocturathb 26 % [1]. I1b Ha cerogHsIIHMIA AEHD ITPEACTABIIS-
€T co00If OCHOBHYIO MPUYMHY BpeMEHHOI yTpaThl TPYAOCIIO-
COOHOCTU Y OTpaHMYEHUI B MOBCEAHEBHON aKTUBHOCTH,
SIBJISISICH ICTOYHUKOM KOJIOCCAJTbHBIX MaTepPUATbHBIX TIOTEPh
[2]. Ha mpoTsbkeHny MoCIeaHMX JIET OTMEYAETCsT yCTOMIMBAst
TeHAeHLMS K TiepepacTtaHuio octpoii [1b B xpoHuueckuii
06oseBoii cuHapom [3].

[Tpuuune! I1b kpaitHe pa3HOOOpa3HbI, MO CYTH JIeJa,
JII0ObIE CTPYKTYPBI MOSICHUYHOTO OT/Ie/Ia TO3BOHOYHUKA,
obagaroniye 00JeBoil MHHEPBaLMel, MOTYT ObITh UCTOY-

HUKOM 0O0JI — CBSI30UHBIN anmnapat, MycKyJaTypa u ac-
LMK, 000JI0YKM CIIMHHOTO MO3I'a, TyrOOTPOCTYATHIE CyCTa-
BBbI, (hMOPO3HOE KOJIBIIO MEXIIO3BOHKOBOIO IMCKa, CAMU
1Mo3BoHKH [4]. CemyeT OTMETUTD, YTO caM I10 cebe ocTe-
OXOHIPO3 MEXIIO3BOHKOBBIX AMCKOB, B OTEUE€CTBEHHOM
JINTEpaType IIUTEIbHOE BPpeMs pacCMaTpUBAaBILIMIACS B Ka-
YeCTBE OCHOBHOI IIPUYMHBI 00JIEBBIX CUHIPOMOB B T1OSIC-
HUlIe, IEWHOM W TPYIHOM OTIeaX TTO3BOHOYHMKA, KaK
MpaBWJIO, HE SIBIISIETCS TpUUMHON Oomm [5]. B cBs3m
C OTUM BO3HMKAET CJIOXHAasl JUarHOCTUYEeCKasl IpoodieMa
noucka Beayiein npuuuHbl pa3putus I1b. TIpeanonara-
JIOCh, YTO COBEPIIEHCTBOBAHME BU3YaIM3AIIMOHHBIX Me-
TOMOB 00Ce0BaHUS OOJIBHOTO (peHTreHorpadus, KoM-
netotepHas Tomorpadust (KT), MarHUTHO-pe3oHaHCHAs
toMmorpadus (MPT), MmeTonnku, CBsI3aHHBIE C BBEICHUEM
B OPraHMW3M KOHTPACTHBIX IPENapaToB U Jp.) MTO3BOJISIT
pelInTh 3aa4y BbISIBICHUSI MOP(hOIOTUIECKOTO CyOCTpa-
Ta, BbI3bIBaolIero 6ogb. Bmecte ¢ TeM okasanoch, UTO
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yCTaHOBJIEHUE TPUYMHBI 0OJIM KpaifHe 3aTPyIHUTEIBHO
B CBSI3U CO 3HAYUTEbHBIM YUCIIOM JIOKHOIIOJIOXUTEIb-
HBIX pe3yabTaToOB 00caea0BaHMs. [1aTonornueckue nudme-
HEHMSI 3a4acCTyIO BBISIBISIOTCS Y NMTPAKTUYECKU 3M0POBBIX
Jrofeit, He cTpaaarolux 1 He ctpagaBux [1b. ITpumepHo
¢ cepennHBI — KoHIIAa 1980-X romoB ObIJIO OTMEUEHO HECO-
OTBETCTBME KJIMHUYecKoi KapTuHbl I1b n nmMmerommxcs
U3MEHEHUI TBEPABIX U MSITKMX TKaHE MO3BOHOYHMKA.
Tak, HanmpuMep, TPHIKUA MEXITO3BOHKOBBIX JMCKOB TPHU
oMo KT, MPT, muenorpaduu Beisisisiiorcst y 20—76 %
310pOoBbIX Jitoaeit [6]. [IpumepHo y 1/3 310poBbIX 00CIIE-
JMIOBaHHBIX MPU MCMOJb30BAaHUM COBPEMEHHBIX METOIOB
JMMaTHOCTUKKA OOHAPYXKUBAIOT JTOCTATOUHO TPyObIe U3Me-
HEHUS TO3BOHKOB (TUMepTpodust (PaceTOIHBIX CYCTABOB)
1 MEXKITO3BOHKOBBIX JUCKOB (TPhIKU U IPOTPY3UH, AeTre-
HepaTUBHbIC U3MEHEHNSI), a TAKXKE KOMITPECCUIO CITUHAIb-
HBIX KOPEIKOB. B 3TOM cUTyallMu OHU MO CYTH [eJia SB-
JISTIOTCST TUarHOCTUYECKMMM HaXOIKaMU, B CBSI3U C 4eM
BO3HUKAET cepbe3Has mpodjema 11eJ1eco00pa3HOCTH BbI-
Oopa aKTHMBHOI TepareBTUYeCcKO TakTuku. [lpu sTOM
TOJIBKO Y TIOJIOBUHBI NTaniueHToB ¢ [1b mpu mHCTpymMeH-
TaJTbHOM OOCJIEIOBAHUM BBISIBIISIIOT KIMHUYECKU 3HAUM -
MbI€ U3MEHEHUS CTPYKTYP MTO3BOHOUHUKA [7].
OTCyTCTBHME MOJHOIO COOTBETCTBUSI KJIMHUYECKOM
KapTUHBI 3a00J1€BaHUsI U CTPYKTYPHBIX U3MEHEHUW IT03BO-
HOYHMKA BBISIBIISIETCS HE TOJIBKO TTPU OJHOKPATHOM 00-
CJeAOBaHUM, HO U TIPU JUHAMUYCCKOM HAOMIOACHUU 3a
O0osbHBIMU. Tak, JJOHTMTYAWHAJIbLHOE MCCAeA0BaHUE M0-
3BOJIMJIO YCTAHOBUTD, UTO 311306l [1b Bo3HMKaM y Ta-
IIMEHTOB TIPU OTCYTCTBUM CYIIIECTBEHHBIX W3MEHEHUN
PaanoJIOrM4ecKoil KapTUHBI, CIIOCOOHBIX OOBSICHUTH Ha-
auyure 6oneBoro cuHapoma [7]. B xone 5-neTHero HabJ10-
IeHWs 3a TPYINIoi OOJBbHBIX C BepUMUIIMPOBAHHBIMU
IpbIXKaM1 MEKITO3BOHKOBBIX JIMCKOB OBIJIO YCTAaHOBJIEHO,
YTO CaMo T10 ce0e MX HAJIMUME CIYKIIIO MEHEee 3HAYMMBbIM
MOBOJIOM ISl oOpallleHUsT 328 MEAUIIMHCKON MOMOIIbIO,
HEXeJIM XapaKTep U UHTEHCUBHOCTb (PU3UYECKUX HArpy-
30K M TICUXOJIOTUTIECKOE COCTOSTHHE TTAlIMEHTOB [§].
OcobeHHOCTU TeUeHUsT 3a00JIeBaHUS U €r0 TTPOTHO3a
y nanuenTa ¢ I1b 3avacTtyio onpenensitoTcsi He CTOJIBKO
BBIPa>)KEHHOCTbIO CTPYKTYPHBIX U3MEHEHWI OIOPHO-ABU-
rateJIbHOTroO armapara (CTereHb TSKeCTH apTpo3a Ayro-
OTPOCYATBIX CYCTABOB, pa3Mephl U JIOKATU3AIUU TPbIKU
MEXXITO3BOHKOBOI'O AMCKa U Op.) WIKM BbIPaK€HHOCTHIO
HEBPOJOTUYECKON CUMITOMATUKU, CKOJBbKO OCOOEHHO-
CTSIMU TICUXUKU OOJIBHOTO, €r0 MOBEIEHIYECKUMU OCOOCH -
HOCTSIMU, peakiiieil Ha 3aboneBanue [9]. Hepenko Takoii
00J1eBOIi CUHAPOM BO3HMKAET JaXkKe MPU MUHUMAJIbHOM
BBIPAXKEHHOCTU WJIM MOJHOM OTCYTCTBUU W3MEHEHUM
IMO3BOHOYHMKA, YTO TIO3BOJISIET paccMaTpUBaTh €ro Kak
nuchyHKIMOHAIBHBIN. UMEHHO peakiivs manudeHTa Ha
CBoe 3a00JieBaHNe, BOJIbHO WM HEBOJILHO M30MpaeMasi UM
MOJIeJb ITOBEACHMS B 3HAUYUTEIbHOM CTETIEHU ONPEACIISIIOT
PHCK BO3HUKHOBeHMS XpoHudeckoii [1b, ee wacTrie 000-
crpenus [10]. HakomieHsI MHOTOYMCIICHHBIE CBEICHUS
0 TOM, YTO UMEHHO HaJInuKe ACTPECCUBHBIX HAPYILICHUIA,

MACTpecca MrpaloT MCKIIOYMTETbHO BaXKHYIO POJib Ha
paHHux cranusix ¢dopmupoBaHusi xpoHuudeckoit I1b,
a B IIOCJICAYIOIIEM CIIOCOOCTBYIOT ee moaepxaHuto [11].

B cBs131 ¢ 3TUM HEOOXOAMMO OTMETUTD CJIOXKHBIE B3aM-
MOCBSI3U OCTPOIi 00JTH (T OOJTM HOLIMIIETITUBHOI ), O0YCJTOB-
JICHHOU pa3IpaskeHreM CIeIMMUUECKIX 0O0JIeBBIX PELIETITO-
POB B YCJOBUSIX MOBPEXICHUS WM Pa3ApakeHWs] TKaHei
(ocTeoaptpos, runepTpodust CBI30YHOTO arapara, MbIlIey-
HBII CT1a3M U IpyTUe MPUYMHBI) ¥ 00711 XpoHrdecKoit. Horm-
LIENTUBHAS 00Jb (TaK Ha3bIBaeMast SYIWHUS) MPEACTABIISIET
0001t MOIIIHBIN CUTHAJIBHBIN MEXaHW3M, TH(OPMUPYIOIIII
OpraHM3M O HAJTMYMM HeOIaronomyyusi B TKaHsx. Beiaencraue
peopraHm3aly HepBHOI TKaHU TIOJT BO3NEHCTBUEM JITUTE Th-
HOE BpeMs OCTYMAIoLIMX O0JIEBbIX UMITYJIbCOB Pa3BUBAETCS
LEJBIN PsiI KITMHUYECKUX U TAaTO(U3MOI0OIMYeCKIX (peHoMe-
HOB, B YaCTHOCTH Nepudeprueckast U LIEHTpaTbHAsI CEHCUTH -
3anusi, Beayliye K (popMUpoOBaHUIO ovara naTtojoruiecko-
ro Bo30y:KaeHus1 — reHeparopa 6oiu [12]. @opMupoBaHue
XPOHUUYECKOTO OOJIEBOr0 CUHIPOMA B 3HAUUTEJILHOM CcTere-
HU 00YCJIOBJIEHO MIaCTUYECKUMHU CITIOCOOHOCTSIMU HEPBHOM
CHCTEMBI, 00€CTIEYNBAOIINMHU CTPYKTYPHO-(YHKIIMOHATb-
HbIE BO3MOXKXHOCTH (DOPMMPOBAHUS TTATOJIOTMIECKOTO ovYara
[13]. XpoHuueckast 001b, MMEIOILIAS CBOM OCOOCHHOCTU
MaTroreHe3a, MPUYMHSIET MAlUEeHTy 3HAYUTEIbHbIE CTpa/ia-
HMSI, OTPAaHUYUBAET €T0 MOBCENHEBHYIO AKTUBHOCTb, HEpe-
JIKO TIPUBOINT K MHBAMIN3ALINY, TPEOYeT CrielinpnIecKux
MOIXOJIOB K YCTpAaHEHHWIO; MHOTIIA ¢ PAacCMaTPUBAIOT KaK
camocTosiTeIbHOE 3a00sieBaHNe (MaJTbAUHUS — MaTOJOTU-
yeckasi 60Jb). BMecTe ¢ TeM BbICKa3bIBAIOTCS MPETIOI0XKe-
HUST O HElIeJIeCO00Pa3HOCTU TIPSIMOTO TIPOTUBOITOCTABIIE-
HMSI IBYX OCHOBHBIX TUTIOB OOJIM € y4eTOM 3HAYUTETbHOTO
CXOJICTBAa MEXaHM3MOB UX (DOPMUPOBAHUS M KITUHUYECKUX
npostBIeHMi [14].

BaxxHoil 3amadeil Bpaya SIBJISIETCS CBOEBPEMEHHOE
BBISIBJICHUE SMOILIMOHAIBHBIX HAPYILIEHW, TaK KaK BEpPHOE
MMOHUMaH1e XapaKTepOJOTUIECKUX OCOOCHHOCTEH marm-
€HTa, ero OlLIEHKU CBOETO COCTOSIHUS, CTeTIeHb YOEXKIeH-
HOCTH B OJIAaTOTIPUSITHOM MCXOJIE 3a00JIeBaHUST BO MHOTOM
ONPEAETISIIOT €T0 TOTOBHOCTD CJIeJI0BAaTh BpauyeOHBIM PEKO-
MEHJAIMSIM, TOTOBHOCTh CAaMOMY aKTUBHO MPUHUMATD
y4yacTue B IIpoliecce JieUYeH s U peabuiIuTaluu, nprusep-
JKEHHOCTH K JICYEHUIO ¥ B KOHEYHOM MTOTE YCTIeX MPOBO-
numoit repanuu [15].

JI1s1 BBISIBJIEHUSI U OLIEHKU CTETNEHU TSDKECTH MMelo-
LIMXCSl Y MallMeHTa SMOIIMOHAJILHBIX HapyIlIeHUil B psijie
CJIy4aeB MOXKET OKa3aThCsl IOCTATOYHBIM ITPOBEICHUE YTy~
OsieHHOU Oece/bl C MPUMEHEHUEM MOJYKOINYeCTBEHHBIX
OLICHOYHBIX IIKaJT W OMPOCHUKOB IS TUATHOCTUKHU Jie-
Mpeccur U TPEBOKHOCTU. BMmecTe ¢ TeM Takoe coKpallleH-
Hoe 00CJIeToBaHNE He BCETIIa MOXKET MaTh MCYEPITHIBAIOIIINIA
OTBET Ha BOIIPOC O COCTOSTHMU OOJIBHOTO. 3a4acTyio Ipa-
BUJIbHASI TTIOCTAHOBKA JMarHO3a BO3MOXHA TOJBKO MOCIe
KOHCYJIBTAIIUU CTIEIMAIMCTOB COOTBETCTBYIOIIETO Mpodu-
JIsI — TICMXOTEepareBTa, TICUX0JIora, TICuXrarpa.

3HAUUTENbHBIN TTPAKTUYECKUI MHTEPEC TIPEICTABIISIET
KOMILJIEKC COLMAIbHBIX (haKTOPOB, CITIOCOOCTBYIOLINX WU
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NMpensATcTByommMx GopMupoBaHuio xpoHuyeckoir I1b.
B Gosnbliioit Mepe ux BAUSIHUE 00YCIOBIEHO (DU3NUYECKUMU
U (U3MOJIOTMUECKUMU OCOOCHHOCTSIMUA MHAUBUAYYMA, €ro
SMOLIMOHAIBHBIM COCTOSTHUEM, COLIMATbHBIM OKPYKEHUEM.
Taxk, pe3ynbTaThl CHCTEMaTU3MPOBaHHOTO 0030pa TToKa3au,
4TO Takue (haKTopbl, KaK npeabiayiuit onbiT [1b, ynosner-
BOPEHHOCTh CBOE pabOTOIt, ypOBEeHb 00pa30BaHUsI, CEMEii-
HOE TTOJIOKEHUE, CeMeitHast Harpy3Ka (41 C/I0 3aBUCSIIINX OT
TalyeHTa JInil), KypeHue, TPOI0JIKUTEIbHOCTh Pabovero
IHS Oojiee 8 4, XxapakTep paOOTBI, TPYZOBas 3aHSTOCThb
B YCJIOBHSIX OOJIBILIOTO MJIM MAJIOro KOJUIEKTHBA, ITpaKThuie-
CKM HE OKa3bIBAIOT BIVSHUS Ha JJIMTEbHOCT BPEMEHHOM
YTpaThl TPYAOCTIOCOOHOCTH (OIIeHKa Ha OCHOBAaHUY JUTUTE Th-
HOCTH ITpeObIBaHMS Ha O0JIBHUYHOM JjiucTe) [16]. MHTepec-
Ho, uTo TeueHue [1b y maiueHToB ¢ comyTCTBYIOIIMMU 3200~
JIEeBaHUSIMU OKazajoch OoJjiee OJIaronpusiTHLIM (pexe
pa3BuBajach xpoHuueckas I[1b) 1o cpaBHeHMIO ¢ OOJILHBIMU,
HE MMEIOIIMMHU TaKOBBIX, HECMOTPSI Ha TO, UTO, Ka3aJI0Ch ObI,
JIeYeHMe TaKUX MMalMeHTOB, OCOOEHHO €ro HayaJio, JOJLKHO
MPEACTaBISATh ONpeaeaeHHbIe TpyaHOCTH [17].

MeHbli1asi BEpOSITHOCTb pa3BUTUsI XxpoHudeckoit I1b
HaO0JII0/1aeTCs Y TeX MalMEeHTOB, TSI KOTOPBIX XapaKTePHbI
OXUJIaHUE BBI3TOPOBICHUS M KeJIaHWE BO3BpalleHMS
K TPYIOBOM IeATEIbHOCTU. YOeIUTEIHHO ITPOJEMOHCTPH -
pPOBaHO, YTO BpeMEHHasl yTpaTa TPYyI0CIIOCOOHOCTH OKa-
3aJ1ach JIOCTOBEPHO MEHbBIIIEH Y O0BHBIX, KOTOPhIE 00J1a-
JIai BBICOKMM YPOBHEM OXUIAHUS TOJOXUTEIHBHOTO
apdekra neyeHus [18]. HecomMHeHHO, YTO ycTpaHeHUE
TMCHYHKIIMOHAIBHOTO KOMIIOHEHTA OOJIEBOTO CUHIIPOMA,
obecrieueHe HACTPOEHHOCTH Ha BBI3OPOBJIECHUE TIPE-
CTaBJISIIOT CO0OU BaXkHbIE (PAKTOPBI, TPEMSTCTBYIOLINE
dopmupoBaHuio xpoHundyeckoit I1b. AkTuBHas mo3uLus
TrarueHTa, o0ycJIOBIeHHAs], B YaCTHOCTH, BBICOKOI 3aMH -
TEPECOBAHHOCTHIO M YIOBJIETBOPEHHOCTHIO B COOCTBEHHOM
TPYAOBOM IESITEILHOCTH, MOJEb TIOBEACHUSI, OPUCHTH -
poOBaHHasl Ha BBI3IOPOBIIEHUE (TaK Ha3BaeMasi KOIIMHI-
CTpaTerus), aCCOLMMUPOBAHBI C MEHBIIIEH TTPOIOKUTEITb-
HOCTBIO 000CTPEHMS M MEHBIITUM PUCKOM (hOPMUPOBAHUS
xponuueckoii I1b [19].

Hanuyue 6oseBoro cuHapoma, B yactHocTu I1b, ya-
CTO CBsI3aHO ¢ (DOPMUPOBAHMEM M30eTaTeIbHOTO ITOBE/Ie-
HMSI, B TOW WIM MHON CTETIEHM OrPaHUYMBAIOIIETO €ro
(bm3myecKylo aKTUBHOCTb BCIEACTBUE MMEIOLIEHCS 00au
WJIM ONACEHMUSI 32 COCTOSIHME CBOETO 310POBbsI U3-3a UMe-
tomteiics I1b [20]. PesynsraTbl IpOCIIEeKTUBHBIX UCCAEA0-
BaHWII CBUIETEIILCTBYIOT O TOM, YTO TaKoe IOBEACHUE
CIIY>KUT BaXKHBIM MPEANKATUBHBIM (haKTOPOM, TTO3BOJISIIO-
IIMM IIPOrHO3UPOBaTh (OPMUPOBAHUE XPOHUYECKOM
MBILIEYHO-CKeNeTHOM 001, B yacTHocTH I1B [21]. B cBsi-
31 C 3TUM BBISIBJIEHUE M30BITOYHOTO OMACEHMS 32 COCTO-
STHUE CBOETO 310pOBbsl y 00sibHBIX ¢ 1B, a1emMenTOB 130e-
raTeJIbHOro ITOBEACHUS SIBJISIIOTCSI BaXKHBIMM 3aJadaMu
Bpaya, TaK KaK KOPPEKIMSI 3TUX HapylIeHWN MOXET
YMEHBIINTH PUCK (DOPMUPOBAHNSI XPOHUYECKOM OOJIH.

Cepbe3Hylo TeparneBTUYECKyI0 MPobaeMy MpeacTaB-
JIsieT co0oit KaracTpodusauus 00U MauueHTOM — Mpe-

CTaBJIEHUSI O HEM3JIEYMMOCTH CBOEro 3abojieBaHUsI, 00
MMeEIoIIeMcsT 00JIEBOM CMHIAPOME KaK IPEeIBECTHUKE KC-
KJIIOUUTEIbHO HeOJIaronpUsITHOTO MCXOAa 3a00JeBaHUS
[22]. Takas kaTtacTpodu3aums TECHbIM 00pa3oM CBsI3aHa
C pYMUHAISIMH, OIIYIIEHUEM OeCITOMOIITHOCTH, TIECCH -
MHUCTUYECKOM OLICHKOM MMEIOIIENCS CUTYallMu U BO3MOX-
HBIM ee pa3ButueM. Katactpodu3zalums HermocpeacTBeH-
HbIM M CaMbIM TECHBIM 00Opa3oM CBsi3aHa C PHUCKOM
pa3BuTus U nogaepxkaHus xponuueckoii I1b. Tak, 6bL10
yOeInTeIbHO IIPOAESMOHCTPUPOBAHO, UYTO €€ HaIMJue
y 6ospHOTO ¢ ocTpoii [1b nocToBEepHO CBA3aHO C BEpOSIT-
HOCTBIO GOPMUPOBAHUS XPOHUYECKOM 0011 yepe3 6 1 12
MeC Jaxe MpW WCKIIOYeHWW BIMSTHUS WHBIX (PaKTOPOB
[23]. Cepbe3HBIM CICACTBUEM KaTacTPOGU3aIIUN SIBIISICT-
¢Sl pa3BUTHE KMHE3MO0(MOOUM — CTpaxa Iepel paciIipeH -
eM U MoJAepKaHUeM IPUBBIYHOTIO 0ObeMa ABUIaTe/IbHOM
AKTUBHOCTHU, (haKTOpa, B 3HAUUTEIbHOI CTEIIEHU OrpaHM-
YMBAOIIETO TTOBCETHEBHYIO aKTUBHOCTD TTAIIMEHTA, TIpe-
MSTCTBYIOILETO IMOJIHOLIEHHOMY IIPOBEICHUIO peaduInTa-
LIMOHHBIX MEPONPUSTHUIA.

Heob6xoaumo oTMETUTh, YTO BOCIIpUSITHE 60U, OLIEH-
Ka ee MHTCHCUBHOCTH, CBSI3aHHBIC C 3TUMU (haKTOpaMu
OITaCeHUS 3a COCTOSIHME CBOETO 3II0POBbSI 1, COOTBETCT-
BEHHO, CTpaTeruu MOBeIeHUsI, B YaCTHOCTU MPUBEPKEH-
HOCTbB K JICUEHUIO, B 3HAUUTEJbHOU CTEIIEeHU 00YCIOBICHbI
TeHICPHOU TTPUHAUICXKHOCTBIO M BO3PACTOM OOJIBHBIX, X
PacoBOI M ATHUYECKOM TPUHAUIEXKHOCTBIO, LIEJIBIM PSIOM
KyJIBTYpajabHbIX 0cOOeHHOCTel [24, 25]. UMeroTcs naHHbIe
0 TOM, YTO JIMIIA ITOXWJIOTO BO3pacTa, KEHIIMHBI, TTpe-
CTaBUTEJIM STHUYSCKUX MEHBITMHCTB OTHOCUTEIBLHO peke
MOJIYYaIOT afeKBAaTHYIO IIPOTUBOOOJICBYIO TEPATIMIO U ME-
10T 60Jiee BBICOKUI PUCK (POPMUPOBAHUST XPOHUYECKOTO
6osieBoro cuHapoma [26, 27]. MHTepecHO Takxke, 4YTO
BpauM, MPEACTABUTENIN PA3IMIHBIX STHUYECKUX TPYIII,
M0-pa3HOMY OIICHMBAIOT XapaKTep U BBIPAKEHHOCTh 00-
JIEBOTO CHHAPOMA, UTO OKa3bIBaeT HEIOCPEICTBEHHOE
BJIMSTHUE HAa PEKOMEHIYeMYIO UMY TEPaIuIo.

W3ydeHnto TaHHOM Mpo0aeMbl ObLIO MOCBIIIEHO OT-
JIeJIbHOe MCCIIeAOBaHNUE, B KOTOPOM IIPUHSIIA y4acTHUE
cryneHTbI-Mmeauku u3 CIIA u Uopnanuu [28]. UcnbiTy-
€MbIM TNPEAbSBISIN U300pakeHUs JIUIL MallMeHTOB pa3-
JIMYHOTO T10J1a, BO3pacTa, HallMOHAJIBHOM TTPUHAIIEXKHO-
CTH, UCITBITHIBAIOIINX OO0, ¥ JaBAJIOCh 3alaHNE OLICHUTD
€€ MHTeHCUBHOCTb B cOOTBeTCTBME cO 100-0amibHOi BU-
3yajibHO-aHaJ0roBoit mkanaoi. Oka3aaoch, YTO MOpIaH-
CKMe CTYIEHTHI Jallle OBIINM CKIIOHHBI paclieHUBATh 00JIb
KaK MHTEHCUBHYIO BHE 3aBUCUMOCTH OT T€HACPHOM, BO3-
PACTHOU 1 3THUYECKOM MPUHALIEKHOCTU MpeabsiBIsie-
MBbIX U300pakeHUIA MAlIMEHTOB 1 3HAYMTEIBHO Yallle pe-
KOMEHIOBAJIN ITPUEM JICKapCTBEHHBIX IIPEITapaToB.

OCOOCHHOCTH MHTEPIIPETALINM UMEIOIINXCS OOJIEBBIX
OLIYILIEHUI U UX CBSI3b C IIPOTHO30M 3a00JIeBaHUSI CO CTO-
POHBI KaK caMOro 00JbHOIrO, TaK M HaOJIOJAIOIIEero €ro
Bpaya HEOOXOAMMO YUNTHIBATh B KOHTEKCTE BEPOSITHOCTH
(dopMIPOBaHMSI XPOHNIECKOTO 0OJICBOTO CUHIIPOMA, a TaK-
K€ BbIOOpA ONTUMAJIbHOM TepaneBTUUECKON TAaKTUKMU.
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OCHOBHBIMU HaIlpaBJICHUSIMM OKa3aHUsI aleKBaTHOM
MEIUIIMHCKONW TIOMOIIM OOJMbHBIM C XpoHuueckoi [1b
SIBJISTIOTCSI LIMPOKOE MPUMEHEHKE HeIeKapCTBEHHbBIX CIIO-
CO0OOB JIeUeHUST — pa3IMYHBIX BADUAHTOB aJIeKBaTHO I10-
JIOOpaHHBIX CUCTEMATUUECKUX (PU3NIECKUX YITPAXKHEHUIA,
MaHyaJIbHOH Teparnuu, pU3noTeparneBTUIeCKUX MEPOTIpH -
SITUIA, 00513aTeJIBHOTO UCIOJIb30BAaHUSI METOIOB IICUXOTE-
panuu 1 o0y4YeHHUs TaleHTa, B TOM YKCJie B paMKax 3a-
HATWI B TaK Ha3bIBaeMBIX IIKOJIAX IjisT OonbHOTO ¢ I1h
[29]. Hoctikenune achheKTUBHOCTH TAKOTO PojJa Teparum
BO3MOXHO IIPUY y4aCTUU pabOThI LIEJI0TO psiia CIIeLIaiu-
CTOB Pa3JIMIHOrO MpOoGuIIsi, 00beIMHEHHBIX B CKOOPIM -
HUPOBAHHYIO MYJBTUIMCUMIIMHAPHYIO Opuramy. Dd-
(bexTHBHAS ee AESATENBHOCTH CIIOCOOHA TIPEAOTBPATUTH
¢dopMupoBaHUEe XPOHUUYECKOTO 0O0JEBOro CHHIApOMA,
MPEeIOTBPATUTh I YMEHBIIUTD BEIPAXKEHHOCTD Y 00JIb-
HOTO AUC(YHKIIMOHATBHBIX PACCTPOICTB.

UckimounTebHO BAXKHOU 3amadeit mpeaynpexaeHust
pa3Butust xpoHudeckoir I1b sBisieTcss cBoeBpeMeHHOE
1 2 (HEeKTUBHOE KYTTUPOBAHUE OCTPOro 00JeBOro CUHAPO-
Ma. Haubosnee yacto ¢ Lenbio 0bicTporo KynupoBaHus I1b
Ha3HAYalOTCs aHAJIbIeTUKHU (alleTaMUHO(EH, METaMU30JT)
U HECTePOMIHbIE MPOTUBOBOCIAIUTE/IbHbIE IIpeIlapaThl
(HIIBIT). YoenutenbHo noka3zaHa criocooHocts HITBIIT
YMEHBIIIATh BHIPAOOTKY B 30HE MOPaXKeHMS aJITOTEHOB —
OMOJIOTMYECKN aKTUBHBIX BEIIECTB, CTUMYIMPYIOIINX
U TIOJIEP>KUBAOIINX OOJIEBYIO UMITYJIbCALIUIO U3 00JIaCTH
pa3apaxkeHMsI, a TAKKe YTHETeHHUE IIPOLIECCOB JIOKATbHOTO
acerTUYECKOTo BOCITaJIeHHST, OJIOKMPOBAHUE TTPOBEIECHMS
0O0JIEBBIX CUTHAJIOB B BBIIIENIEKAIIE CTPYKTYPhI HEPBHOM
CHUCTEMbI, B YaCTHOCTH B 3a[HUI1 pOT CIIMHHOI'O MO3Ta.

B xozie 11es1010 psia paHAOMU3MPOBAHHBIX KITMHUYECKIX
MYJIBTULIEHTPOBBIX MCCIIEIOBAHMIA, a TAKXKE TIPOBEIEHHBIX Ha
MX OCHOBE METaaHAJIM30B HEOHOKPATHO TIOTyq1JIa ITOATBEP-
xkaeHue apdekTnBHOCTH MpuMeHeHnst HITBIT y maneHTOB
c octpoii I1b [30]. BcnenctBue cBoeii BbICOKOM 3(D(heKTUBHO-
CTM TIperiapaThl 3TOW TPYIIIbI ITUPOKO TTPUMEHSIFOTCS U
JiedeHust rarmeHToB ¢ [1b, HeoOXonMMOoCTh MX Ha3HAYCHUST
ripu octpoil [1b oTMeueHa B LIeJIOM psizie MEXKITYHAPOIHBIX
U perMOHAJIbHBIX (HallMOHAJbHBIX) peKoMmeHmauuii [31].
Iupoxuii Bb16op HITBII, B onpeaeneHHO cTerneHn OTIu-
YaIINXCI CBOeil 3(p(GEeKTUBHOCTBIO, OCOOCHHOCTSIMU
MeTaboIM3Ma B OpraHmM3Me, CIeKTpOM MOOOUYHbIX Adhhex-
TOB, CTOMMOCTbIO, HEKOTOPBIMU IPYIUMU XapaKTepUCTUKA-
MU, IIO3BOJISIIOT WMHAMBUIAYaIM3UPOBATh TepareBTUYECKUIA
TIPOLIECC B 3aBUCIMOCTHU OT COCTOSTHUST 3[I0POBbSI TAITUEHTa,
WCXOTHON BBIPAKEHHOCTH OOJIEBOTO CUHAPOMA, HAIUYUSI
COITYTCTBYIOLIMX 3a00eBaHuit. CleayeT MOaYepKHYTh, YTO
JnutenbHoCTh puema HITBIT noymkHa ObITh CTPOro orpaHu-
YeHa CPOKOM KYTIMPOBaHMSI THTEHCUBHOTO OOJIEBOTO CUIHIPO-
Ma, TIPOBEJICHNEe MTPOTUBOOOJIEBOI METMKAMEHTO3HOM Tepa-
AU CJIeAYeT IPeKpaliaTh [0 Mepe YCTPaHEHUST OOJIM.

BaxxHo umeTs B Buay, uyto npumeHenue HITBII, oco-
OEHHO JUTUTEbHOE, aCCOLIMMPOBAHO C TTOBBIIIIEHUEM PH-
CKa Pa3BUTHS 1IEJIOTO psifia HEXeJIaTeTbHbIX MTOOOUYHBIX
3 (HEKTOB — raCTPOMHTECTUHAIBHBIX (S13Ba XKeTyaKa WIn

NIBEHAILATUIIEPCTHOM KUIIKM), CEPAeYHO-COCYIMCTHIX
(pa3zBuTHE TPOMOO30B U TOBBIIIEHUSI CUCTEMHOTO apTe-
pUaIbHOTO JaBJIeHUs ), HehpoToKcruyeckux [32]. BeposiT-
HOCTb YJIbLIEPOT€HHOTr0 3(hdheKTa BO3pacTaeT IMpy HATUIUU
(akTOpOB prCcKa — TEPEHECEHHBIX SI3BEHHON 00JIe3HU
KeyKa, KypeHUM, HEOOXOAMMOCTU OJHOBPEMEHHOTO
npuMeHeHus: apyrux HIIBII unu anetuincaauumioBoit
KHCJIOTbI, KOPTUKOCTEPOUIOB, Y TMOXWIbIX MalleHTOB.
Puck TpoMOOTHUYECKUX OCTIOXKHEHUI TOCTOBEPHO BHIIIIE
MPU JUTUTEIBHOM TTPUMEHEHUU CEeJIEKTUBHBIX MHTUOUTO-
POB LIMKJIOOKCUTEHA3bI 2-T0 TUIA, Y MAllMEHTOB, B HEIaB-
HEM IPOLIJIOM MEepeHECIINX U300/ OCTPON KOPOHAPHOM
nmemnn. OmHOBpeMeHHoe, Hapsmy ¢ HITBIT, mpumene-
HUE HECKOJIbKUX JIEKAaPCTBEHHBIX MIPeTiapaToB, Ha3Havyae-
MBIX I10 TIOBOY IPYTUX 3a001eBaHU (AHTUTUIIEPTEH3UB-
HbIE, XOJECTEPUHCHIKAIOIIE U AP.) CBI3aHO C PUCKOM
MOpaXkeHMs OYEK, ITEYEHU, MPUYEM PUCK BO3pacTaeT pu
YBEJIMUEHUU JIEKAaPCTBEHHOI HAarpy3Ku Ha opraHusm [33].

Hanuuue peanbHOIT yrpo3bl pa3BUTHUSI OCIOXKHEHMIA
BcaeacTBue npumeHeHust HITBIT TpeOyeTtcst ocTopoxHO-
CTH nX Ha3HayeHud y nanueHToB ¢ [1b. Cnenyer nadgop-
MUPOBaTh OOJTHLHOTO O TOM, YTO CPOKU JICUCHUS TOJKHBI
OrPaHUYMBATHCS MEPUOJOM YCTpaHEHHUsI OOJIEBOrO CHUH-
JIpoMa, Mpo¢UIaKTUYECKOe UX Ha3HAYeHME, KaK U Ype3-
MEPHO JUTUTEbHOE IPUMEHEHUE, HEelleJIeCo00pa3Ho U He-
CeT HaMHOTO 0OJIbIlIe TTOTEeHIIMAJIIBHON OIMAaCHOCTH, YeM
nojioxutenbHoro agdexkra. CrenyeT MPUAEPKUBATHCS
PEKOMEHIO0BAaHHbBIX PEXXUMOB IIpHeMa MpernapaTtoB — He
MPEeBbIIATh CYyTOYHbIE TEpareBTUYECKUE T03bl, 3DdeK-
TUBHOCTb 1 O€301TaCHOCTh KOTOPBIX OblIa TTOATBEPKAeHA
B pe3yJbTaTe KIMHUYECKUX MCCICOOBaHU, HE ClemyeT
OOHOBPEMEHHO Ha3HayaThb HECKOJIbKO IIpernapaToB U3
rpynnbl HITBIT. BoabHo 1okeH ObITh MH(GOPMUPOBAH
O TOM, YTO PUCK Pa3BUTHS HEXeNTaTebHBIX TOOOUYHBIX
3(h(HEKTOB COXpaHSIETCS HE3aBUCUMO OT (hOPMBI BBEACHUS
npenapara (3HTepajabHO, MapeHTePaTbHO, PEKTAIbHO).

C uenbplo MOBbIIEHUST 3(POEKTUBHOCTU Tepanuu,
obecnieueHust 6esonacHoct npuMenenus HITBII, mpe-
IynpexaeHus: GOpMUPOBAHUSI XPOHUYECKOM 00U 11esie-
Cco00pa3HO MpoBeNeHNEe KOMOMHUPOBaHHOI Tepanuu. Ha
MNPOTSKEHUU JUTUTEIbHOTO BPEMEHU TPY JICUCHUH TalM-
€HTOB CO CKEJIETHO-MbIIIIEUHBIMU 0OJIEBBIMU CUHIPOMAaMH,
B yacTHocTu ¢ [1b, mMpPOKO MpUMEHSIIOTCS TIpernapaThl
BUTAMUHOB TpyInbl B (TMaMuH, MUPUAOKCUH, LIMAHOKO-
06anaMuH), 3((PEeKTUBHOCTb KOTOPbIX OblIa yCTAHOBJIEHA,
B YaCTHOCTH MWIbraMma. Pe3yabraThl MHOTOYMCIEHHBIX
9KCIEPUMEHTATBHBIX U KIIMHUYECKUX UCCIIEIOBAHUI CBU-
JIETEILCTBYIOT O TOM, UTO BUTAMUHBI TPYIIIIbI B BOBIeUeHbI
B pa3HOOOpa3HbIe META0OJIMYECKIE MPOLIECCHI, MPOTEeKa-
fo1lIMe B HEpBHOM TKaHU. Bo MHOTHMX ciTydasix X BBeleHHE
B OpraHMU3M CTMOCOOCTBYET HOpMaau3allMu OOMEeHa Be-
1LIECTB, OKa3bIBaeT CTUMYJIMPYIOIIee BIUSHUE Ha IIPOTe-
KaHue B HEll pernapaTUBHBIX MPOLIECCOB B YCIOBUSIX MO-
BPEXIEHNUSI, B YaCTHOCTH, CITOCOOCTBYET BOCCTAHOBJICHUIO
MPOBEICHUIO MMITYJIbCa TI0 TOBPEXIEHHBIM HEPBHBIM
BoJIoKHaM [34, 35].
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OmHMM 13 IIEHHBIX CBOMCTB BUTAMWHOB TPYITITHI B s1B-
JISIETCST WX aHaJIbIeTUYeCKasi aKTMBHOCTh, B YaCTHOCTU
CIIOCOOHOCTh YMEHbIIIaTh UHTEHCUBHOCTh 00JIEBOIO CHUH-
JipoMa Kak Ipy HOLUMLIENTUBHOM, TaK M IPU HeporaTuye-
cKoWi 6ojn [36]. DT cBolicTBa TPUOOPETAIOT UCKITIOUH-
TEJIbHYI0 BaXXHOCTh MPU CTPYKTYPHBIX TOPaKECHUIX
HEpPBHOM TKaHU, YTO HAOJIOHAETCsT TIPU TUCKOTeHHOM pa-
JIUKYJIOIaThu, a Takxke npu apyrux popmax Ib. Crnenyer
OTMETHTD, UTO Ie(HUIIUT HEKOTOPBIX BUTAMWHOB T'PYITITHI B,
B YACTHOCTM lLIMaHOKOOaJlaMuHa, HabJI0[aeTCsl MpU €ro
HEeIOCTAaTOYHOM ITOCTYIUICHMU B OPTaHM3M C IUIIEH, 4TO
HaOIomaeTcs y UL, TPUACPKUBAIOIIMXCSI CTPOTOM Bere-
TapUaHCKOM ITUETHI, Y TIOAPOCTKOB 1 TTOXKWIIBIX JIFOMICH.

Pe3ynsrarhl 5KCIIepuMEHTATBHBIX UCCSI0OBAHMIT MOIe-
JIMPOBAHMS XPOHUUYECKOT0 00JIEBOTO CUHIPOMA MOKA3aIM, UYTO
MPOTHUBO0OJIEBOI 3(h(heKT BUTAMUHOB TPYIIbI B, B IiepByto
ouepelb IMAaHOKOOATaMKMHA, COIMOCTaBUM C TPAAULIMOHHO
TIPUMEHSFOIIMMUCS Y TAKUX TTALIEHTOB 00300/ IMBAIOIIINME
npernaparaMu. DTO SIBUJIOCh OCHOBAHUEM IS ITPOBEACHUS
KJIMHWYECKUX MCCJIEIOBAHUI ITPOTUBOOOJIEBOIO NEHMCTBUS
BUTAaMMHOB, B YaCTHOCTU, B YCJIOBUSIX KOMOMHMPOBAHHOM
Tepanuu ¢ ogHoBpeMeHHbIM HazHaueHueM HIIBII. Yoenu-
TeJbHBIC Pe3yJbIaThl, MOATBepKAaolne 3¢h(MeKTUBHOCTh
BUTaMMHOB IpyIIibl B B paccmarpuBaeMoli cutyaluy ObLIU
MOJTyYEHbI B XONIE CEPUM KIMHUYECKUX WCCIIEIOBAaHUMA, BbI-
ITOJTHEHHBIX B COOTBETCTBIH C TPEOOBAHMSIMU IOKA3aTETEHOMN
MemuiHbl [37, 38]. BaXHBIM TIpaKTUYECKMM BBIBOIOM,
CIeJIaHHBIM B UTOT€ BBIMIOJTHEHMS 3TUX PadoT, SIBUJIOCH MO~
TBEPXKIEHUE CHYKEHUS TTOTpeOHOCTU 00JibHbIX ¢ T1h B npu-
eme HIIBII vau mononHUTEbHOM MpUeMe aHAJTbIeTUKOB
1 YMEHBIICHUS JICKAPCTBEHHOM HArpy3K1 Ha OpraHu3M Ma-
1MeHTa. Takeke ObLII0 OTMEYEHO COKpAIlIeHHE CPOKOB JICUEHMST
npu ogHoBpemMeHHOM npumeHeHun HITBIT u ButamuHoB
rpyrisl B [39]. YkazanHbie mpenMyIiiiecTBa KOMOMHUPOBAH-
HO Teparuy ¢ IMPUMEHEHHWEM BUTAMUHOB TpymIibl B 1o
cpaBHeHUI0 ¢ MoHOoTepanueit HITBIT 6butn 3apmkcrpoBaHbl
B EBpomneiickux peKoMeHAAlUsIX MO BEACHUIO MalueHTa
¢ XxpoHmuecKoii Hecrrenmpraeckoit [1b [40].

[Iupoko rpruMeHsIeMbIM B KITMHIYECKOM TTPAKTUKE KOM-
OMHUPOBAHHBIM JIEKAPCTBEHHBIM ITperapaTtoM BUTAMWUHOB
rpyrnbsl B sBigercs mwibramma. HasHaueHue mpemnapata
o0ecIieurBaeT MOCTYIJICHE B OPraHN3M JIOCTATOYHOTO KOJIH -
YecTBa BUTAMUHOB I'PYIIIBI B TIpy 0TCYyTCTBMM X B3aUMOIETi-
CTBUSI KaK MpY SHTEPAIbHOM, TaK U MPU MapeHTepaIbHOM
BBeaeHUU. JlaHHAass 0COOEHHOCTh MUJIbIaMMbl BEChbMa LIEHHA
C Y4ETOM BBICOKOI OMOJIOTMIECKOM aKTUBHOCTA BUTAMIUHOB.

CraOuIbHOCTh THAMIUHA, TIMPHUIOKCUHA 1 ITMaHOKOOAIaMIHa,
HaXOJISIIIUXCS B OMTHOM PAaCTBOPE, TOCTUTAETCSI OPUTMHATBHOM
METONIMKOI MPUTOTOBJIEHUSI Mipernapara.

B pesynbrare npoBeIeHHBIX KITMHWIYECKUX UCTTBITAHUI
3¢hGEKTUBHOCTY MUJIbIaMMBI TIPU JICUYEHUU ITallMeHTOB
¢ I1b 65110 ycTaHOBJICHO, UTO €€ OMHOBPEMEHHOE Ha3Ha-
yeHue ¢ npenapatamu HITBIT mo3BossieT 1oOUThCS yeTpa-
HEHUs OOJIEBOTO CUHIpOMA B 60JIee KOPOTKHE CPOKU, YEM
TPY MOHOTEPAITMU TOJIHKO IMTPOTUBOOOJIEBBIMU CPEACTBA-
mu [41]. Beiio mokazaHo, YT0 KOMOMHUPOBAHHAST TEpaTTusI
MO3BOJISIET NOOUTHCSI YMEHBIIIEHUSI CYTOYHBIX 103 TIPOTH -
BOOOJIEBBIX MTPETIAPATOB, a TAKXKE COKPAIIEHUS JUTUTETBHO-
CTH UX TipremMa. B rocnemytoriem Takxke ObIJIO YyCTaHOBJIE-
HO, 4YTO KOMOMHMPOBAaHHAS Teparsi HE TOJbKO CHITKAET
notpedHocth B mpueme HIIBII mpu omHoBpeMeHHOM
MPUMEHEHUU BUTAMUHOB TpymIibl B, HO U JOCTOBEPHO
YMEHBIIIAET PUCK Pa3BUTHS MOBTOPHBIX obocTpeHuit [1b,
a TaKoKe YBEJIMIMBAeT CPOKU pemuccuu [42].

ITomumo nekapcTBeHHOM (pOpMbI KOMOMHALIMU BUTA-
MWHOB TpyMIibl B i mapeHTepasbHOTO MPUMEHEHUS —
MUJIbTAMMBI, CYyILIECTBYeT (opma M sl MEPOPaTbHOTO
MPUMEHEHUs] — MWJIbraMMa KOMITO3UTyM. OCOOEHHOCThHIO
THaMUHa (BUTaMKH B ) gBjsIeTCs TO, YTO B COCTAB Nperna-
paTa BBEIEHO TMPOU3BOAHOE THUAaMWHA — OeH(pOTHAMUH,
KOTOPBIN BCJIEACTBUE JIUTTO(PUIBHOCTH MOJIEKYJTBI U YCTOM -
YMBOCTU K THaMUHAa3e — (PepMeHTy, pa3pyliailieMy Tha-
MWH, B IPOCBETE KUIIEUHUKA HE pasaraeTcs, JIETKO ycBa-
WBAETCs Y MIPOHUKAET B TKAHU MPU NIEPOPATIBHOM TTPUEME.

B ocTtpoii cranun 3a601€BaHUS C LETBIO YCKOPEHUS
KYTTMPOBaHMST 000OCTPEHUS U TTPeRypexkaeHns: (popMHUpPO-
BaHUSI XPOHUYECKOTO 0OJIEBOTO CUHPOMA 11eJIECO00pa3HO
Ha3HA4YaTh MUJbraMMy IO 2 MJI BHYTPUMBIIIEYHO €XE-
HEeBHO | pa3 B CYTKM Ha ITPOTSLKEHWHN 1,5—2 Hell OMHOBpPE-
meHHo ¢ HIIBII u npyrumu npenapatamu, peKOMEHI0-
BaHHBIMM IS TedeHusI mauneHToB ¢ [1b. B mocnemyromem
MOKAa3aHO MPUMEHEHUE MepopajibHOU (hopMbI TIpenapa-
Ta — MUAJIbTaMMbl KOMITO3UTYM 110 1 ipaxe 3 pa3a B CyTKU.
[TokazaHusIMM TSI IPOJIOHTMPOBAHHOTO Kypca JieueHUsI
SIBJISTIOTCST XPOHUUYECKUU XapaKTep 0O0JIEBOrO CUHAPOMA,
HaJIN4Ke KJIMHUYECKUX MTPU3HAKOB CAABJICHUS CITMHAb-
HOTO Kopelka. Eciy y4YuThIBaTh HEBO3MOXHOCTh HAKO-
TUIEHUS TIperapaTa B OpraHW3Me, Kypc JIeUeHUs] MOXKET
OBITH MIPOJIEH CTOJIb IOJITO, KaK 3TOTO TPEOYET COCTOSTHUE
OosibHOTO. [1pUBEeneHHBINf MaTepual MO3BOJSIET CUUTATh
00OCHOBaHHBIM TIPUMEHEHWE TMpenapaTta MUJIbraMMBbl
B KOMITJIEKCHOI Tepanuu maiueHTos ¢ [1b.
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IIpedcmasaen 0630p poccuiickux u 3apy6edcHbiX UccAe008aHULL, NOCGIUICHHBIX CUHOPOMY ONCOKAOHYCA—MUOKAOHYCA NPU OHKONAMOAO2UU.
OncokaoHyc xapakmepusyemcsi Henpou380AbHbIMU, APUMMUMHBIMU, XAOMUUHbIMU, DA3HOHANPABAEHHbIMU CAKKAOUYECKUMU OBUNICEHUSMU
2143 C 20pU3OHMANbHBIM, 6EPMUKAAbHbIM U DOMAMOPHLIM KOMHOHEHMAMU, OH O00bIMHO CONPOBOICOAemcs MO3JICEHK080U amakcuell
U MUOKAOHUHECKUMU CYOOPOLAMU MblULY, MYA08UULA U KOHEHHOCIEl. Dmo pedkoe HegpoaoeUu1ecKoe pacCmpoicmeo Heu38ecmHoll NPUHUHbL,
Komopoe, 6eposimHo, A6A1eMCs pPe3yAbmamom aymOUMMYHHbIX NPOUECCo8, CA3GHHbIX ¢ HepeHoil cucmemoii. [lapaneonsacmuueckuil
CUHOPOM ONCOKNOHYCA—MUOKAOHYCA Hauje 8Ce20 acCOUUUPOBAH ¢ MeNKOKAEMOUHbIM PAKOM Ae2K020, PAKOM MOAOYHOU Jcenesvl, paKom
AUMHUKOB, HEeXONCOKUHCKOU AUMPOMOILL, PeHANbHOU adeHoKapyuHoMoi. Y demeii on uawe (npumepro ¢ 50 % cayuaes) accouyuupyemcs
¢ Heiipobnacmomoii. Mnoeue aymoanmumena Obiau 0OHAPYICEHbI Y NAUUEHMOE C NAPAHEONAACMUYECKUM CUHOPOMOM ONCOKAOHYCA—
MUOKAOHYCA, U 5MOM (PaKm no3eonsem NpeonoaolNCUms yuacmue 2yMopaabHo20 UMMYHHO20 Mexanuzma. Tem He menee 60AbUUHCMEO
NauueHmos CepoHe2amueHvl no muM aymoanmumenam. Ilapaneonsacmuueckuii  cCUHOPOM — ONCOKAOHYCA—MUOKAOHYCA MeHee
yyecmeumenen K UMMYHOmepanuu (Kopmukocmepouovsl, 6HYMpUSEHHble UMMYH02A00YAUHbL, AOPEeHOKOPMUKOMPONHYIL  20PMOH,
naasmagepes, yuxaogocgpamud uru pumykcumad), U npoeHO3 YAYHUIAemcs: moabko ¢ yoaaenuem onyxoau. Heobxodumel danvheiiuue
UCcne008anus 015 GblACHEHUS €20 UMMYHONAMO2EeHe3a U NAMoQU3U0N0ULL, PA3PAOOMKU HOBbIX U (PHeKMUBHbIX MeNMOO08 NeUeHUs.

Karouegvte caosa: napaneonsacmuyeckuii Hegpoao2u4eckuil CUHOPOM, CUHOPOM ONCOKAOHYCA—MUOKAOHYCA, PaK, NamoeeHe3, KAUHUKA,
duazHocmuka, neverue

OPSOCLONUS-MYOCLONUS SYNDROME

N.A. Shnayder’?, E.A. Kantimirova', V.A. Ezhikova’
'Prof. V.F. Voino-Yasenetsky Krasnoyarsk State Medical University, Ministry of Health of the Russian Federation;
2Clinical Hospital Fifty-One, Federal Biomedical Agency, Zheleznogorsk;
JA.1. Kryzhanovsky Krasnoyarsk Territorial Cancer Center

This article provides an overview of the Russian and foreign studies on paraneoplastic opsoclonus-myoclonus syndrome. Opsoclonus is charac-
terized by involuntary, arrhythmic, chaotic, multi-directional saccades with horizontal, vertical and torsional components, and it is commonly
accompanied by cerebellar ataxia and myoclonic jerks in the trunk and limbs. It is a rare neurological disorder of unknown causes which ap-
pears to be the result of an autoimmune process involving the nervous system. Paraneoplastic opsoclonus-myoclonus syndrome is most com-
monly associated with small-cell lung cancer, breast cancer, ovarian cancer, non-Hodgkin's lymphoma, renal adenocarcinoma. In children, a
neuroblastoma is detected in approximately 50% of cases. Many autoantibodies have been detected in patients with paraneoplastic opsoclonus-
myoclonus syndrome: this finding suggests the involvement of a humoral immune mechanism. However, most patients are seronegative for these
autoantibodies. Paraneoplastic opsoclonus-myoclonus syndrome is less responsive to immunotherapy (corticosteroids, intravenous immuno-
globulin, adrenocorticotropic hormone, plasma exchange, cyclophosphamide, or rituximab) and improves only with tumor resection. Further
studies are needed to further elucidate its immunopathogenesis and pathophysiology in order to develop novel and efficacious therapy.

Key words: paraneoplastic neurological syndrome, opsoclonus-myoclonus syndrome, cancer, pathogenesis, clinics, diagnosis, treatment

BeeneHue

CunHpapom orcokyionyca—muokionyca (COM) otHo-
CHUTCS K IpyIITie TapaHeorIaCTUIeCKUX HEBPOJIOTMIECKIX
CUHJIPOMOB, TPEJCTaBIsIeT CO00I ayTOMMMYHHOE 3a00J1e-
BaHUe LieHTpasibHOM HepBHOI cucteMbl (LIHC) ¢ mpenmy-
IIECTBEHHBIM MMOPAXKEHUEM MO3XKEUKa U ero CBsI3eil 1 xa-
pakTepusyeTcsl BoJTHooOpa3HbIM TeueHneM. COM u3BecTeH
TakkKe TMOJ Ha3BaHUSIMM «3dHLedamonatust KuHcoypHa»,
«MUOKJIOHMYECKasT SHIIE(DATOTaTHS», «TAHITYIOIIHE TJIa3a»,
«MH(aHTUITbHAS TTOJIMMUOKIIOHUSI», «CUHIIPOM OTCOKJIO-
Hyca—MMOKJIOHyca—atakcun». COM BriepBble OIKMCaH

B 1962 1. P. Sandifer u M. Kinsburne [1]. 3abosieBaHue BcTpe-
YaeTcst OYeHb PEIKO, TIPY STOM 3HAUMTEIBHO Yallle y JAeTei
[2—4]. Ero pacnpocTpaHeHHOCTb HEM3BECTHA B CBS3U C BO3-
MOXKHOCTbBIO CTIOHTAHHOW MHBOJIIOLIMU OITyXOJeli B J€TCKOM
Boszpacte. [1o nanubM uccienosanus E. Tate v coaBr., cpenm
105 neteii, Habmomaembix B HalonansHOM Helipornienya-
TprudyeckoM MuokiioHndeckoM 1ieHTpe CIIA ¢ 1990 o 2003
I, y 44 (41,9 %) ObUT AMarHOCTUPOBAH MapaHeorIacTUIe-
ckuii COM ny 61 — mapanHbeximonHbiii COM. [Mpearo-
JioxuTesbHast pacripoctpaHneHHOcTh COM B CIIIA cocras-
ssiet 1 caydaii Ha 10 MutH HacesneHus [5].
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VY neteii pazButie COM B OCHOBHOM CBSI3aHO C POCTOM
OITyXOJIEH CUMITAaTUYECKOW HEPBHOI cucTeMbl. Cpeny HUX
npeobanaloT HelipobdiaacToMa (88 %) U raHIIMoHepoMa
(12 %). Onyxosb MOXET pacrojiaraTbCsl B 3a0PIOIIMHHOM
npoctpaHcTie (48 %), MeauactTuHabHO (30 %) Wi UMETH
JIpyryio jtokanu3zauuio (22 %). [pu Heiipodiactome COM
BcTpevaeTcs B 3—8 % ciiy4aeB M MOXET ObITb ITEPBLIM TP~
3HAKOM OITyXoJieBoro Iporecca. HeiipobiacTtomy darie
JIMarHOCTUPYIOT IO S-JIETHEro Bo3pacrta [4, 6].

VY OONBIIMHCTBA B3POCHBIX MALMEHTOB BBISIBISCTCS
MEJIKOKJIETOYHBIN paK JIETKOTO, XOTS HAWIEHbI OIMMMCAHUS
KIMHAYECKMX CJYy9aeB pa3BUTHSI OIICOKIOHYCa—MUOKIIO-
Hyca ¥ IpY IPYTUX BUIAX OHKOIATOJIOTHH. Tak, y >KeHIITMH
IIPpY paKe MOJOYHOM KeJIe3bl, SMIHUKOB, MAaTKI pa3BHBa-
€TCSl OICOKJIOHYC—MMOKJIOHYC C aTaKCueil M HaJInduieM
ANNA-2/anti-Ri-aHTuTen B CBIBOPOTKE KPOBU WIN JIMK-
Bope [8§—10]. OmcaHo HECKOJIBKO CIyJaeB pa3BUTHS JaH-
HOTO CMHAPOMA IIPH paKe MoUeK, HEXOMMKKITHCKOM TuM@o-
Me€ WJIY TTOCJIe Tepecaaku CTBOJOBBIX KeToK [11, 12].

IIpeobnaparor ciayyaum auardHoctuku COM chycTsa
HECKOJIBKO MECSILIEB TIOCJIE BBISIBJIEHHSI OITyXOJIEBOTO TPO-
necca. B emmanunbix caydasx COM MoxeT pa3BUBaThCS
3a HECKOJIBKO JIET 10 1e0I0Ta OHKOIIATOJIOI MU,

Kpome napaneoriactuyeckoro reveza, COM B 50 %
CJIy4aeB HOCUT MAMOIATUIECKUI XapaKTep U ero MosiBJie-
HHME OOBIYHO COBMANAET C MEPEHECEHHBIMU PECITMpaTop-
HbIMM 3a00JIeBAaHUSIMU, B TOM 4KCIIe Ha (hOHE APYTUX ay-
TOMMMYHHBIX 3a0ojieBaHUil (TUpeouauTa, TUGOY3HBIX
0oJie3HEN coeqMHUTEbHOM TKaHu) - B 15,8 %, win nociie
BakuuHaiui [1]. B kauecTBe BO30yauTesIsl pacCMaTpUBalOT
Bupycbl Kokcaku, DniurteitHa-bapp, nuxopanku 3ara-
Horo Hwia, mapBoBUpyca, 2HTepoBUpYyca. Y IeTeil BO3-
MOXXHYIO IIPOBOLIMPYIOIIYIO POJb WIpaeT BaKIIMHAIIMS
IMPOTUB KOPH, TTAPOTUTA, KPACHYXU, TeMO(MIIBHOM Maod-
ku tuna B, mudrepun, Koximwoia, crondHaka. OmHaKO
npsimas cBsi3b Mexxay COM, nmapanH@eKIMOHHbIMU 3200-
JIEBAHUSIMU M BaKLIMHALIMEW B HACTOSIIIIEE BPeMs He TOKa-
3aHa [1].

Mamorenxes napaHeonnacmu4eckoro COM

PaszButre COM 1nipu OHKONATOJIOTHUM Yallle CBSI3bIBa-
10T C ayTOMMMYHHBIM TIPOIIECCOM, KOTOPHBIN y neTeii hop-
MUpyeTcss Ha (poHE BPOXKIEHHBIX WM MPUOOPETEHHBIX
HapylLIEHUN PEryJsiTOPHbIX MEXaHU3MOB UMMYHHOI CHC-
tembl [13, 14]. B ocHOBe naTtoreHe3a 3a001eBaHUSI JIEXKUT
CMOCOOHOCTb HEMPOOIACTOM CUHTE3UPOBATh HEMPOHATb-
HbIe OEJIKM, KOTOPbIE, SIBJISISICH MapaHeoTIacCTUIeCKUMU
AHTUT€HAMM, CXOJHbI MO CBOEW aHTUIEHHOMN CTPYKType
¢ kiuetkamMu mosxeuka [15—17]. IIpu COM muleHbIO
ayTOMMMYHHBIX pPeaKIIMil OKa3bIBAIOTCS TpPaHYJSIpHBIC
HEUPOHBI SI7IEp 11aTpa, PacToIOXKEHHbBIE B TOMTYIIAPUSIX
MO3euKa, U aKCOHBI, CBSI3bIBAIOIINE UX CO CTBOJIOM MO3-
ra [18—20]. JaHHbIe TOCAeTHUX TaTOMOP(HOJIOrNIYeCKUX
KCCEeNOBAaHUN U UCCIENOBAaHUI ¢ TPUMEHEHUEM (DYHK-
LIMOHAJIbHOW MAarHUTHO-PE30HAHCHOW ToMoTrpaduu
(MPT) no3BoJISIIOT MIPEATIOI0XKUTD, YTO MAaTOJIOIrMYECKUI

MPOLIECC BKIIIOYAET pacTOpMakKMBaHME sipa IaTpa Mo3-
xkeuka (snpa Kennukepa) [12, 21—23]. st 9T0l marono-
MU XapaKTePHbI HAPYILIEHNS KJIETOYHOI'O ¥ TYMOPaJIbHOIO
uMmyHureta [21—25]. Otmeuatorcst ymeHblieHue CD4-
JIMMOOIIMTOB, TIOSIBJIEHWE IIMPOKOTO CIIEKTpa aHTUTEN
MPOTUB BHYTPUKIIETOYHBIX ITPOTEMHOB: aHTU- YO K IIUTO-
Ia3Me 1 akcoHam kieTok Ilypkunbe, aHTu-Hu K simpam
HEMpOHOB, aHTUTeNIa K alibpa-3Hoya3e, HEHpPOJEHKUHY,
TJIMaIMHY, SHIOMU3UIO. Y EeTell 1 B3POCHbIX Cenpud-
aeiit m1g COM npusHak — nosiBiieHue aHTu-Ri-anturen,
001aJal0IIMX aHTUIIPOIU(epaTUBHBIM 3¢ dheKkToM [24].

B kauectBe Hauboee MHTEPECHOU UMMYHOJIOTAYEC-
koit Haxonku Tipu COM paccMmaTpuBaeTCsl YBETUICHUE
YHUCJia CJIy4aeB BBISIBICHUS] aHTUTEN K MOCTCUHAIITUYEC-
KMM aHTUT'€HaM WIM K aHTUT'€HaM KJIETOYHOM MOBEPXHO-
ctu. B ceiBopotke kpoBu aeteit ¢ COM conepxaTcst aH-
TUTENa, pearupylonde ¢ KJIETOYHOU MOBEPXHOCTHIO
TpaHyJISIPHBIX HEMPOHOB MO3XKeUKa 1 KJIETOK Helipobac-
TOMBI (CM. TaOJIUILY).

RnuHuka

KnuHuyeckast kapTuHa 3a001eBaHMS y IETEN U B3POC-
JIbIX coBranarot. Ctpamarot iniia odoero nosna. Y gereit COM
pa3BUBaeTCsI OCTPO, yallie B Bo3pacte 1,5—2 roga. Beigensior
PaHHUE CUMMTOMBI 00JI€3HU, KOTOPBIE Pa3BUBAIOTCS CITYCTSI
1—2 "Hen. K HMM OTHOCSITCST HECICTEMHOE TOJIOBOKPY>KEHHE,
1IaTKasl TOXOAKAa, YacThle IMaJeHMSI, KOTOPhIC ITO3BOJISIIOT
OLIMOOYHO 3an0a03pUTh LiepedennuT |5, 30]. [TozgHue cum-
NTOMBI BKJIIOYAIOT TPEMOP TOJIOBbI, TYJOBUILA U KOHEYHO-
CTeH, HapyIlIeHWe Peuyr, CHIDKCHUE MBIIICYHOTO TOHYCA,
CIIOHOTEUEHME 1 XapaKTepHble MPU3HAKM O0JIe3HU B BUIIE
OINCOKJIOHYCa M MUOKJIOHYCca |2, 3, 31].

OIICOKITOHYC MPOSIBISIETCS] HEMPOX3BOJIbHBIMU, ApUTMUY-
HBIMA, XaOTUIHBIMA, pa3HOHATIPABIICHHBIMI CAKKAIIECKI-
MM JIBIDKCHUSIMM TJ1a3 C TOPU3OHTAIBHBIM, BEPTUKAIBHBIM
1 TOPCUOHHBIM KOMITOHEHTaMM, 4acTO COMPOBOXIAETCS
MUOKJIOHWMYECKUMM CYTOPOXKHBIMU TOAEPTMBAHUSIMU KOHEY-
HOCTEW M TYJIOBUIIA, MO3XEUYKOBOU aTaKCUEN, TPEMOPOM.
OricoKJIOHYC BO3HUKAET TIEPUOINYECKN WK (B OoJiee cepb-
€3HBIX CJTy4Yasix) MOXKeET ObITb IOCTOSIHHBIM U HE YMEHbIIIa-
eTCs B TEMHOTE M IIPU 3aKPbIThIX MMa3ax. B ominuue ot
OONBITMHCTBA TTAPAHCOITIACTUYECKIX CMHIPOMOB OIICO-
KJIOHYC-MHOKJIOHYC MOXET UMETh PELIMINBHUPYIOIICE TC-
yeHue [32].

JpyruM naTorHoMOHWYHBIM Tpu3HakoM COM sBJisi-
JOTCST TIOTUMOP(MHBIE MUOKIIOHUM B (popMe KOPOTKHX,
OTPBIBUCTHIX MTOAEPTUBAHUI MBI HEOOJBIIION aMILIM-
Tyabl. MUOKJIOHUM TIpeo0JiafaloT B MBIIILAX BeK, Iy0,
TYJIOBUILE U MMPOKCUMAJIbHBIX OTIEIaX KOHeUHOocTew [1].

B pasButoii ctamum OOJIe3HW ITaIIMEHTHI HE MOTYT
CUJIETh, CTOSTH U XOAUTD U3-3a BBIPAXKECHHON CTATUYECKOM
1 TMHAMMUYECKOll atrakcuu u Tpemopa. [Ipu nepexone us
TOPU3OHTAIBLHOTO MOJIOXKEHUS B BEPTUKAJIbHOE, MTOIBITKE
LeJeHarpaBJIeHHBIX IBIDKCHWI WIUIM TIpA OECITOKOMCTBE
y JeTel YCUJIMBAIOTCSI MUOKJIOHWU B HOTax, (hOPMUPYS
¢eHOMEH TaHIIYIOILIMX HOT, a TPeMOp IMPUOOpeTaeT reHe-

23



24

HepBHo-MblweYHble
BOJNIE3HH

Jlexuyuu u 0630pbi

Hoenmughuyuposannvie anmumena y nayueHmosg ¢ napaneoniacmuyeckoi oezenepayueil mosxceuxa, COM u aumbuueckum snyegarumom [6, 26—29]

CARPVII Menanoma

Zicl, Zic4 TIIM MeKOKIETOUHbIN paK 18
JIETKOTO

TIKC-y TIIM HeI[H(b(I)CPEHHHgOBaHHLIH 1
MEJIKOKJICTOYHBII pPaK JIETKOTO

IIporeacomsl namM Omyxomb SIHIHUKA 12

Heiiponelikun COM OmyXoib OTCYTCTBYET 2

AZIeHOMaTO3HBIH

TIOJTMIIO3 TOJICTOH COM OrmyXxonb OTCYTCTBYET 4

KUIIKA

Zic2 CcoM MeKOKJIETOYHbIN paK 1
JIETKOTO

Amnturena

« CRMP3-4 5 Tumoma 1

GluRe2 J15 Teparoma siMYHUKA 1

Coneprxanne 6enxa CARPVII B Mo3xkeuke 3HAYNTEIHEHO
MOBBIILICHO

MyrTarus reHOB, Komupyronmx oenku Zicl, Zic4, mpuBoaut
K IOPOKaM Pa3BUTHUsI MO3KeuKa (cuHapoM [lenan—Yokepa)

Muccenc-myTtarmu [TKC-y npHBOIAT K pa3BUTHIO ayTOCOMHON
JIOMHHAHTHOH MO3)Xe4KoBO! arakcuu 14-ro tuma (SCA14)

VY Bcex manueHToB 00HAPYKEHBI AHTH-Y-aHTHTENA
Tocne cTpenTOKOKKOBOI HH(pEKINH

OTMedaeTcst MOBBIIICHHAS OKCIIpeCCHst Oernka B CTBOJIE Mmo3ra,
MO3KECUYKa U THUIITIIOKaMIIC

Benok Zic, npuHUMAIONIHi yUacTHE B OHTOTEHE3€ MO3MKEUKa

V nanuenTa umenuck anturenaa k GAD

AHTHTEIIA OTIMCAHBI TP MHOTHUX APYTHX ITATOJIOTHYECKUX
COCTOSIHUAX

Ilpumenanue. [THC — napaneonsacmuueckuii nesponocuyeckuti cunopom, IIIM — napaneonsacmuueckasn deeenepayus mosxceuxa, IIKC — npomeun-

kunaza C, JI2 — aumbuyeckuii s3Hyeparum.

panv30BaHHBINA xapakTep. B m000M Bo3pacTe y 60JbHBIX
HapylIaeTcsl IMOBEACHUE, MOSBISIOTCS TIOBBIIIEHHAS
pPa3ApaxKUTEIbHOCTh, MPUCTYIbI SIPOCTU, HapyIIaeTCs
coH [5, 33]. ¥V neteit COM xapakTepusyeTcsl XxpOHHUUYEC-
KUM TeUeHHeM, TIpu 3ToM y 50 % u3 HUX HaOIogaroTCs
MMOBTOPHBIE 06ocTpeHust, y 80 % — pe3uayalibHbIC SBJIC-
HUS B BUJE HAPYUICHUI MOBEACHUS, U3MEHEHUUN peuu,
CHUKEHUSI KOTHUTUBHBIX QYHKIUI [32].

HeyxiionHO nporpeccupylolee TeyeHue OO0JIE3HU
C JIeTaJTbHBIM MCXOJI0OM BCTpeuaeTcs peako. [Tatomopdo-
JIOTUYECKOE UCCIIeIOBAHUE BBISIBIISIET YMEPEHHYIO 1ud-
(hy3Hy10 TeMuenMHU3aIMIo OEJIOTO BEIIECTRA MOTyIIAPUiA
TOJIOBHOTO MO3Tra, YMEHbIIEHUE yuciaa kiaetok [lypku-
Hbe, aTpo(duIo SAep 1maTpa v rudeTb MX aKCOHOB [4].

NuarHocmuka

HuarHoctuka COM oCHOBBIBaeTCS Ha aHAIM3€ K-
HUYECKOW KapTHUHBI, aHAMHECTUUYECKUX CBEICHUSX
U CKPUHUHTOBOM MCCJIEIOBAHUY Ha TIPEIMET UCKITIOUE-
Hus oHkonarogoruu [34, 35]. C 3T0ii 1eAbl0 OOBIYHO
MCHOJb3YIOT KOMITbIOTEpHYIO ToMorpaduio (KT) wiu
MPT rpynHo#l K1eTKu, 3a0pIOIMIMHHOTO MPOCTPaHCTBA
u majoro tasa. Usmenenus npu MPT npu nanHoi na-
TOJIOTMM OOBIYHO HE3HAUYUTEIbHBI UM MaJIOMHGpOpMa-
TUBHBI. JIMarHOCTUYECKYIO 3HAUMMOCTb UMEIOT MOBbI-
IIeHNue TUTpa aHTH-Ri-aHTUTET B CBHIBOPOTKE KPOBU,
BBISIBJICHNE HE3HAYUTEIBHOTO JTUMQOIMUTAPHOTO TIJIe-
OLIMTO3a U OJIMTOKJIOHAJIIbHBIX aHTUTE B LIepeOpOoCHu-
HaJbHOM XXUAKOCTU, HAJIMYKME HEMPOHAIbHBIX TOBEPX-
HOCTHBIX aHTUTEHOB.

L. Zuliani 1 coaBT. NpemIOXUIN AUAarHOCTUUYECKUE
KPUTEepU CUHAPOMA C HEHPOHAIbHBIMU ITOBEPXHOCTHBI-
MM aHTUTeHaMU (CM. PUCYHOK) |36].

IIpu auddepeHMaTbHOM AMarHo3e pas3aiuyaloT
COM u nereneparuBHbie 3a0oeBanust LIHC (crmuHoI1e-
pebesusipHast atakcus, AeMeHLMs ¢ TejbllaMu JleBu,
KOpTUKOOa3albHasl JereHepalysi, CTBOJIOBBII aHLeda-
JuT, 6oe3Hb Kperitidenbara—Akoda), neMUeTMHU3U -
pytomue 3a6oneBanus LITHC (ocTphIif paccessTHHBIN 3H-
1eaJOMUEIUT, PacCesSTHHBIN CKIePO3), TOKCUYECKYIO
Wi MeTaboInyecKylo dHIiedalonaTuio, MOCTAaHOKCU-
YyecKUil MMOKJIOHYC (cuHApoM JlaHca—Amamca), Mpo-
IrPEeCCUPYIONIYI0 MUOKJIOHUYECKYIO aTaKCuio (CHUHAPOM
Pamces—XanTa), I0HOIIECKYI0 MUOKJIIOHNYIECKYIO DTTH-
JIeTicuio, sHIedanonatuio XamumoTo [37]. C psae ciy-
yaeB cJ10KHO pas3nnuuth COM u reHepaain30BaHHBINA THUK
(6one3nub Kuytb e ya TypeTra), KOTOPBIM OTIMYaeTCs
OT MEePBOTO Pa3BUTHEM BOKAIM3AIUM (HETTPOU3BOIbLHBIM
MPOU3HECEHNEM HEeapTUKYIUPYEMbIX 3BYKOB MU OpaH-
HBIX CJIOB).

JI1s MCKJTIOUEeHHUS SIMJIENITUYECKOIO reHe3a MUOK-
JIOHUWT BaxKHOE 3HaYEHUE UMEIOT Pe3YJIbTaThl BUIEOICK-
TpoaHIedanorpapuueckoro MCCAeq0BaHUs, KOTOPOE
IMO3BOJISIET IIPOBOAUTb CUHXPOHHBIM aHAIN3 BUIEOU300-
paXeH!sI MUOKJIOHUM M aKTUBHOCTH KOPKOBBIX HEWMPO-
HOB. [Ipn MMOKJIIOHUSIX, OOYCIIOBICHHBIX Pa3IUIHBIMUI
dopMaMM BIUICTICUU, PETUCTPUPYIOTCS ITIOJIUIIHNKH,
KOMILJIEKCHI «OCTpasi/Me/UIeHHasl BOJTHA», «ITUK/TIOJH-
MUK-MeaJIeHHas BojHa», a mpu COM snunentudopMHas
aKTUBHOCTbB, KaK IPaBUI0, He PETUCTPUPYETCS.



Jlexyuu u 0630puvi

HepBHo-MblweYHble
BOJNIE3HH

JleyeHue

[ns ycmemHoro Jje4eHusl MapaHeolIacTUIecKoro
COM crenyeT 00s13aTeIbHO YAQIUTh OIYXOJb, OJHAKO
B OOJIBIIMHCTBE CJIyyaeB OIHON OoTepaluu OKa3biBaeTcs
HemocTaTto4yHo [5, 38, 39]. B xauecTBe KOMOMHMPOBaH-
HOW Tepanvy MNPUMEHSIOT aIPEHOKOPTUKOTPOIHBIN
TOPMOH WJIY €r0 CUHTeTUYECKH i1 aHAJIOT CHHAKTeH-ETO0,
KOPTUKOCTEPOUIbI (IeKCaMeTa30H, METUIITTPETHU3O0JIOH),
MMMYHOCYIIPECCAHTHI (a3aTUOMPUH, METOTPEKCaT), BHY-
TpuBeHHbIe UMMYHOTTIOOYUHBL [31]. TIpenaparst mon-
OUparTCs MHAWBUIYATbHO M OOBIYHO Ha3HAYAIOTCS TN -
TEJbHO B BUJE MOBTOPHBIX MHOTOYMCIEHHBIX KYpCOB
mysbc-Tepanun. OnrcaHbl TOJIOXUTEIbHbBIE Pe3YIbTaThl
pUuMeHeHus 1azmadepesa, OIHAKO y IeTel 3TOT METO/
JIEUeHMS UCII0JIb3yeTCs orpaHnyeHHo [1]. A. Wong u co-
aBT. TTOJYYWJIU TIOJIOKUTENIbHbBIE PE3YIBTAThI TPU UCTIONb-
30BaHMU MOHOKJIOHAJIbHBIX aHTUTEN K OCOOBIM PEIIETITO-
pam B-numdorntos Ha mpuMepe putykcumada [12, 40].
ITo nanueiM M. Pranzatelli u coaBT., MO3UTUBHBIEC KJIU-
HUYEeCKMEe M UMMYHOJIOTMYECKHUE CABUTU (KOJIMYECTBO
CD19 u IgM B cbiBOpOTKE U 1IepeOPOCTTUHATBHOM KU1~

KOCTH) Tiociie 4 nHby3uii putykcumada (375 mr/m?) oT-
MeueHbl y 81 % neteit ¢ COM [31]. Y maumMeHTOB C Jier-
KOl M cpedHell TskKecTbio 3abosieBaHUS (IO LIKaje
JBUraTeJbHbIX GYHKIMN 1—24 6ajia) MOXHO OTpaHU-
YUTHCS TIPOBEAEHUEM CHMIITOMAaTUYECKOW Teparuu.
C 11e71p10 KOPPeKIINU MOBEAEHUYECKUX HAPYIIEHU MO0~
Ka3aHbl CeaTUBHbIC CPEACTBA M aHTUIICUXOTUKHU. [1J1s
YMEHBIIICHU HeTIPOU3BOIbHBIX ABMXKEHUM Ha3HAYAIOT
aTUIMTMYHBbIC O€H301Ma3eMMHbI (KJIOHA3emaM) U TIPOTH -
BOCYJIOPOXHbBIE CPEACTBA (JIAMOTPUIKMH, TOMMPaMar,
BaJIbIIpOeBas KUCIOTA).

IIporHo3 y 6oibHbIX ¢ COM 3aBUCHUT OT TSIKECTH 3a-
OoJieBaHUS B 1e0I0TE, KOJIMYECTBA 0OOCTPEHUI 1 BpEMEHU
C MOMEHTa HavaJja MaTOTeHETUYECKON Teparuu.

JarnioyeHue

TakuMm obpazom, COM mpencTaBisieT coboit mocTa-
TOYHO YHUKAJIBHBINM KIMHUUYECKU cHapoM. HeoOxomm-
MbI JaJIbHEHIINe UCCIIeA0BAaHUS OHKOHEBPAJIbHbIX aHTH -
TeJ U IaTOTeHe3a 3TOro 3aboJieBaHUsI, ITOMCK HOBBIX
crneruIecKUX METOIOB JICUCHUS.

wnm

OCHOBHbI€ CUHAPOMbI 6€3 TUMUYHBIX MOBEPXHOCTHbIX aHTMreHoB (COM)

BO3MOXHbl€ CUHAPOMbI C HEMPOHaNbHbLIMU NOBEPXHOCTHLIMU aHTUTEHaMM,
YacTU4Hble CUHAPOMbI U HEeU3BeCTHbIe criy4yaun, oTBevatrllimne Kputepusam:
* OCTpoOe unu nogocTpoe Havyano;

* npu3Haku Bocnanexus LIHC;
¢ UCKITOY4eHUe Apyrux npuynH

MonoxutenbHbie
aHTUOHKOHeBpanbHble AT

OTpuuaTtenbHble
aHTUOHKOHeBpanbHble AT

MonoxuTtenbHble
NOBEPXHOCTHbIE HeMpOoHanbHble Al

Cneundmyecknii OHKOMOMUCK
(TepaToma, TUMOMa) +
VMMyHOMOAYNUpYtoLas Tepanus

HanpaBneHHbIN
OHKOMOMUCK

OTpuuaTenbHble NOBEPXHOCTHLIE
HeWpoHanbHble Al

|

GAD-AT unu knuHnyeckoe
noaTBepxAeHue 3a6oneBaHus

|

MMmyHOMoaynupytowas Tepanusi

HeT oTBeTa
Ha UMMyHOTepanuio

EcTb oTBeT
Ha UMMyHOTepanuio

HeT oTBeTa
Ha UMMyHOTepanuo

EcTb oTBeT
Ha UMMyHOTepanuo

OnpeaeneHHbIN
COM c HeipoHanb-

noBepXHOCTHbIMMU Al

BeposTHbI COM ¢ HelipoHanbHbIMKU

Bo3moxHbIn COM ¢ HeilipoHanbHbLIMU
NoBepXHOCTHbIMU Al

HbIMMW MOBEPXHOCT-
HbiMu Alnpu

HaxoxaeHun
onyxonu

Mpu oTcyTCTBMM OTBETa Ha UMMYHOTepanuio Heo6xoAUMOo
nepecmoTpeTb AUarHo3 u/unu NoBTopUTh
VMMYyHOTepanuio

Juaenocmuueckue kpumepuu COM c netiponanshvimu nogepxnocmuwvimu anmueenamu [36], adanmuposano E.A. Kanmumupoeoii. AT — anmumena, AT —
anmueenst, [THC —napaneonsacmuueckuii Heeponoeuyeckuii cundpom, LIHC — yenmpanvras HepeHas cucmema
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NpokcuManbHas cnuHanbHasa MblwieyHasa ampotpud munos I-IV:
ocofeHHOCMU MONeRynapHo-reHemuyecKol AuarHocmuku

B.B. 3a0nenkona, E.JI. lanamm, A.B. IToaskos
DI'BY «Meduko-eenemuueckuii Hayunoiil yenmp» PAMH, Mockea

Konmaxmoi: Buxmopus Bradumuposna 3abnenxosa V-_Zabnenkova@dnalab.ru

Tlpoxcumanvuasn cnunanvnas moweynas ampogus (CMA) munoe [—1V — naubonee uacmoe aymocomuo-peueccugroe HelipomvluieyHoe
3abonesanue, evizvieaemoe mymayusmu 6 eene SMN 1, kodupyrowem 6eaok @vlicusaemocmu MOMOHEUPOHO8. Xapakmepuzyemcs npo-
epeccupytouieil Mblue4Hol c1abocmbio caedcmeue nopaicerus 08UamenbHulX HelUPOHO8 nepedHUx poeoé cNUHHO20 Mosed. Kaaccugu-
Kayus 3a001€6aHUs OCHOBAHA HA BPEMEHU €20 HaYaAd, MANCeCMU MeHeHUs U NPOO0OAICUMENbHOCIU JHCU3HU. Boiasnenue masicopHoi my-
mauyuu deneyuu 3k301H08 7 u/uau 8 eena SMN 1 aeasemes kauecmeeHHbIM, HAOCIHCHBIM U YYECMBUMENbHbIM OUASHOCMUYECKUM MechoM.
Ten SMN1 umeem noumu noanuiii comonoe — een SMN2, umo 3ampyounsem anaiuz eemepo3ueomuoeo Hocumeascmea 3abonresanus. Ilo-
2momy onpedeneHue cmamyca Hocumens OCHOBAHO HA KOAUYeCMEeHHOM anause yucaa konuil eena SMN 1. B pabome oceewjaiomes npo-
01eMbl U HOBbIE BO3MOICHOCIU 8 MOACKYASIPHO-2eHemuUeckoll duasHocmuke npoxcumansioit CMA.

Karouesvie caoea: cnunanvras moiweynas ampogus, eenvt SMN, eenemuueckuii anaau3, uucao konuii eena SMN, 10Kyc cnuHaAbHOU MblueYHOT
ampoguu, cenomun «2+0», MouK0Bble MYMAUUU 2eHA, AN20PUMM OUACHOCMUKU, (DeHOLeHOMUNUYeCKasi KOPPeAsulsl, CKPbIoe HOCUMeabCmeo

Proximal spinal muscular atrophy types I-IV: Specific features of molecular genetic diagnosis

V.V. Zabnenkova, E.L. Dadali, A.V. Polyakov
Research Center of Medical Genetics, Russian Academy of Medical Sciences, Moscow

Proximal spinal muscular atrophy (SMA) types I-1V is the most common autosomal recessive neuromuscular disease caused by mutations in
the SMN 1 gene encoding the survival motor neuron protein. It is characterized by progressive muscle weakness due to injury of the motor neu-
rons of the anterior horns of the spinal cord. The classification of the disease is based on the time of its onset, severity, and survival. The detec-
tion of the major mutation of exon 7 and/or 8 deletion in the SMN I gene is a qualitative reliable and sensitive diagnostic test. The SMN I gene
has the almost complete homolog SMN2 gene, which hampers the analysis of heterozygous carriage of the disease. So the determination of the
carriage status is based on the quantitative analysis of the number of SMN 1 gene copies. The paper covers problems and new possibilities in the
molecular genetic diagnosis of proximal SMA.

Key words: spinal muscular atrophy, SMN genes, genetic analysis, SMN gene copy numbers, spinal muscular atrophy locus, genotype 20,

gene point mutations, diagnostic algorithm, pheno/genotypic correlation, latent carriage.

BeepeHue

HacnencrBeHHble CriMHaIbHBIE MBIIIEUHBIE aTPOOUN
(CMA) — reHeTMYECKM IreTeporeHHas rpyIia 3a001eBaHMiA,
XapaKTepU3YIOIIMXCS IIPOrPECCUPYIOIIEH NeTeHepaleii 1 rv-
0eJIblo IBUTATEIbHBIX HEMPOHOB MEPEIHMX POTOB CITMHHOTO
MO3Ta, a B psile CIydaeB W SIAep CTBOJA TOJIOBHOTO MO3TA.
BosnesHb BbIpaxkaeTcst B TOCTEIIEHHOM Pa3BUTUM CUMMETPUY-
HBIX BSUIBIX Mapajnyeil 1 arpouu MONepeyHO-TI0I0CaToN
MYCKYJIaTyphbl, KAYeCTBEHHOM TTEPEPOKICHUM COOTBETCTBYIO-
IIMX MBI ¥ CHIDKEHUEM UX 3JIeKTPOBO30YINMOCTH.

HaubGonee pacnpoctpaHeHbl mpokcumaiabHbie CMA
tunoB 1-IV, Ha 10110 KOTOpBIX mpuxoautcd 85 % Bcex
M30JIMPOBAHHBIX (hOPM ITOM TPYIIITHI 3a00eBaHmid. [Tpu-
osmsutesnibHo 1 13 6—10 ThIC. yenoBek cTpamgaer CMA
pa3IMYHON CTemeHU TsKecTu. YacToTa HOCUTEIbCTBA
cocrasister 1/40—50 [1, 2].

Brimengior 4 KIMHWUYECKUX TUTIA TPOKCUMAaTbHOMN
CMA Ha 0CHOBE pa3jIM4uii B BO3pacTe Hayaja, TSLKeCTH
TeUYEeHUs U TIPOJOIKUTETLHOCTH XKU3HU [ 3].

Tum I 3a6oeBanus (6one3Hb Bepmaura—Iloddmanta)
SIBJISIETCSI HanboJee TSLKENIBIM U pacIipoCTpaHeHHBIM, Ha
Hero npuxoautcs 6osee 60 % 6onbHbIX CMA. XapakTe-
pU3yeTCsl paHHUM HadyajioM, B Bo3pacTe 10 6 Mec, U cMep-
THIO OT JbIXaTeJIbHOW HETOCTaTOUHOCTH J0 JOCTVKEHUS
2-netHero Bo3pacrta. [lopaxkeHHbIE AETU HE CIOCOOHBI
JiepKaTh I'OJIOBY, ITIEPEBOPAUMBATLCS, CUAETh O3 MOIACPK-
ku. IlpokcuMalibHasi CMMMETpUYHasi MbIIIEYHas cia-
0OCTh, OTCYTCTBME MOTOPHOIO Pa3BUTHUS M MBIIIEUHAs
TUTIOTOHUSI — OCHOBHBIE KiMHU4Yeckue npuzHaku CMA
tuna I. CoxpaHHOCTb AuadparMbl B COYETAHUM CO C1ab0-
CThIO MEXPpeOEePHOII MyCKyJIaTypbl IPUBOAUT K (DOPMUPO-
BaHUIO KYMOJIOOOpa3HOWM I'pyIHOM KJIETKU U MapagoKcalb-
HOTO «OpPIOITHOTO» JIIXaHUsI, KOTrna peOeHOK HarpsiraeT
MBIIIBI )KUBOTA, a He Tpyau (auadparmMa CUJIbHEe U KUC-
MOJIb3yeTCsl KaK OCHOBHASI MbIIIIA MTPU AbIXaHUU U TSHET
TPYIHYIO KJIeTKYy BHUM3). HaOmomarorcs dacumkymsimm
sI3bIKA Y TPYJHOCTH C TJIOTAHUEM U COCAaHUEM, UTO TaKXKe
CIOCOOCTBYET CHMXKEHMIO 3alUThI JbIXaTeJbHBIX ITyTeit
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1 YBEJIMYMBAET PUCK Pa3BUTHS aCTIMPALIMOHHON ITHEBMO-
HUUW — BaXXHOU MpUUUHBI cMepTH |3, 4].

Tun II 3a6oneBanus, uan xpoHudyeckas CMA (60-
Jie3Hb JlyboBulia), MMeeT 0oJiee Io3aHee Hayalo, B BO3pa-
cte 6—18 Mec, 1 MeHee TsoKesloe TeueHue. JleTn coxpaHs-
I0T CIIOCOOHOCTh CUJIETh camMOCTosITeibHO. Hekoropnie
MalMEeHThl MOTYT CTOSITh C MOAACPXKKOI. OOBIYHO pa3BU-
BaeTCsl KU(OCKOINO3, YTO TPEOYET XUPYPIMUYECKOTO WIU
OPTOIEINYECKOTO BMelIaTeabcTBa. Yacto HabtomaeTcst
MEJIKOPAa3MaIIMCTBI TPeMOp TAJbIEB BHITIHYTHIX PYK.
CnabocTh IJIOTaHUST MOXKET MPETSITCTBOBATh HA0OPY Beca.
Kaxk n 6onbHbIe ¢ CMA Tuna I, u3-3a HapylLIeHUsI UHHEP-
BallMK U CJIA00CTU MEeKPeOepHOI MyCKYJIaTyphI ITallUeHThI
¢ CMA tuna Il ucnbITBIBaIOT TPYAHOCTU C OYUILIEHUEM
IbIXaTeJIbHBIX MyTel OT cekpeTa. JpIxaTeapHas HegocTa-
TOYHOCTD CJIY>KUT YACTOM MPUUMHOMA CMEPTU TaKUX Mally-
€HTOB B ITOIPOCTKOBOM Bo3pacTe |3, 4].

Hawyano CMA Tumna III (toHomeckast cdopma), wim
oone3nu KyrennOepra—Benanmep, BapbupyeT B BO3pacte
Mexay 18 Mec 1 mepBbIM-BTOPBIM IECATUICTUEM XKU3HU.
BoneaBIe cO CMA Trma I11 coxpaHsIoT CITocOOHOCTH Tepe-
JIBUTAThCSI CAMOCTOSITEJIBHO, HO YaCTO MaAaloOT WJIX UCTIbI-
TBIBAIOT TPYAHOCTU IIPU ITOABEME U CITYCKE I10 JIECTHULIE,
Oere, HaKJIOHe, MOAbEME M3 TojoxeHus: cunsd. HibkHue
KOHEYHOCTU TIpY JAaHHOM THIle 3a00JeBaHUs TOpPaXKeHbI
cuIIbHee, yeM BepxHue. YacTo pa3BuBaeTcs CKOMMo3 |3, 4].

Taxxke Boigensior CMA Tuna IV. [lanHoe 3a001eBaHne
BO3HMKAET Ha 3-i1 AeKae XKU3HU. XapaKTepru3yeTcsl CKpbI-
TBHIM HayaJIOM U MEJUIEHHO MTPOTrPECCUPYIOIIUM TEUEHUEM.
JIBuraTenbHble HApYIIeHHST HOCST MATKHI XapakTep, 00b-
HbIE HE UCTTBITHIBAIOT TPYAHOCTEH C AbIXaHUEM U ITUTAHUEM,
COXPAHSIOT CITOCOOHOCTb XOAUTH B 3peioM Bo3pacTte [5].

MonexynapHo-reHemuyecKue NPUYUHbI NPOKCUMANbHO

GMA munos I-IV

Bce knuHmueckue opMbl 3a0071€BaHNST KAPTUPOBAHBI
Ha KOPOTKOM IJIeYe XPOMOCOMBI 5 B «ropsiyeii» o0acTu
5q12.2—13.3. Tak Ha3eBaembIif 10Kyc CMA TipencTaBiis-
€T c000i1 OOJBIIION NHBEPTUPOBAHHBIN MOBTOP pa3MepoOM
500 TBIC. Map HYKJIEOTUIOB (I1.H.), CoaepKalllnii Mo Kpaii-
Heil Mepe 4 TeHa, MyTallui B KOTOPBIX MOTYT IIPUBOIUTH
K pa3Butuio CMA unam okasbiBaThb MOIUGUIIMPYIOIIEe
BIMSIHAE Ha TSDKECTh TEUEHUSI HAHHOTO 3a00JICBaHUS:
SMN, NAIP, SERFIA (H4F5) u GTF2H2 (BTF2p44). Kax-
JIBII U3 3TUX T€HOB IIPEICTABIICH TEJIOMEPHOI U LIEHTPO-
MepHo# KormmsiMu. [TokazaHo, 4To TeJIoMepHasi COCTaBJIs -
fotast ayruimkoHa 5q13, comepxkaniasi pyHKIIMOHATbHbBIE
KOIIUM T€HOB, JEMOHCTPUPYET KOMIIAKTHYIO T€HHYIO Op-
raHuzauuio pazmepom 200 ThIC. M.H., TOrAa KaK LEHTPO-
MepHas 9acTh COCTOUT M3 MO3aMYHOT0 KOMIUIEKCa paHee
JOYIUTMIAPOBAHHBIX TEHOMHBIX CETMEHTOB [6, 7].

K Bo3HuKHOBeHMIO MpokcuManbHbiX CMA nipuBoasT
MYTalLIMM B TeJIOMEePHOI Konuu reHa SMN, Koaupyoliero
0eJIOK BBDKMBAEMOCTHM MOTOHEWpPOHOB (survival motor
neuron). OCHOBHBIM TUTIOM MYTallMii B 3TOM T€HE SIBJISI-
I0TCSL IeJIeLIMY 3K30HOB 7 U/UIIU 8, KOTOPhIEC BBISIBJISIIOTCS

v 95 % 6onbHBIX. OcTanbHble 5 % SIBASIIOTCS KOMIIayH/I-
TeTePO3UTOTAMMU 10 IeJICLIMK B OOHOM Konuu reHa SMN 1
U TOYKOBOU MYTAlIMU B APYTOM.

Ien SMN1 u ero uentpomepHas konust SMN2 neMoH-
CTPUPYIOT OecTpelieIeHTHbI ypoBeHb roMosioruu. OHM
cocTosT 13 9 5k30HOB (1, 2a, 2b, 3—8) 1 pa3IMIaroTCs BCEro
JIMILIB 5 HYKJIEOTUIAMU: 3 B UHTPOHAxX 6 1 7; 2 B 9K30HaX 7,
8. Kputndeckoil TOUKOii SIBJISIETCSI 3aMeHa LIMTO3MHA Ha
TUMUH B 3k30He 7 reHa SMN2 (c. 840C > T). 3ameHa B K-
30He 7 HE TPUBOIUT K 3aMEHEe aMUHOKUCIIOThI, U3MEHEHUST
B 9K30HE 8 j1exxaT B 3’-HeTpaHcaupyeMoii oonactu. Ha ypos-
HE aMUHOKHCJIOTHOTO COCTaBa HAOII0MAeTCsI TIOJTHASI TOMO-
JIOTHYST MEXKITY IIEHTPOMEPHOM Y TeJIOMEPHOM KOTTUSIMU TeHa
SMN. Bcnenctsue pa3nnuust B HyKJICOTMIHOW MOCIeA0Ba-
TEJIbHOCTH OCHOBHOI TpaHCKpUNT reHa SMNI siBasercs
noaHoueHHbIM (full-length SMN, FL-SMN) u cocrout us
Bcex 9 9K30HOB, B TO BpeMsI Kak TpaHCKpUIT reHa SMN2 He
comepxut 3k30Ha 7 (SMN A7). Ilomararor, 4ro 3amMecHa
¢. 840C>T B aKk30HEe 7 MPUBOAUT K HAPYIICHUIO CTPOCHMSI
5K30HHOI'0 3HXaHCepa, aKTUBUPYIOIIETO PacIojIOKeHHbIE
PSIIOM CalThI CITACHHTA WX, KaK aJIsTepHATUBHBII Bapy-
aHT, CO3/IaeT CaliT CBSI3BIBAHUS /IS peTIpeccopa CrulalicHTa.
Opnako reH SMN2 taxxe nipoayuupyer FL-SMN-TpaHc-
KPMUIIT, HO B OTHOCUTEJIbHO MaJIbIX KOJIMYecTBax [8, 9].

ITponykrom reHa SMN siisieTcst OSIIOK, COCTOSIIIAIA 13
294 aMUHOKWCIIOT, C MOJIEKYJIIpHBIM BecoM 38 k/la. bemok
SKCHPECCUPYETCsI KaK B siapax, TaK U B LUToIuiasMe. B sapax
oenok SMN nokanusyercst B c(hepornogoOHbIX CTPYKTypax,
Ha3bIBaeMbIX TeMaMH, aCCOLIMMPOBAaHHBIX ¢ TesibliaMu Kaxa-
i, BoBJieueHHbIX B MeTadom3Mm PHK. TToka3aHo, uto posb
6eka SMN cBsizaHa ¢ 2 BaXKHEUIIIMMU KJIETOUHBIMU ITPOLIEC-
caMu, TAKMMU KaK OMOTreHe3 CIUIaliCOMaIbHBIX MAJIbIX SIIEP-
HBIX puOOHYKJIeonpoTernHoB U crutaiicuHr npe-MPHK. Kpo-
Me Toro, 6e1ok SMN yuactByeT B crinaiicuHre nipe-pPHK
U OMoreHe3e MaJIbIX SIPBIIIKOBBIX PUOOHYKIIEOTIPOTENHOB,
B T€HHO# BKCIpecCrr Ha ypoBHE TpaHckpuruyu [10, 11].

VY nanuentoB co CMA, nMewIux Aeaelnio reHa
SMNI, Bcerna mpeacTaBjieHa 1o KpaitHeil Mepe 1 Komus
reHa SMN2.

Ien SMN2 ToabKo 4acTUYHO (pYHKIIMOHAJIEH U T103-
TOMY HE MOXET IOJHOCTbIO KOMIIEHCUPOBAaTh OTCYTCTBUE
reHa SMNI1. Y 0G0JbHBIX ¢ Jejleliieil 9K30HOB 7, 8 reHa
SMNI B TOMO3UTOTHOM COCTOSIHUM 3KCIIPECCUPYETCS
Masas yacTh (pyHkumoHaabHoro FL-SMN-6enka, nmpoay-
Hupyemoro reHom SMNZ2, Torma Kak HeMOJHOLIEHHas
dopma MPHK, SMN A7, kpaiitHe HecTaOuiIbHA 1 OBICTPO
paspymaetcs. [1pu uccnemoBannu 6onbHBIX CMA 1 MO-
neJieii 3a00JIeBaHUS Ha XKUBOTHBIX OTMEYEHO, YTO IIPOIY-
HupyeMmbiii reHom SMNZ2 ypoBeHb MOJIHOPA3MEPHOTO
6enka SMN nocTatodeH 1t HOpMaJIbHOTO (hyHKITMOHM -
poBaHus OOJBIIMHCTBA KJIETOK, HO HE JBUTATEIbHBIX
HEPOHOB IepeIHUX POroB CIIMHHOrO Mosra. Ilomaraior,
YTO B 0-MOTOHEMPOHAX CYIIECTBYET MEXaHU3M, BJIMSIOIIMIA
Ha BKJIIoueHue sk30Ha 7 B MPHK, 4to xecTko orpaHnum-
BaeT cuHTe3 Heobxoaumoro kKonnuectsa FL-SMN-6enka,
npoayuupyeMoro reHom SMN2 [12].
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bnaronapst HecTaOMIILHOCTH PerMoHa, B KOTOPOM JiexKaT
reasl SMN, reH SMN2 MOXeT UMETh HECKOJIBKO KOTIMIA.
[MpubausurensHo y 80 % moneit B MOMyJIsLUY B LIEJIOM Ha-
omonaetrcs 1—2 xomuu. OmnucaHbl caydyad AeJeUUM reHa
SMN2 B TOMO3UTOTHOM cOCTOSTHUM Y 5—10 % 310pOBBIX
mopeit. Y nanmentoB ¢ CMA pa3zHooOpasue uuciia KOomui
reHa SMN2 ropasno 00JbllIe 1 MOXET BapbUpOBaTh OT 1 10
6 xormit. CreaoBaTeNlbHO, MOXKHO TMPEANONOXUTh. YeM
OoJbIle Yrco Konuii reHa SMN2, TeM BbIllle 3KCIIPecCcust
MMOTHOIIEHHOTO Oenka SMN, TTpoaylrpyeMoro eHTpOMEP-
HBIMU KOIUSIMU TeHa, 1 TeM Msirdye (heHOTUIT 3a00/IeBaHMSI.

ITokazaHo, 4TO MaLMEHTHI ¢ TsKeNoit ¢popmoit CMA
tma [ mmeror ot 1 mo 2 Konmit reHa SMN2, y G0JBbITAH-
ctBa manueHToB co CMA tuma Il rer SMN2 npencraBieH
2—3 konusamu, a 6onbias yactb 60oabHEIX CMA Ttumna I11
nMmeer oT 3—4 10 5—6 konuii reHa SMN2 [12—16].

Nuariocmuka npokcumanbHoil CMA

Unenrudukanys rena SMN 1, OTBETCTBEHHOT'O 32 pa3BU-
Tue npokcumanbHoii CMA tumnoB I—IV, oTkpbiia BO3MOX-
HOCTb J1J151 pa3padboTku npsimoii JIHK-auarHocTuku JaHHOToO
3aboneBaHus. Ha pucyHke npeacraBiieH alroOpyuT™M JdarHo-
ctuk CMA MoJIeKy/ISIpHO-TeHeTUIeCKMMU METOIaMM.

[MauueHTaM, MMEIOIIMM KJIMHUYECKUE IIPU3HAKHU
npokcnmanbHoii CMA (5q13), B TepByIo ouepenb CeayeT
TPOBOAUTL TIOMCK JAeJielluy 9K30HOB 7, 8 reHa SMNI.
Hanuuune maxxopHoii Mytartuu y 95 % OOJIbHBIX, TIPEICTaB-
JIsSTIoLIel co0O0i MOJTHYIO WIIM YaCTUYHYIO JC/ICLIUIO TeHa
SMN 1, no3BomsieT BecbMa 3¢ (PEKTUBHO TUATHOCTUPOBATH
CMA B GonmpmmHCTBe cirydaeB. OQHAKO CIOXHOCTH 3a-

CMA ¢ Tunu4Hom unn
aTUNNYHOM KNUHUYECKON KapTUHOMN

KJTIOYACTCST B HAIMIMU BEICOKOTOMOJIOTMYHOM KOITMY TeHa
SMN 1, ornuuaronieiica Bcero 5 Hykiieotunamu. [IBa u3
HUX, pPacIiojlaraloluxcs B 9K30HaxX 7 U 8, JIEJIM B OCHOBY
METOI0B, ITO3BOJISIIOIIMX OTJANYUTh TeH SMN I oT ero 1ieH-
TpoMepHoOi Kormmu SMN2. N3navanpHo mipsmasg JHK-
IMArHOCTUKA IMpokcuManbHOi CMA mpoBoauIach MEeTO-
noM SSCP-ananmuza. OnHako 1o3Ke OH ObLI 3aMeHEH
0oJiee TPOCTHIM U OBICTPBIM METOIOM JETEKIINU IeTeIIiA
3K30HOB 7, 8§ TeHa SMN1 Ha OCHOBE aHaJIM3a ITOJTUMOP-
¢du3Ma IJIMH pecTPUKIIMOHHBIX (DparMeHTOB.

OOHapy:xeHue IeIelni 9K30HOB 7 U/Wn 8 B TOMO3U-
TOTHOM COCTOSIHMM ITO3BOJISIET TOATBEPAUTH JTUATHO3
CMA y 6oabHOTO.

[Tpu oTCYTCTBMU y MAlIEHTA AeJIeIIMN 9K30HOB 7 /M
8 reHa SMN 1 B TOMO3UTOTHOM COCTOSIHUHU CJICIYET IIPOBE-
CTU KOJIMYECTBEHHbIM aHaJIM3 YMcia KONuii reHoB SMN.

MetonoMm moymmepasHoit 1enHoi peakuym (ITLP)
¥ aHaJIM3a TTOJIMMOp(M3Ma ITMHBI peCTPEKIIMOHHBIX (ppar-
meHTOB (ITIP®) BO3MOXHO ompeeieHe OTHOCUTEIbHO-
ro yucja konuii reHoB SMN. Ho Ha nmpakTuKe BhISIBISIETCS
CYILLIECTBEHHBIII HEMOCTaTOK: PETMCTPUPYEMBbId BapHaHT
HOPMEI, OTTpeIeISIEMBII COOTHOIIICHEM YHCIa KOTIMIA TeHa
SMNI x reny SMNZ2kax 1:1 v monpa3zyMeBaroIunii HATMI1e
2 KOIMi1 KaXXI0T0 13 T€HOB, MOXET MaCKUPOBaTh CIIydaid
TeTepO3UTOTHOTO HOCUTEILCTBA JIeJIEIIY 9K30HOB 7, 8 TeHa
SMN1 B coueTaHUM ¢ TETEPO3UTOTHOM AeJeleil 9K30HOB
7, 8 rena SMNZ2. Ilpu BoeisiBieHuu B pe3ynbrate [TLIP-
TTJIP®-ananusa gesey 3K30HOB 7, 8 reHa SMN1 B reTe-
PO3UTOTHOM COCTOSTHUY TaKKe HeJTb3sl OTHO3HAYHO YTBEP-
KIaTh O €€ HAJTMINH, TaK KaK COOTHOIIeHUE 1:2 BU3yalbHO

[Heneuus ak3oHoB 7,8 reHa SMNT
B FOMO3UTOTHOM COCTOSIHUN

Mowuck aeneuun
3K30HOB 8,7 reHa SMN1

]—»[ [MvarHos 5q CMA noaTeepkaeH

[eneuuu ak3oHoB 7,8 reHa SMNT
B rOMO3WUIOTHOM COCTOSIHUW He Haﬁﬂe“o

|

MOBTOPHBIN KIMHAYECKUIA OCMOTP,
OMT, CTMHK, KoK

BMTI-npusHaku nopaxeHns ancTabunbHas cnabocTb,
MOTOHEMPOHOB, HOpM. KOK BMT-npuaHaku NopaxeHnsi MOTOHENPOHOB

AtunuyHble npuaHakm CMA, MpokcumansbHas cnabocTs >

|

AHanus yncna konuit reHa SMN1

SMARD1, X-linked SMA,
distal SMA, ALS u ap.

1 konms rena SMN1 }

l

l

{ 2 konmu reHa SMN1

]—»{ CekBeHvpoBaHue reHa SMNT ]—»{ ToukoBas MyTaumsi B reHe SMNT

l

[udbdpysHas cnabocTb,
HopM. OMT, Hopm. KOK

MPT ronoBHoro, CnuHHoro
moara, TMC

L MyTauui B reHe SMNT He HanaeHo }

l

{ [unarHos 5 CMA }

He NOATBepXKaeH

Hemuer WNK akcoHanbt i us,
MbileYHas ANCcTPOdus, 60Ne3HN HePOMBILIEYHbIX COEANHEHWII J

H{

MbILLLL, NPC (Oro aHanusa
L NS UCKITIOYEHUS MMONATUIA, HeMPONaTUii U MblLEYHbIX ANCTPODUIA

Aneopumm duaenocmuiu npokcumanvioii CMA moaexynapno-eenemuueckumu memooamu. SMN 1 — een, kooupyrowuii 6ea0K GbIHCUBAEMOCIU MOMO-
Hetiponos, meaomepras konusi; SMARD 1 — CMA ¢ napanuvom duaghpaemot, mun I; X-linked SMA — X-cuennennas CMA; ALS — 6okoeoti amuompo-
uueckuii cknaepos; distal SMA — ducmanvras CMA; 5g CMA — CMA, o6ycaoenrennas mymayuamu 6 eene SMN 1, kapmupoeannom 6 aokyce 5q13

Ha xpomocome 5; KPK — kpeamungpocgoxunaza; CITHU — cxopocmb nposedenus nepenvix umnyivcog; DMI — anexmpomuoepagus; MPT — maenum-

Ho-pe3onancHas momoepagus; TMC — mandemuasn macc-cnekmpomempus
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Hepas3InInuMO C BapuaHTOM «2:3», T. €. B TJaHHOM cCJiyJae
HEOOXOAMMO UCKTIoUeHue ayruinkaimu reHa SMN2 [17].

Ha cerogHsiiHuii feHb ONTUMAaIbHBIM JUArHOCTUYE-
CKMM METOJIOM JUISl OIpeAe/ieHUs YKMClIa KOIUA TeHOB
SMN saBisieTcst MyJIBTUTIIICKCHAST JIMTa3Hast PeaKiius C Io-
cnenytomeit amrmumpukanueit  (Multiplex ligation-
dependent probe amplification, MLPA). B ocHoBe naHHO-
IO METO/Ia JICXKHUT CIIOCOOHOCTD JIMTa3bl BOCCTAHABIIMBATh
dochonuapurpHbIe CBI3M B OAHOLEMOYEUYHBIX pa3pbiBax
nByxuenodeuyHbix MoJiekya JIHK. ITpeumytiectBa MeTona
MLPA: BICOKOTOUYHBIN — MO3BOJISIET TIOCTOBEPHO pas3iv-
YUTb TeHOTUTNBI SMN I: SMN2 «2:2» 1 «2:3», «2:3» 11 «2:4»;
MPOCTO#, OTHOCUTEJIEHO HEJIOPOTOoii, 00J1a1aeT BHICOKOM
TPOITYCKHOW CMTIOCOOHOCTHIO, TTO3BOJISIET KOJTMYECTBEHHO
aHAIM3UPOBaTh 10 50 pa3IM4YHBIX OJUTOHYKJICOTHIHBIX
MOCJIeIOBAaTeIbHOCTEN B 1 TTpOOMpPKe, BOZMOXHO IIPOBE-
nmenue aHanmsa JJHK ¢ manoit KonuenTpamueii [17, 18].

[1pu meTeximm KOJTM4eCTBEHHBIM METOIOM Y OOJIbHO-
ro CMA 1 xonuu reHa SMN1 v ipu yBepeHHOCTH Bpaya
B KJIMHUYE€CKOM JIMarHo3e, TAKOMY MallleHTY IIPOBOIUTCS
ITOMCK MaJIbIX MyTalnii B reHe SMN 1 MeTogoM IpsIMOTO
aBTOMAaTUYECKOTO CEKBEHUPOBAHUSI.

[Tpu BeIsIBICHMU Y O0JIbHOTO 2 Komuii reHa SMN 1 v
1 xonuu reHa SMNI npu OTCYyTCTBUM B Hell TOUKOBOIA
MyTalllM CJIEAYeT IIePECMOTPETh BOBMOXKHBII AUATHO3 JIJIsT
JMTAHHOTO MallMeHTa (CM. PUCYHOK).

Ocoboe BHUMaHUE XOTEJIOCh Obl YAECIUTHh MpodiemMe
aHaym3a HocuTeabcTBa reHa CMA. Kak yke yrmoMuHalIoCh
BBIIIIE, aHAJIN3 TETePO3UTOTHOTO HOCUTEIHCTBA YCIIOXKHS -
eTcsl BEICOKOI romostorueit reHoB SMNI1u SMN2. Ompe-
JIeJIeHUEe CcTaTyca HOCUTENSI HOJKHO OCYIIECTBISITHCS
TOJIBKO KOJIMYE€CTBEHHBIM METOIOM, ITO3BOJISIIOLIM OIIpe-
JIEJISITh a0COTIOTHOE YMCIIO KOMuii TeHOB SMN.

OnpeneneHue yrcia Korii reHoB SMN peKoMeHIyeTcsT:

* CEMbsIM, B KOTOPBIX OMOJOTMYECKUII MaTepuall
00JbHOIO pebeHKa He JOCTYTIEH;

* BHOBb CO3[IaHHBIM T1apaM, OIMH 13 CYTPYTOB B KOTOPBIX
AMeeT B TIpeAbIayIeM Opake pedeHKa ¢ auarHozoM CMA,
MTONTBEPKICHHBIM MOJICKYJIIPHO-TEHETUUECKIM METOIOM;

* POICTBEHHUKAM CeMeli ¢ oTaroumeHHbIM o CMA
aHaAMHE30M.

* IpM CKPMHMHIEC HOCUTEJILCTBA TE€HOB HaumboJiee
YacThIX HACJCACTBEHHBIX 3a00JIeBaHUiII B IIporpaMme
OKO, npu noAroToBke K 0epeMeHHOCTH.

OmHako He CTOMT 3a0bIBaTh, YTO U BBHICOKOTOYHBIE
KOJINYE€CTBEHHBIE METOJIbI B PSIZIC CJTydaeB OCTAIOTCS Oec-
cuiibHbIMU. M3BecTHO, uTO 3,2 % niogeil B MOMyJISILIMA
nmMmeroT o0e kormuu reHa SMN1 Ha 1 xpoMocome, T. €. UMe-
JOT TaK Ha3bIBaeMbIil TeHOTHUIT «2+0» [19, 20]. OHU B~
I0TCSI HOCUTENISIMU IEJIELIMU, TIOCKOJIBKY OfHA UX XPOMO-
coma 5 Hecer Ha cebe 2 komum reHa SMNI, a Ha
Bropoii — red SMN1 orcyrcrByeT. Eie 1,7 % cocraBisiioT
JIMLAa ¢ MaJIbIMM MyTauusiMu B reHe SMN 1, KoTopble He
JIETEKTUPYIOTCS KOJMYECTBEHHBIMU METONAaMM, OJHAKO
MOTYT OBITh BBISIBJICHBI ITyTEM IIPSIMOTO aBTOMATUIECKOTO
cekBeHUpoBaHud [21].

KosnyecTBeHHBIN aHaIM3 JaJ HaM BO3MOXKHOCTH
OIpeAeIISITh YUCIIO KOIMUIA He TOJIbKO reHa SMN 1, Ho u re-
Ha SMN2. Kak ymoMMHaJIOCh BBIIIIE, pa3JIM4us B BO3pacTe
MaHM@eCTallMK U TSKECTU TeUSHUS aJlJIeJIbHbIX BapyuaH-
TOoB TipoKcuMaabHbIXx CMA Tumos -1V mMoryT 66T 00-
YCJIOBJIEHBI MO (DUITMPYIONINM BIVSTHUEM YUCIa KOTIUI
reHa SMN2. MoxeT 11 JaHHBIHA MapaMeTp OBITh T10JIe3-
HBIM JIJTs OTpeieIeHSI TUIIa U TPOTHO3MPOBAHMS TSKECTH
TeueHMs 3abosieBaHus? Ha ceromHsIHMiA 1eHb TTpoBee-
HO MHOTO MCCJIeIOBAaHU, TTOCBSIIIEHHBIX (DEHOT€HOTUTTH -
yeckuM KoppeasuusMm npu CMA. YcTaHOBJIEHO, 4YTO
y 60abHbIX co CMA Ttunos II, III uyucino xomnwuii reHa
SMN2 6omnbiie, yeM y il ¢ TUTIoM 1. Ho Takske omcaHbl
clydyau, KOT/a Yucyio Konuii reHa SMNZ2 He KkoppenupyeT
C TSKECThIO TeueHUs 3a0oseBaHMs. [lokazaHo, 4TO KpU-
TUYHBIM I1apaMETPOM SIBJISIETCS HE YMCJIO KOMUIl reHa
SMN2, a KoIM4eCcTBO IMPOIYLIMPYEMOTO UM TTOJIHOpa3Mep-
Horo 6eka SMN [22, 23]. [ToaTOMYy OTCYTCTBIE a0COIIOT-
HOIl KOppeasuuy MeXAy 4ucJIoM Komuii reHa SMNZ2
U TSKECThIO TeUeHM ST 3a00/1eBaHMST HE JaeT BO3MOXHOCTD
HCITOJb30BaTh ATOT MoOKa3aTesb IS ONpeaeaeHus Tula
3a00J1eBaHUs 1 TIPOTHO3a TSIKECTU €T0 TeUeHUS.

Jnst ceMeit ¢ MASHTU(PUIIMPOBAHHBIMU MYTaLlASIMU
B reHe SMN1 npoBoautcs npeHaTanbHas JJHK-guarno-
ctrka rnpokcumanbHoit CMA. Marepuaiom it UCCIIeno-
BaHUSI MOTYT CJTYXKMTh BOPCUHBI XOPMOHA, aMHUOTHUYECKasT
KMIKOCTh U IMYITIOBUHHASI KPOBb.

Kpome Toro, moctymHa v IpeuMILIaHTallMOHHAs
JHK-mnarsocTtuka (in vitro). OmHaKo IJIsT 3TOM ITPOLIETy-
PbI HEOOXOIMMO BBICOKOE TEXHOJIOTUYECKOE OOecIieueHueE.
JlaHHBIN BUI aHAJIN3a TIPOBOIUTCS TOJIBKO B CITCLIMATU3H -
POBaHHBIX MEAUIIMHCKHUX LICHTPaX.

3aknouenue

IIpokcumanbHast CMA tumoB -1V — ogHo u3 Hanbo1ee
pacipoCcTpaHEHHBIX ayTOCOMHO-PELIECCUBHBIX 3a00JIeBaHUIA,
XapaKTepU3YIOIIUXCS TSKETbIM, UHBATMIU3UPYIOLIM Teue-
HHUEM, TIPUBOIAIINM K paHHEMY JieTalbHOMY mcxomy. Jlmar-
HOCTHMKA 3a00JIcBaHMSI OCHOBBIBACTCS HAa OCOOEHHOCTSIX
KIMHUYECKUX MPOSIBJICHUN, TUITMYHbIX MPHU3HAKOB MOpaXKe-
HUSI TIEpEeIHUX POroB CIIMHHOTO MO3ra MpH TMPOBEACHUU
anekTpomMuorpadmaeckoro nccaemoBanus 1 JJHK-anam3za,
HarpaBJIeHHOTO Ha OOHApYyXXeHUE eJieliuu 7 U/vin § 9K30Ha
reHa SMN1 B TOMO3UTOTHOM COCTOSTHUU. TpaauIIMOHHO TIpU
nposeaeHu JIHK-aHam3a B Less1X AMarHOCTUKM 3a00J1eBa-
aust npuMensiercess Meton TTLP-TTIP®-anamiza. OgHako,
©CJIM UCTTOJTb30BaHNUE JAHHOTO METOAa HEOOXOMMMO M TOCTa-
TOYHO J1J151 TOCTAHOBKM IMarHo3a npokcumanbHoit CMA, npu
0OHapyXEHUM reTepO3UTOTHOIO HOCUTEIBCTBA IS T'eHa
SMN I nimeetcst psin orpannueHuii. [loatomy mist orpenese-
HMSI CTaTyca TeTepO3UTOTHOTO HOCUTEIISI HEOOXOIMMO UCTIONb-
30BaTh TOJNBKO KoJMyecTBeHHbIN MeToa JJHK-nrarnoctuku,
HauboJiee ONTHMAIbHBIM BapUaHTOM KOTOPOTO SIBJISIETCS
MLPA-ananu3. /111 onpeneaeHus TUMa WK IMporHo3a TsoKe-
CTM TeyeHMsI 3a00JIeBaHUsI UCIIOb30BaTh TAKOW KPUTEPHUIA,
Kak 4McyIo Kkonuii reHa SMN2, He peKOMeHIyeTCst
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Management of a patient with low back pain: the problems of efficiency and safety

P.R. Kamchatnov', Kh. Ya. Umarov’, A.V. Chugunov', A.Yu. Kazakov'
IN.I. Pirogov Russian National Research Medical University, Moscow
2Chechen State University, Grozny

Low back pain (LBP) is a common condition occurring in the population in different age groups; it is characterized by a tendency to relapse.
Acute pain may transform to chronic pain, causing patient disability. The goal of LBP treatment is to timely relieve painful sensations so that the
patient can return to his/her normal life as soon as possible. The patient is required to participate in the therapeutic process. Ketonal that shows
high efficacy and good tolerability is widely used to treat patients with LBP. The medication is available in different dosage forms, which makes

it possible to individualize the therapeutic process and to reduce drug load due to its possible topical application.

Key words: lumbago, low back pain, ketoprofen, ketonal duo, ketonal cream, ketonal thermo

CKeJleTHO-MBIIIIeYHbIE OOJIEBbIE CUHAPOMBI, 00YCITOB-
JIEHHBIC JeTeHEPATUBHO-IUCTPOGUICCKUMU IMTOPAKEHUSIMU
MMO3BOHOYHMKA U MBIIIIEYHO-TOHUYECKUMM PaCCTPOMCTBA-
MM, CIyXXaT OJHOW U3 HaruboJiee YaCThIX TPUYMH BpeMEH-
HOW yTpaThl TPYAOCTIOCOOHOCTH. B cuiy aHatoMo-(yHK-
LIMOHABHBIX OCOOEHHOCTEN MO3BOHOYHUKA €r0 HYXKHUMN
OTIes1 HauboJiee ysI3BUM B OTHOILIEHUM Pa3BUTHSI 00JIEBOTrO
cuHapoMa. B HacTosIee BpeMsl JaHHbBI CUHIPOM paccMa-
TpUBAETCS KakK 00JIb B HYDKHEH YaCTH CITMHBI WJIN TIOSICHUY -
Has 6ok (I1B). Hapsiny ¢ ocTpbiMu ce30HHBIMU pecriupa-
TopHbIMU MHMekuusamu I1b npeactapiser codboit onHy U3
HauOoJiee YacThIX MMPUYMH BPEMEHHOM yTpaThl TPYAOCHO-
cobHoctH [1]. Kak cBUAETENBCTBYIOT PE3YJIbTAThI MTOITYJIs-
LIMOHHBIX UCC/IEIOBAHUI, HA MPOTSKeHUU | rona anu3on
ITb nepenocsar ot 50 no 80 % B3pocioro HaceaeHus Iia-
HETHI, a Ha POTSDKEHMU TToCienyomux 12 mec'y 2/3 nanu-
€HTOB Pa3BUBACTCS PELIMIAUB 60U, ipudeM y 15 % 13 Hux
00J1b HOCUT UHTEHCUBHBIN XapakTep [2]. PacipocTpaHeH-
HocTb [1B B pa3nuyHbIX MOIMYJISILIMSIX HEOAMHAKOBA 1 B 3HA-
YUTEJbHON CTEMEHU OIpeaessseTcsd WHTEHCUBHOCTHIO
U 0COOEHHOCTSIMU (DU3UIECKUX HArpy30K, XapaKTepoM
npohecCUOHAbHOM IeSTENbHOCTH, 00pa30M XXU3HU U JIp.
B cBsI131 ¢ 3TMM B HEKOTOPBIX TOIMYJISIIUSIX UHIYCTpUAIb-

HOTO OOIIIEeCTBAa BCE YJICHBI €T0 Ha MPOTSKEHUM KU3HU
nepeHocsT He MmeHee 1 anm3ona I1b [3].

JmrtenbHoe BpeMs cuuTtanu, uto I1b xapakrepHa mc-
KJTFOUMTETHHO TSI JIIO/IeH CPEIHETO 1 MOKMIIOTO BO3pacTa.
BMmecTe ¢ TeM pe3yabTaThl MPOBEIECHHBIX 3a TTOCICTHUE
TOJbI UCCIICAOBAHUI CBUIETEIBCTBYIOT O TOM, uTo [16 Mo-
>KeT BO3HMKATh 1 B 00JIee paHHME TIEPUOIBI XKU3HU — B MO-
JIONOM U JaxKe B TIOAPOCTKOBOM BO3pacTe. YCTaHOBJICHO,
YTO pacrpocTpaHeHHOCTh I1Bb cpemn mompocTKoB cocTaB-
qset ot 16 1o 30 % [4]. CornacHo pe3yJsibTaTaM ApPYroro
IOITYJISILIMOHHOI'O UCCIeN0BaHMsI, IIPOBEACHHOIO B A3UK
(KygeiiT), pacnipoctpaHeHHOCTH 1B y 1IKOJbHUKOB B BO3-
pacte 10 10 set coctaBuia 31 %, a B Bo3pacre ot 14 g0 18
JIeT — yxe 74 %, npyuyeM 3HAYUTEJILHO Yallle 00JIe/In AeBOY-
ku [5]. TpyaHOCTH poBeIeHUsI MeTaaHaIN3a NMEIOLIUXCS
JTAHHBIX B 3HAYMTEIILHOM CTEIIEHN OOYCIOBIIEHBI MEXKPETrH-
OHAJTLHBIMU PA3TNUNSIMK HAOTIOJABIINXCS TTOITYJISIIIAINA, UX
KYJIBTypaJTbHBIMA OCOOCHHOCTSIMU, Pa3TMIYHBIMU CPOKAMU
HAOJIIOICHHSI, a TAKKE PA3HOPOIHOCTBIO AUATHOCTUYECKUX
KkputepueB. B moboM ciydyae pacnpoctpaHeHHOCTh I1b
Ccpeay MOIPOCTKOB TIOCTATOUHO BEJTKA.

Bricokas yacToTa BOSHUKHOBEHUSI 00JIEBOTO CMHIPO-
Ma VMMEHHO B IOSCHUYHON 00JIacCTM B 3HAYMTEIbHOI
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CTereHn 00yCIIOBJIEHa 0COOCHHOCTSIMU CTPOSHUSI ITO3BO-
HOYHMKA 1 €70 OMOMeXaHUKHU. XapaKTepHbIMU IS TTOSIC-
HUYHOTO OT/IeJIa SIBJISIIOTCS 3HAUMTEIbHBI 00beM JBHXKE-
HUI B TOSCHUYHBIX JBUraTeJbHBIX CerMeHTax (2
PaCITOJIOXKEHHBIX PSITIOM TTO3BOHKA Y HAXOSIIIUICS MEXKITY
HMMM MEXITO3BOHKOBBIN TUCK), OCYIIIECTBICHNE ABVKEHUN
B Pa3IMYHBIX IJIOCKOCTSIX, 3HAYMUTEIbHbIC HATpy3KU, Ha-
MpaBJIEHHbIE ITO0 OCU MMO3BOHOYHMKA (TTO3BOHKHU MOSICHUY -
HOTO OT/IeJIa UCTIBITBIBAIOT HAarpy3Ky BCJIEACTBUE TaBICHUS
Macchl OOJTbIIIEH YaCTH YEJIOBEYECKOTO TeJia). YKa3aHHbIe
BO3/ICHCTBUSI CIIOCOOHBI BECTU K IIOBTOPHOI TpaBMaTU3a-
LIMY CYCTaBHBIX TOBEPXHOCTE! MO3BOHKOB, MOBPEXXIACHUIO
MEKITO3BOHKOBBIX TUCKOB. [ToMrMO nereHepaTuBHO-IM -
CcTpoMIECKUX U3MEHEHH T TTO3BOHOYHUKA (OCTE0apTpo3,
CIIOHAMJIE3, OCTCOXOHAPO3 U UX coueTaHue), GopMUpPOBa-
Hue I1b obycioBlIeHO U3MEHEHUSIMU €ro CYXOXUIbHO-
CBSI30YHOTIO arfnapara ¥ pa3BUTUEM TMIepTpoduu CBI30K,
PaCIOJIOKEHHBIX B CITMHAJIBHOM KaHaJjle, a TAKKe CTOMKUM
MBIIIEYHBIM CIa3MOM, MPUBOISIIUM K 3HAYUTETbHOMY
HapylIeHWIO OCaHKU M (DOPMUPOBAHMIO aHOMAJIbHOTIO,
HECBOMCTBEHHOTO MHAMBUAYYMY IBUTaTEJIbHOTO CTEPEO-
tuna. CienyeT OTMETHTh, YTO MBIIIEUHBIM Cra3Mm, Ha
OIpeaeICHHOM 3Tare pa3BUTUS 3a00JIeBaHUS BBITTOJIHSI-
01U 3alIUTHBIE (DYHKIIMU, OTrPaHUYMBAIOIIUI U30BITOY-
HYIO ITOABUXKHOCTb, CITOCOOHYIO BbI3BaTh YCUJIEHUE OOJIH,
B TIOCJIEIYIOIIEM TIpeBpallaeTcs B TATOTEHETUYEeCKUN
dakTop, 3aKpeIUIIIOINil HapyIlIeHUs] CTaTUKO-IMHAMU-
YeCKUX PYHKLIMIA.

OcnosHoM nipuunHoii [1b cunTatot mopaxkeHue (ap-
TPO3) MENKHUX (IYroOTPOCTYATHIX) M KPYMHBIX CYCTaBOB
IMO3BOHOYHMKA. B MeHbIIel cTerneHn 001eBOl CUHIPOM
CBSI3aH C pa3BUTHUEM OCTEOXOHIpO3a, HapyILIeHUEM aMOp-
TU3UPYIOIIUX CBOMCTB COAEPXKMMOTO MEXITO3BOHKOBOIO
Jvicka (ITyJIbITO3HOTO siipa) M U3BMEHEHUSIMU B (hMOPO3HOM
Kosblie. BMecTe ¢ TeM cepbe3HBIM OCIIOKHEHUEM OCTEO-
XOHIPO3a MEXKITO3BOHKOBBIX JMCKOB SIBJISIETCSI (DOPMUPO-
BaHME TPbIKM MMCKa, BBI3BIBAIOIIECH KOMIIPECCUIO CIH-
HaJILHOTO KOopelllka W sBisomnieiics mnpuunHoin [1b.
BeposiTHOCTh BOBHUKHOBEHUSI 00JEBOTO CUHIpPOMA yBE-
JIMYMBAETCS TIPU pa3pbiBe BOJIOKOH (pMOPO3HOTO KOJblia
1 00pa30BaHUU I'PbIKM MEXIO3BOHKOTIO AUCKa, 00pa3o-
BAaHHOT'O TKAHbIO MYJIbIIO3HOTO sapa [7]. [pblka KpYIHBIX
pa3mMepoB, TpoJsiabupyioliasi B MPOCBET KaHasa, depe3
KOTOPbII BBIXOAWUT CHMHAJBHBIA KOPEIIOK, CIOCOOHA
00YCJIOBIMBATh €0 KOMITPECCUIO, TPUBOIS K HAPYILIEHUIO
dynkuuit. Heodbxoammo, 0fHaKO, UMETh B BUILY, UTO JaXKe
3HAYUTETBHBIX PAa3MEPOB IrPhIxka MEXITO3BOHKOBOTO JUC-
Ka, CIyJailHO BBISIBJICHHAs IIPU PaIMOJIOrMYeCKOM 00cIe-
JIOBaHUM, MOXET 1 He ObITh MTPUUYMHON 60JEBOrO CUHIPO-
Ma [8]. B momHOIT Mepe 3T0 oTHOCUTCS K Tphike LIIMopis,
HaJINYKe KOTOPOU He compoBoxaaeTcs pazputuem [1b.

XapakTepHoe KianHudeckoe nposisiaeHue [1b — nanu-
Yyue JOKaJIbHOU 00JIM, OJHO-, UJIN IBYCTOPOHHEH, TECHO
CBSI3aHHOI ¢ ToJioxkeHneM Tejia. OOBIYHO OOJIeBBIE OIITY-
LIEHUST BO3HUKAIOT MPY OTPEIeJICHHOM MOJIOXKEHUU TYJIO-
BUILIA, TIPU JJIMTEJILHOM MNpPEeObIBAHUM B BBIHYXXICHHOI

o3¢, IpU JIeXKaHUH Ha Ype3MEPHO MITKOM TTOCTEIN 1 JIp.
[9]. MmeeTcs yeTKast 3aBUCUMOCTb MHTEHCUBHOCTH OOJIH
OT 00beMa (hU3MUECKOI HArpy3KHU U XapaKTepa IBUKEHU I
B MOSICHUYHOM OTaeje. bojeBbie olylleHus MOryT ObITh
CITPOBOIIMPOBAHBI TTIOMHUMAHUEM U TIEPEHOCOM TSDKECTel,
crubaHueM 1 poTalireil B COOTBETCTBYIOIIEM OTIEJIE, OCO-
OCHHO BBIMOJHSIEMBIMU CO 3HAYUTEIbHON aMILUIUTYIOM.
IIpu 5TOM y GoNbLIMHCTBA TManeHToB ¢ [1b HaxoguTcs
MOJIOKEeHUE, TIPeObIBAaHNE B KOTOPOM ITO3BOJISIET YMEHbB-
IIATh €€ THTEHCUBHOCTDH (HampumMmep, Jiexka Ha 00Ky € cO-
THYTBIMU B KOJIGHHBIX CycTaBaX HOraMM WJIM JieXKa Ha
CMMHE C HECKOJIbKO COTHYTHIMU Horamu). Mppanuanust
0oJi 3a TIpenesbl TTOpakeHHOTO CerMeHTa, KaK IpaBuilo,
OTCYTCTBYET, XOTsI 0OJIb MOXET pacIpoCTPaHsAThCS Ha 00-
JIacTh CIla3MUPOBaHHBIX MBI, HeBponornueckuii nedu-
LUT (CUMIOTOMBI BbIMAAEHUs1) OTCYTCTBYIOT. B 11e;10M Hatu-
yue I1b Bexer K orpaHUYeHUI0 (PU3MUYECKON aKTMBHOCTH
namueHTa, (popMUPOBAHUIO OXPAHUTEILHOTO TTOBEACHUS,
npuyeM B OOJbIIEi CTEIMeHM YKa3aHHash OCOOCHHOCTH
oTMmeyvaeTcs y >keHIuH [10]. XapakTepHa BbIcOKast 4aCTO-
Ta peuuauBoB I1b, XOTd mauWTeNbHas PEMMCCHUST TaKXKe
BO3MOXHA Y 3HAUYUTETLHOTO YMCIIa MmanueHToB [11].

B cnyyae xoMmnpeccuun CIMHAIBHOIO KOPEIIKA IPhI-
JKeil MeXXIT03BOHKOBOIO OMCKa pa3BUBAETCsl PaauKyJIsip-
HbI (KOPEIIKOBBII) CUHAPOM, VISl KOTOPOTO XapakTepHa
uppaauanusi 0011 B 00J1aCTh MHHEPBAIIUM COOTBETCTBY-
1o1iiero Kopenika. Takoro pona 60jib HOCUT Heliporaruye-
CKMIi XapaKTep, TaK KaK OHa BO3HUKAET BHE CBSI3U C pa3-
Npa>keHUEM HOLIMIIENITOPOB U 00YCJIOBJIEHA KOMITpeccHei
YYBCTBUTEIBHOW MOPIIMY CIIMHAJIBHOTO Kopeiika. Kak
MPaBWIO, 00JIb HOCUT TTPOCTPEIUBAIOIINIA, XKTYUU, TAHY-
LM XapaKTep, CONPOBOXAACTCS MapeCcTe3UsIMU, TU3ECTe-
3Ueit, aJuIoAMHUEN B COOTBETCTBYIOLLEH 00/1aCTU, OOBIYHO
TJTOXO KyMUPYETCS TPUEMOM HECTEPOUIHBIX TTPOTUBOBO-
cnanutenbHbix nipernapatoB (HIIBIT) u ananbretnkon
[12]. HefipomaTuyecKkuii KOMITOHEHT 00J€BOr0 CUHIPO-
Ma 4acTo coueraercs ¢ JjokaabHolt I1b. Hanuuue koper-
KOBOTO CUHAPOMA OOBIYHO SIBJISIETCS TIPEANKTOPOM T -
TEJILHOTO TMEPCUCTUPOBAHMUSA OOJIM, KOTOA PEMUCCHU
CMEHSIOTCS TIepuoaaMu 000CTpeHMs. Y 4acTu 00JIbHBIX
C KOPELIKOBBIM CUHAPOMOM IIPU HEBPOJOTMUYECKOM OC-
MOTpe OOHAPYKUBAIOTCSI CUMITTOMBI BHITTAICHUST — TIPH-
3HAKMW HapylleHUsT (YHKUMI TOpPakeHHOTO KOpeIllKa
(BsUIBIN Mape3, TUIIeCTe3UsI B COOTBETCTBYIOLIEH 001aCTH).
BeneHue nauueHTa ¢ KOPEIKOBBIM 00J1€BbIM CUHAPOMOM
TpeOyeT creurdUuIecKuX TepareBTUUYeCKUX IT0IXOMI0B,
OTJIMYAIOIINXCST OT TAKOBBIX ITPY KYITMPOBAHNU HOLIMIICTI-
tuBHoii I1b [13].

TpanchopmupoBanue octpoii I1b B xpoHuyeckylo,
MPOAOJIKAIONIYIOCS Ha TIPOTSDKeHUM He MeHee 12 Hen,
MPEACTABISIET CEPhE3HYI0 KIIMHUYECKYIO pobsiemy. [1pu
3TOM 00JIb yTpauMBaeT CBOM 3alIUTHbIC (PYHKIIMHU, CUTHA-
JIM3UPYIOLLIME O HEOIAromoayYuy OOPHO-IBUTaTeIbHOTO
anmapaTa, ¥ IIpuoOpeTaeT XapaKTep CaMOCTOSTEIbHOTO
3abosneBanus1. B naHHOW cuTyaluu CyecTBEHHO CHUXKa-
ercst 3¢ (PEeKTUBHOCTb MPOBOIUMBIX JI€YEOHBIX MEPOITPH-
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SITUI, TPeOYIOTCS MaTepualbHbIe 3aTpaThl HAa TIPOBEIEHUE
JICYEHU S, TTIOBBIIIAETCS PUCK CTOMKOM yTPaThl TPYIOCIO-
cobHoctu [14].

BeposiTHOCTB (hopMUpOBaHYSI XPOHUYECKOTO 00JIEBO-
TO CUHJIpOMA U CTETIEHb €r0 BRIPaXKEHHOCTH B 3HAYNTEITb-
HOM CTETIEHU OTIPEIEISTIOTCS] SMOIIMOHATLHBIM COCTOSTHUEM
00JILHOT'0, B YaCTHOCTU HAJTMYMEM TPEBOXKHBIX, ICTIPECCUB-
HBIX HAPYLIEHWI, PSAIOM APYTUX NICUXOCOLMAIBHBIX (PaK-
TOPOB, HaIIpUMeEp ONIYIIEHUEM OIMHOYECTBa, COOCTBEH-
HOl HEHYXXHOCTH, Majio3HaunmMmoctu [15]. Hexoroprie
WHAVWBUOYaJbHbIE OCOOCHHOCTHU JIMYHOCTM MallMeHTa —
MOBBIIIEHHBIA YPOBEHb JTUYHOCTHON WMJIM CUTYallMUOHHO
00YCJIOBJIEHHOM TPEeBOXHOCTU, U30BLITOYHOE YYBCTBO OT-
BETCTBEHHOCTH, OLIYIIIEHUE OECTTOMOIIIHOCTH, KaTaCTPO-
r3aLMs UCTIBITBIBACMBIX OLIYIIEHUI — CTIOCOOHBI UTPATh
BaXKHYIO POJIb B QOPMUPOBAHUU, CTAHOBJICHUH U MOIAEP-
JKAHUU CKEJIETHO-MbBIIIEYHOr0 ©O0JIEBOTO CHUHIpPOMA,
B yactHoctu [1B. CymiecTBeHHYIO poJib B XpOHM3AIUU
00JIeBOrO CHHAPOMA UTpaeT MePeHOC UHAMBUAYYMOM Ha
ce0s1 4y>XKOro HeraTUBHOI'O OIbITa UCTILITAHHOTO 00JIEBOTO
CUHIpOMa. DMOLIMOHAIbHBIE HAPYIIIEHMST MOTYT OKa3aTh-
Ccs BaXHBIM TIPEAMKTOPOM HE TOJBKO (hOPMHPOBAHUS
XpPOHUYECKOU 001, HO U MOBTOPHBIX TOCIMTAIM3ALINIA
[16]. BMecTe ¢ TEM BO3MOXHO M O0paTHOE BIMUSIHUE: I10-
BTOPHbIE TOCMUTAJIU3ALIMU, B TOM 4YMKCJIE CBSI3aHHBIE
C PEHTHBIMHU YCTAaHOBKaMHU (OCBOOOXIEHME OT pabOThI
BCJICACTBME OOJIE3HU, YCTAHOBJICHUE TPYIIIBI MHBAJIMIHO-
CTU, IEPEBOJI Ha PaOOThI B 00JIETUEHHbBIX YCIOBUSIX U 1P.),
caMu 1o cede MOTyT CITOCOOCTBOBATh Pa3BUTHIO XPOHUYE-
ckoit 6om. Pe3yabraThl MOy ISIIIMOHHBIX NCCIETOBaHUI,
IMOCBSIIIIEHHBIX U3YYEHUIO PACIIPOCTPAHEHHOCTH KOMOP-
OuaHbIX ad(EeKTUBHBIX HApyllIeHU (TpeBora, Ierpeccusi)
y nauueHToB ¢ I1b, mokaszanau, 4TO OKOJO TMOJIOBUHBI
OTTPOIIIEHHBIX OTMEYaJIM TaK1e pacCTPOMCTBA, KaK «XkKeJla-
HHUE COBEpLINTh CAMOYOMICTBO WIM NPUYUHUTH Bpen
CBOEMY 3[0POBbIO», «HEBO3MOXKXHOCTb KOHTPOJIMPOBATh
CBOM OLIYILIEHUS U CBOE COCTOSIHUE», «OECTTOKOMCTBO IO
IMOBOAY MHOTHWX paHee MHANMDOEPESHTHBIX SBICHU»,
«TPYIHOOIKCYEeMBIe TpeBora u crpax» [17]. 1o 40 % ompo-
IIEHHBIX IeMOHCTPUPOBaIU Mpu3HaKu comatuzauuu [1b,
OTMeYas HaJIMYMe TOJOBHOM 00U, 00U B KOHEUHOCTSIX,
cycraBax. Cremyer yuuTbiBath, uro Hammuue [1b accormu-
POBAHO C IIMPOKMM CIIEKTPOM COMATUUECKMX 3a00JICBaHNIA,
KJIMHUYECKash KapTMHA KOTOPBhIX MOXKET BMIOM3MEHSIThH
MPOSIBJICHUS U TabHE11Iee TeUeHUE MbIILIEYHO-CKEJIETHOIO
6oseBoro cuHmpoma [ 18].

B ocnoBe muarnHoctuku I1b nexur ycrtaHoBiaeHME
BEIyIIEero KIMHUYECKOI0 CUHAPOMA U UCKIIOYEHUE Psiaa
COMATUYECKUX CeUM(PUIECKUX TTO CBOEMY ITPOMCXOXKIE-
HUIO 3a00JIeBaH1iT (HOBOOOPA30BaHUS, BOCTIAJIUTEIIBHEIC
A TpaBMATHMYCCKHE TIOPAXEHMS KOCTHO-MBIIICYHON
u HepBHOI cucteM) [19]. I[IpaBuabHOM TOCTaHOBKE AMAar-
HO3a CITOCOOCTBYIOT Pe3yJIbTaThl PaaOJIOrMUYeCKOro odcie-
JIOBAaHMS — KOMITBIOTEPHAs, MAaTHUTHO-PE30HAHCHASI TOMO-
rpacdusi, B MEHbIIE CTerneHu — peHTreHorpadus
Mo3BoHOUYHMKA. ClieayeT MoAuYepKHYTh, YTO IJIAHUPpYEeMOe

WHCTPYMEHTaJIbHOE O0CJIeOBaHNE MOJDKHO OBITH YETKO
00OCHOBAHO, OOJIBHOMY HEOOXOAMMO Pa3bsICHUTH 1IEJb
MPOBOAUMBIX JUATHOCTUYECKUX MEPOIPUSITUI, YTOOBI
Y HEro He CJIOXXMJIOCh HEBEPHOTO MPEACTABACHMUS O TsIXKe-
CTY ¥ UCKJTIOUUTEIbBHOCTA MMEIOIIIEeTOCs y HETro 3a001eBa-
Hus1. HeoOXoammbl akKypaTHOCTh M B3BEIIIEHHOCTD B TPaK-
TOBKE TMOJIyYEHHBIX PE3YJBTaTOB C 1LIEJAbI0 M30eXKaHUS
SATPOreHHbIX 3¢ dekToB. TakKe BaxKHO MOMHUTh, UTO TPU
CTAOMJIBHOM KIIMHUYECKOI KapTHUHE 3a00J1eBaHMsI TTPOBE/Ie-
HHME HEOOOCHOBAHHBIX TTOBTOPHBIX 00CIICIOBAaHMI Hellesie-
coo0pa3Ho, TaK KaK OHU HE BJIMSIIOT Ha TAKTUKY JICUCHMS
U YBEJIMYMBAIOT €I0 UTOTOBYIO CTOMMOCTb.

Benenue 60JIbHBIX C CYCTaBHO-MBIIIIEYHOI TIaTOJIOTH -
eii, ByactHocTu ¢ [1B, TpeOyeT 3HaYnTEeTbHBIX MaTepUaITb-
HBIX 3aTpaT, KOTOpble CKJIAAbIBAIOTCSI M3 PAacXOIOB Ha
CTallMOHApHOE U aMOyJJaTOPHOE JIeYeHUE, CBSI3aHbI C He-
BO3MOXHOCTBIO B IOJJHOM 00bEME BBIITOIHSATH TPYIAOBbIE
00513aHHOCTH, HEOOXOAMMOCTBIO Tepexofa Ha paboTy
B 00JICTYEHHBIX YCIOBUSIX. B pe3ynbraTe aHanu3a ¢papma-
KOPKOHOMMYECKUX xapakTepucTuk I1b Obu10 ycTaHOBIE-
HO, YTO 3HAYMTEIbHOE YKCJIO MALMEHTOB B CUJIY LIEJI0T0
psina TIpUYMH He oOpalaercs 3a KBaau(pUIIMpoBaHHOMN
MEIMLMHCKON MOMOIIbIO, N3BICKMBAs BO3MOXHOCTH Ca-
MOCTOSITeJIbHOIO KyNMMpOBaHUsI 0O0JEBOr0 CHUHApPOMA,
OCHOBBIBAsICh HA PEKOMEHIALIMSIX CPETHErO MEIUIIMHCKO-
rO MepcoHaia, COBETaX POJCTBEHHUKOB W OJIM3KUX, YTO
HEraTUBHO BJIMSIET Ha peaibHbIC 3aTpaThl HA JICUCHME Ta-
KOTo KOHTUHIeHTa 00JIbHbBIX [20].

s neyeHust nauueHToB ¢ [1b mpuMeHsIoTcS aHaIb-
retuku 1 HIIBII, a Takxke MuopenakcaHThl, npenaparbl
BUTaMUHOB Tpy1Iibl B. [lInpoko mpuMeHstoTcs HeMeauKa-
MEHTO3HbIE CIIOCOOKI JIeueHUsI (hu3roTepanus, jeueoHast
TMMHACTUKa, MaHyaJibHas Tepanus, Mmaccax u np.). [ToBbI-
meHre 3(phHEeKTUBHOCTH JISYeHHST BOBMOXKHO 32 CYET BOBJIE-
YEeHHUsI CaMOTO TTAalIMeHTa B TepalleBTU4IeCcKuii riporiecc. [1pu
9TOM CJIeAyeT MOANEPXKUBAaTh MaKCUMaJbHO BO3MOXHBIN
YPOBEHb MOBCEAHEBHOM aKTUBHOCTHY O01bHOTO. B 3aBHCH-
MOCTH OT THTEHCUBHOCTH OOJIM OH TOJIKEH CaMOCTOSITE b~
HO TIepeMeIlaThbCsl B TIpeaesiaxX XKUJIOrO MOMEIICHUST WIn
OOJIbHUYHOM TajiaThl, IIOCTEIIEHHO PaCIIUpsIsl IBUTATEIb-
Hblil pexkuM. [Ipu 3TOM paHHee W Ype3MEPHO aKTUBHOE
WCTIOb30BaHME JIeYeOHOM (DU3KYJIBTYphl HE TOKa3aHo,
0oJiee TOro, OHO CIIOCOOHO 0Ka3aTh HETaTUBHOE BO3IEICT-
BUE U YBEJIMUUTh CPOKU BBI3AOPOBICHMUSI.

Cpenu IMUpoKOro CreKTpa NpenaparoB Ajs1 KyIupo-
BaHus [1b onHuM 13 3(hheKTUBHBIX, XOPOIIIO 3aPEKOMEH -
JTIOBABIIIUX CE0ST B KITMHUYECKOW MPAKTUKE, SIBJISIETCS Ke-
ToHan (ketompocdeH). PesynbraTamM NpUMEHEHUS
npemnapara y OOJIbHBIX CO CKE€JIETHO-MBbIIIEUHON OOJIbIO
TOCBSIIEH HeJaBHO OITyOJIMKOBaHHEI 0030p [21]. KeTo-
HaJl ”THTUOMPYET BLICBOOOXKIEHNE MEIMAaTOPOB BOCTIAJe-
HUS U aJITOTeHOB B 00JIaCTH MOpakeHus1, Oaroaapst 4yemy
peanusyercss ero mnepudepuyeckoe IMPOTUBOOOIEBOE
neiictBue [22]. Kpowme Toro, npermapar obj1amaer crocoo-
HOCTBIO JIETKO TTPOHUKATh Yepe3 reMaTodHIeainuecKuii
Oapbep, BCIEACTBUE YEro OH CIIOCOOEH OKa3bIBaTh LIEHT-
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pajbHBIN aHambreTndeckuii acddekT [23]. Cpean 1eHHbIX
(hapmaxosornyecKrx CBOMCTB KETOHANA CJIEAYeT OTMETUTh
OTCYTCTBHME IIOBPEXIAMOIIET0 ACHCTBUS Ha XPSIIEBYIO
TKaHb, HEPEIKO BCTPEYAIOIIETOCS OCIOKHEHUS TPUMEHE-
Hug uenoro psaa HITBIT, ocobeHHO npu ux JIMTeIbHOM
Ha3HAYEeHUU.

B nenom psime KIMHUYECKUX MCCISAOBAHUN Tpoje-
MOHCTpHpPOBaHa BbIcOKas 3(h(HEKTUBHOCTb KETOHAIA MIPU
pa3IMYHBIX 00JIEBBIX cMHApoMax. [1permapar xopoiio 3a-
PEKOMEHIOBAJI ce0s1 TIPY OCTPOI 00U TIPU TpaBME, COCTO-
SIHUSIX TTOCJIe OTIEPaTUBHOTO BMEIIATEIbCTBA B UEIIOCTHO-
JIMLIEBOI, abMOMMHAIbHOW Xupypruu. Ha mpoTsskeHun
MHOTHX JIET KETOHAJI IIIMPOKO MMPUMEHSIETCS Y TTallMeHTOB
C MBIIICYHO-CKEJIETHBIMU 00J15IMH, B yacTHOCTH ¢ 16 [24,
25]. PesynbpraThl paHIOMU3UPOBAHHBIX KIMHUYECKMX
HCCEeNOBaHUI, B X0A€ KOTOPBIX 3(D(HEKTUBHOCTh KETO-
npodeHa cpaBHUBagach ¢ TakoBoit u3BecTHbix HIIBII,
MOKa3aJIv ero XOPOIIIyIo IEPEHOCUMOCTb U BBICOKYIO 3(h-
¢extuBHOCTh. [IpuMeHeHHe KeTorpodeHa IT03BOJISIET
JIOCTOBEPHO COKPaTUTb CPOKM Tepamnuu, obdecreyuBacT
paclIMpeHre IBUTaTeIbHOTO PeX1Ma, YTO B UTOTE MPUBO-
JIAT K TTOBBIIIEHUIO Ka4eCTBa KU3HU OOJIbHBIX.

CremyeT OTMETUTD, YTO TIperapaT BhIITyCKAeTCs B pa3-
JIMYHBIX (popMax — UHBEKIIMOHHBIX (/151 BHYTPUMBbIIIEY -
HOTO Y BHYTPUBEHHOTO BBEACHMS), UIS IEePOPaTbHOTO
TpUMeHeHUs (BKJTI04asi KeTOHAJ 1yo, COepKaIlnii rpa-
HYJIBI KaK OBICTPOrO, TaK ¥ MEIJICHHOTO BEICBOOOXKICHUSI),
peKTaJIbHbIE CYIIIO3UTOPUH, a TaKXKe (hOPMBI 111 HApYK-
HOr0 MECTHOTO MpuMeHeHus. Takoe MHOrooopasue popm
BBIITyCKa 00ECIIeYBaeT BOBMOKHOCTD TTPOBOJNUTD MHIM -
BUAYaJIM3UPOBAHHYIO TEPAITHIO, B 3aBUCMOCTHU OT BBIpa-
keHHocTu I1B, ycioBuii npoBeneHust iedeHus (amOyia-
TOpPHOE, CTallMOHAapHOE), IPUBEPKEHHOCTU CaMOTO
TaryeHTa K TeM WM MHBIM JIeKapcTBEeHHBIM hopmam. Tak,
Harpumep, mpu octpoii [1b, korma TpedyeTcst 3KCTpeHHOE
KynupoBaHMe 00J11, BO3MOXHO MapeHTepaibHOE BBElE-
Hue npemnapara. Takoil cmocod mpuMeHeHus 1ieJiecooopa-
3¢H B YCJIOBMSIX OKa3aHUSI IKCTPEHHOW MEIWIIMHCKOU
ITOMOIIIY, B YCJIOBUSX CTallMOHApa, IIPU Havajie Teparuu.

[IpuMeHeHMe KeToHaa Ayo, B COCTaB KOTOPOI'O BXO-
IST TpaHyJabl HEMEIJIEHHOIO U 3aMEIJIEHHOTO BbICBOOO-
KJIeHUST, 00eCTIeunBaeT JOCTaATOYHO CTAOMIbHYIO KOHIICH -
TpalLuIoO MperapaTta B KPOBU Ha MPOTSKEHUU CYTOK, YTO
BBITOJHO OTJIMYAET €ro OT OOBIYHBIX JIEKaPCTBEHHBIX
¢dopMm, TpeOyrolux 2—3-KpaTHOro IpuemMa B TeYEeHUU
cyrok. KeToHanm myo MOXeT Ha3HauyaTbCs TalMEHTaM,
KOTOpbIE TIOJIy4aloT aMOyIaTOPHOE JieueHue, POA0JIKast
CBOIO TPYIOBYIO AeSITeIbHOCTh. BaxkHO TakKe TO, YTO Of1-
HOKPATHBIA B TeUEHME CYTOK MPUEM ITpernapaTa aCCoOLUK-
POBaH C TOBBIILIEHUEM ITPUBEPKEHHOCTH O0JIBHOTO K TIPO-
JTIOJKEHUIO JICUEHUSI.

Kaxk u menwlit psn Opyrux IpernapaToB U3 TPYIIIIbI
HIIBII, keToHan objiagaeT BbIpaxkeHHbIM MPOTUBOOOJIE-
BBIM 2(D(EKTOM, KOTOPHIi IIPEBOCXOIUT TAKOBOI 3TaJIOH-
HOTO MPOTUBOOOJIEBOTO TIpernapara aneraMuHodeHa rnpu
OTCYTCTBUM Te€NaTOTOKCUYECKOIO NeHCTBHUS, 4YTO HaeT

OCHOBaHME PEKOMEHIOBATh €Tro IIMPOKOE MPUMEHEHUE
y nauuenTos ¢ [1b [25]. C yueTom xoporieit nepeHocuMo-
CTU KETOHaJI MOXET ObITh PEKOMEHIO0BaH ISl IPUMEHE-
HUS Yy pa3IUYHBIX TPYIIN MAMEHTOB, B YaCTHOCTU Y JIMII
B Bo3pacte crapure 75 yet. CienayeT, OMHAKO, YIUTHIBAsT
MMEIOIIMICI PUCK TACTPOMHTECTUHAIBHBIX OCJIOXKHEHUH,
MPOBOIUTH JIEUeHNE MPU OJHOBPEMEHHOM Ha3HAUYeHUU
MHIMOUTOPOB ITPOTOHHOM mToMItbl [26]. Kypc neuenus He
IIOJKEH OBITh YpEe3MEPHO IPOJIOHTMPOBAHHBIM, IIpHEM
nmpenapara TpeKpamaeTcss cpasy Iocjie KyMUpOBaHUS
00JIeBOr0 CUHAPOMA.

JIocTaTOYHO Cepbe3HYI0 MpobieMy MPeACTaBIsIET CO-
00i1f TIpuMeHeHNe KOMOMHUPOBAaHHOM TepaItni, BKITIOJa-
o1lIeil OMHOBpeMEHHOE Ha3HAYeHNEe HECKOJIbKUX Tpera-
PaToB CXOMHOTO AeiicTBYS, B IiepByIo ouepenb HITBII, i
MX OOYepeqHbIN MpueM B TeueHue cyTok. Ha ceromHsiii-
HUI 1eHb HET YOeAUTEIbHbIX JAaHHBIX O TOM, YTO TaKas
Tepanusi UMeeT TPEeUMYILECcTBa Tepen MOHOTeparueil.
[1pu ncroap30BaHMUM TAKOM CXEMBI JICUCHUST, KaK MpaBU-
J10, He mocTuraeTcs apheKTUBHAS AeHCTBYIOIIAsI KOHLICH-
Tpalus npemnapaToB B KPOBU U YCUJIEHHWE BbIPAXXEHHOCTU
MpPOTUBOOOJIEBOTO IEeMCTBUSI OTCYTCTBYeT. BMecTe ¢ Tem
BCJICICTBYE BEPOSITHOCTHU JIEKAPCTBEHHBIX B3aUMOICICT-
BUIA CYIIIECTBEHHO BO3pacTaeT pUCK HexXelaTeJbHbIX MO0-
004HbIX 3¢ pekToB. HeratuBHOe BO3aeiiCTBIE BOZMOXHO
Ha pa3INIHbIe CHCTEMBI M OpTaHbl — JKEIYIOUHO-KHIIICY -
HBII TPaKT, CepACIHO-COCYAUCTYIO CUCTEMY, IIOUKHM U JI.
JlaHHBIN (haKT caeayeT OCOOEHHO YYUTHIBATh Y MallMeHTOB
MOXWJIOTO U CTAPYECKOT0 BO3pacTa, MMEIOIINX MOJIUMOP-
OMIHOCTD U HYKIAIOIINXCS B TIOCTOSTHHOM ITPUMEHEHN
3HAYUTEJIbHOTO KOJMYECTBA JIEKaPCTBEHHBIX ITPEIIapaToB.
BwmecTte ¢ TeM MMEIOTCSl ONTUMaIbHbIe KOMOWHALIMU TIpe-
napaToB pa3HbIX (hapMaKOJIOTMYECKUX TPYMIT, B YACTHOCTH
onHoBpemeHHoe mpumeHenure HITBIT u muopenakcanTa,
HIIBII 1 BUTaAMMHHOTO KOMILJIEKCA.

OIHUM M3 COCOOOB TOBBILIEHUST 3(HPEKTUBHOCTU
HIIBII y mauuenTos ¢ I1b, xopoiiio 3apeKoMeHa0BaBIINM
ce0sT B KITMHUIECKOM TTPaKTUKE TIPY OMHOBPEMEHHOM CHH-
JKeHUH JICKApCTBEHHOI HAarpy3KW Ha OpraHM3M, SIBJISICTCSI
MPUMEHEHNE MECTHBIX JIeKapCTBEHHBIX (hopM (Tefiv, Ma3u,
KpeMbl). Takue JieKapcTBEHHbIE (POPMbI TTO3BOJISIIOT MHO-
TUM TIpeTiapaTaM IIPeoIoeBaTh KOXKHBIN Oapbep 1 OKa3bI-
BaTh ICHMCTBUE, aHAJIOTMYHOE cUcTeMHOMY. [loaTomy mpu
BBIOODE JIEKAPCTBEHHOIO CPEACTBA CIEAYeT PYKOBOICTBO-
BaTbCsl JAHHBIMU 00 3(MEMEKTUBHOCTU U 0€30MaCHOCTHU
JIEMCTBYIOIIETO BEIIECTBA, a TAKXKE O CTEIIEHU TTPOHUKHO-
BEHUSI BEIlIeCTBA B IJIyOb KOxXU. Llean mpumeHeHUs MecT-
HbIX (popm HITBIT — kynupoBaHMue cKeleTHO-MbIILIEUHBIX
00JIeBBIX CUHIIPOMOB JIETKOI M YMEPEHHOI CTeNIEHU BbIpa-
J)KEHHOCTU Y cHMXeHue rotpedHoctu B HITBIT wig cuc-
TEMHOTO ITPUMEHEHMSI TP MHTEHCUBHOM OOJIH.

B cuny pasnuuuii B cucteMe oka3zaHus MeIUIIMHCKOMN
MOMOIIM M O0eCIeUyeHUsI MalMEeHTOB JIEeKapCTBEHHBIMU
nperapataMu B psize ctpaH EBporel 1 CeBepHOit AMepn-
KU JIEKAPCTBEHHBIC TIPEITapathl, B TOM YUCIe U (DOPMBI TSI
MECTHOTO MPUMMEHEHMUSI, OTIIYCKAIOTCSl B alTeKax I1o pe-

35



36

HepBHo-MblweYHble
BOJNIE3HH

Jlexuyuu u 0630pbi

uenty. B Poccuiickoit ®eaepaiiny 3T rpernapaThl peaiu-
3YIOTCSI TIO OE3pelenTypHOMY CIMCKY, U MallUeHT 3aya-
CTYI0O caM BBIOMpaeT KOHKPETHBIN Mpernapar, HEpeaKo
Tiosarasich Ha MHMOpMaIrio, IOJyIYeHHYIO HE OT MEAUKOB,
a OT JIpy3eil 1 OJM3KMX, U3 CPEICTB MacCOBOI MHMOpMa-
. Ecny yauThIBaTh, YTO MECTHBIC (DOPMBI SBIISIIOTCS
JIEKApCTBEHHBIMU IperapaTaMu, IMalUeHT JTO0JDKEH ObITh
MPOMHMOOPMUPOBAH O IMPaBUJIBHBIX CIIOCO0AX UX IIPUMEHE-
HMSI, CpOKaX TepaIiiu, BO3MOXHBIX 3 deKTax, B TOM YHCIe
" moboyHbIX. He BBI3bIBa€T COMHEHMSI, UYTO TAKOTO poja
nHbOpMaLYS JO/DKHA ITOCTYNATh IMALIMEHTY OT MEIUKOB.

KakoBbI OCHOBHBIE MOMEHTHI, KOTOPbIE HEOOXOIMMO
WMETh B BUIY ITPU BBIOOpE TIpeTaparta JIijisi MEeCTHOTO TIpH -
MmeHeHus1? Mectabeie dopmbr HIIBIT oGecneunBaioT
MMEHHO JIOKaJIbHOE IIOCTYIUIEHUE IIpernapara B TKaHM.
[Mocrymienue mpemnapaTa B KPOBOTOK HE3HAYUTEIbHOE,
TO3TOMY X CUCTEMHOE ICHCTBUE, B TOM YMCJIE I HETaTUB-
HOE, IPAKTUIECKKN OTCYTCTBYET. BoIpaXkeHHOCTh TTPOTHUBO-
00J1eBOr0 IEMCTBUSI IIPeIIapaToB AJisi MECTHOTO IIPUMEHEe-
HUSI B 3HAUUTEIbHOM CTEIICHM OIPEIE/ISIeTCs XapaKTepoOM
OCHOBHOTO JEHCTBYIOIIETO BelllecTBa. VIMEHHO OT 3TOro
3aBHUCAT BBIPAXKEHHOCTD JIe4eOHOro apdeKTa 1 CKOPOCTh
ero HactymieHus1. CIiocoOHOCTb IIPeoaoJieBaTh KOXHEIE
IMOKPOBBI B 3HAYUTEIbHOM CTEIIEHU OMPEIAL/ISICTCS pa3Me-
paMU MOJIEKYJTbI M1 MOJIEKYJISIPHOI MacCoii IeCTBYIOIIETO
BetecTBa. COOTBETCTBEHHO, YeM MEHBIIIEe Pa3Mep 1 Mac-
ca MOJIEKYJIbI, TEM YCIIEILIHEe IIPE0I0JIEBAET OHA KOXKHBIIA
Gapbep. Tak, UMEIOTCS CBEACHUS O TOM, YTO IIPU MOJIEKY-
JIIPHOM Macce MOJIEKYJbl, TpeBblmatoieit 400 r/Mob,
aKTUBHOE BEIIIeCTBO HE TIPOHMKAET Yepe3 KOKHBII 0apbep
U JIEHCTBYE €ro pean3yeTcsl TOJIbKO Ha KOXKHBIX IIOKPOBaX
[27]. Monekyna KeTonpodeHa nMeeT MaJleHbKHE pa3Mepbl
Y HU3KYIO MOJIEKYJISIpHYIO Maccy (254,3 1/Mob), 1 T103-
TOMY OHa JIETKO TIPOHMKAET Yepe3 KOoxXy, abcopOnpysch
B MbIIIeUHONM TKaHU. OCOOEHHO BaKHA CIIOCOOHOCTH
Iperapara MPOHUKATh 4Yepe3 IUIOTHbIE IIyOOKHUE CIIOU
JIEpMBbI, SIBJISIOLIEICS MOILIHBIM 0apbepoM IJisi MHOTHX
XUMHWYECKNX BemiecTB [28]. B mocnemyromem mperapar
MPOHMKAET B 0oJjice IIyOOKO pacCIlONOKEHHbIE TKaHU,
JIOCTUTAsT MBI M CYXOXXWIIHIA.

Pe3ynbrarhl 1a00paTOpHOIO MCCIeIOBaHMS ITOATBEP-
JIAJTV BBICOKYIO TIPOHUKAIOIIYIO CTIOCOOHOCTD KeTorpode-
Ha I10 CPaBHEHUIO C APYTUMU IEUCTBYIOLIMMU BELIECTBA-
mu. Tak, okazaaoch, UTO KeTonpodeH, MPUMEHSBILIUICS
B BUJE Tejisd, 00JlagaeT MaKCHUMAaJIbHOM ITPOHMKAIOIIEH
CITOCOOHOCTBIO — 22 % 1O CPaBHEHUIO C TeJISIMU, COIEP-
KalMMU TuKiIodeHak (B 2 paza meHblne — 11,2 %) v nu-
pokcukaMm (B 44 paza menbiue — 0,5 %) [29]. B nmocnenyio-
1IEM TT0JI00HBIE TaHHbBIE ObLUIM ITOJyYEHbI 1 B XOJIE IPYTUX
uccienoBanuii. HakorieHHble cBeIeHUST ObUIM MpoaHa-
JIN3UPOBAHBI B ME€TaaHAJIN3€, KOTOPBIN MTOKa3al, uTo Jie-
KapcTBeHHBbIE (pOPMBI KeToIpodeHa 111 MECTHOTO MpHU-
MeHeHUs o0JiamatoT Oosiee BBICOKON 3¢ (HEeKTUBHOCTHIO
B OTHOIIIEHWM YCTPaHEHUsI JTOKATbHOI CKEJIeTHO-MBbIIIIeY -
HOW 00JIM 1O CPaBHEHMIO C IPYTUMU IIMPOKO HAa3HAvyae-
mbeiMu HITBIT [30].

0O06e3060aMBaIONIMIA Y TIPOTUBOBOCITAIMTEIBHBIN 3¢h-
(heKT MeCTHBIX JIEKapCTBEHHBIX (DOPM B 3HAUUTEIHHOU
CTereHu ompenesercss U UX (QU3MKO-XUMUUECKUMU
CBOICTBaAMU, a TaKXXe XapaKTepOM BEIIeCTB, BXOMSIIIUX
B X COCTaB. YCTaHOBJICHO, YTO Ma3u M KPEeMbI IM0-pa3-
HOMY BITUTBHIBAIOTCS B KOXY: Ma3b Ha OCHOBE >KUPOBBIX
KOMIOHEHTOB BITMTBIBAETCSI HEAOCTATOYHO XOPOIIIO,
B CBSI3U C YeM JeMCTBYIOIIEe BEllleCTBO MPOHUKAET Uyepes
KOXY B MaJbIX KOJWYECTBaX, KpeM Ha OCHOBE BOJIHO-
KUPOBOU IMYJIbCUU — JIydllle rejsi. Pe3yabraTel aKcrme-
PUMEHTAJIBHOTO MCCIIeI0BAaHUS, 11eJbI0 KOTOPOTO OBLIO
CpPaBHUTEJIbHOE U3yYyeHUe CITOCOOHOCTU KeTompodeHa,
MIPUMEHSIEMOTO B Pa3HBIX MECTHBIX (DopMax, MPOHUKATh
yepe3 HEeMmoBPeXIeHHbIE KOXHbBIE MOKPOBBI, MOKa3aIn
MPEUMYIIECTBO KpeMa I10 cpaBHEeHMIO ¢ reneM [31]. AB-
TOPbI UCCIEOBAHUST YCTAHOBWIM, YTO MPUMEHEHUE Ke-
TorpodeHa B cocTaBe Ma3u Ha XKMPHOU ocHOBe (OeJblii
Ba3eJIMH) XapaKTepu3yeTcsl HU3KWUM ITOCTYTIJICHUEM TIpe-
naparta B I1y0Ob Koxu. [1oBbIllIeHHE MOCTYIICHUS TIpe-
rnapata TpeboBaJio yBeJMUYEHUS ero KOHLEHTPALUU B CO-
cTaBe Ma3u. 3HAYUTEJBHO JIydyllle MPOHUKAT B IJIyOb
KOXHBIX TOKPOBOB KeTOompodheH, MPUMEHSIBIITUIACS B BU-
Jie resisi. ABTOpHI MTOKa3aJik, YTO TIOBBIIIEHWE KOHIIEHT-
paiuu npenaparta B rejie 6osee 1—3 % maet mpupocT ero
MPOHUKHOBEHUH IO KOXY. [Ipr 9TOM KpeM BIUTHIBAET-
CsI JTy4IIie Tess.

HewmanoBaxHbIM acClIeKTOM MPUMEHEHUSsT JIEKAPCTBEH-
HbIX (DOPM JIJIS MECTHOTO TIPUMEHEHMSI SIBJISIETCS UX Y00~
CTBO B MCI0JIb30BaHUU. B TaHHO# cUTyaluu npeumMyiecT-
Ba Tejieil HeCOMHEHHBI. brIcTpoe BcachiBaHUE, OTCYTCTBHE
SKUPOBBIX TISITEH B MECT€ HAHECEHWs Tperapara AejaloT
BO3MOXHBIM MIPUMEHEHUE Tesiell B aMOyIaTOPHBIX YCI0-
Busix. CrenyeT Takke MMETh B BUIY, YTO HEIOCTATKOM
SKUPHBIX Ma3eil, B YaCTHOCTU U3TOTOBJIEHHBIX Ha OCHOBE
BaseJMHa, SIBJSETCS U TO, YTO OH TJIOXO CMEIIMBAETCS
C BOJIOi, TPYIHO CMBIBAETCS U yaaJIsieTcsl ¢ Oebsl.

B xkiMHUYecKOo# MpakTHUKe XOPOIo 3apeKOMEHI0BAI
cebs1 mpemnapar kerornpodeHa — KeToHas refib. JlaHHbIi
rejb colepXut 2,5 % KerompodeHa, 3T0 onTUMaIbHAas
KOHILIEHTPALUS 7151 TOCTUKEHUST JOCTATOYHOTO JIeYeOHO-
ro addexra. Kpome Toro, B coctaB KeToHasa rejist BXOAUT
a¢dUpHOE Macjio JIaBaHAbl, KOTOpPOe OO0JamaeT JeTKUM
oxJaxaaoimuM 3(Pp@GeKToM 1 0Ka3bIBaeT HEKOTOPOE I0-
MOJTHUTEJIbHOE MPOTUBOBOCTIAIUTEILHOE IEHiCTBUE.

OHMM U3 BapMAHTOB JIOKAJIbHOU Teparnuu sBJsieTcst
MECTHOE TpPUMEHEHHE TeIlla MaJioil MHTeHCUBHOCTH.
[MpumeHeHnune naHHOTO crocoba JieyeHns1 000CHOBAHO
B cilyyae 60/ yMEPEeHHON MHTEHCUBHOCTH, a TaKXkKe Mpu
HAJIMYUU JIOKATbHOTO M30BITOYHOTO MOBBIIIEHUS] MbI-
IIEYHOT0 TOHYca. Pe3ynbraTsl ncciaenoBaHmii CBUIETEb-
CTBYIOT O TOM, UTO I10 CBOCi 3(D(HEKTUBHOCTH JIOKAJIBHOE
nporpeBaHue He ycTynaet aeiictBuio psaa HITBIT, nmpu
9TOM, €CTeCTBEHHO, HE COMNPSIXKEHO C PUCKOM Pa3BUTHUS
CUCTEMHBIX MTO00YHBIX 3pdekToB [32]. OnTUMaNIBHBIM
cuyuTaeTcs obecrnedyeHue yMEepPEeHHOTO TPOTrpeBaHUS
(e 6ousee 40 °C) Ha IPOTSKEHUU JOCTATOYHO IJIUTEIb-
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HOTO Tepuoaa BpemeHu (He meHee 8 1) [27]. OgHuM u3
BapUaHTOB METO/IOB JIOKAJIbHOTO TIPOTPEBAHUS SIBJISIETCS
MIpUMEHEHNWEe KEeTOHaJ TePMO — pa30rpeBalolliero IJia-
cThipsi. HeoGxonuMo moayepkHyTb, YTO B €r0 COCTaB
KeTornpodeH He BXOAUT, TIO3TOMY HET OCHOBAaHUI OIa-
caThCsl aNAUTUBHBIX HETaTUBHBIX 3((PEKTOB MpPU €ro
OOHOBPEMEHHOM IIPMMEHEHUU C IpyruMu dopMaMu
HIIBII. JanHas qekapcTBeHHasl (popMa BKJIOYAET XKe-
JIE3HBII TTOPOIIIOK, BOMY, COJIb M aKTUBUPOBAHHBII YTOJIb.
[Tpu BCKpBITUM TEPMETUYHOUN YMAaKOBKU TMPOUCXOIUT
KOHTaKT MHTPEAUEHTOB ILJIACTHIPSI ¢ KUCIOPOAOM, CO-
JIepXKalluMcCsl B BO3yXe, U BCJIEACTBUE OKUCIECHUS Xe-
JIle3a MTHUIMMPYeTCs TepMudecKas peakiys. [1pu Hakite-
WBAHUM TUIACTBIPS Ha KOXY BBIIEISIETCS Tero,
obecrieunBalolee MporpeBaHme yyacTKa KOXU 1 HUXE-
JeKallux TKaHeH.

KeroHnan reiab u KetoHan TepMo 3(EMEKTUBHBI TpU
Ha3HAYCHUM TTAlIMCHTAM C YMEPCHHOM M CJIab0ii OOJIBIO,
0CO0EHHO B aMOYJIaTOPHBIX yCI0BUsIX. B aToli cutyauuu
5T (OPMBbI MOTYT MCITOJIb30BaThCSl B KAYECTBE MOHOTEPA-
nuu. [Ipy JeyeHruu malueHTa ¢ MHTEHCUBHOM WU UTU-
tenbHOM [1h HEoOX0aMMO MpUMeHEeHME JIOKATLHBIX JIeKap-
CTBEHHBIX (hOPM B KOMILJIEKCE C IpernapaTaMy CUCTEMHOIO
nerictBus. Takass KOMOMHUPOBaHHAs Teparusl 00ecreyn-
BaeT COKpaAIlleHVe CPOKOB Tepary U YMEHBIIECHUE JIeKap-
CTBEHHOI HArpy3kyd Ha OpraHM3M, YTO OCOOEHHO BaXKHO
JIJISI TIALIMEHTOB C COMAaTUYECKUMU 3a00JI€BaHUSIMU.

Heobxonumo noguepkHyTh, 4To KynupoBaHue I1b He
apisieTcsd camouenbto npuMmeHeHuss HITBIT. KoneuHas
3amaya JIedeOHbIX MEPOTIPUSATHI — BOCCTAHOBJIEHUE JI0-
CTaTOYHOTO YPOBHSI MOBCEIHEBHOI aKTUBHOCTH MallMCH-
Ta, €ro aJanTaluyi K OBITOBBIM M TPYAOBBIM Harpyskam,
MOBBIIIEHNE KayecTBa XU3HU. B psiny HalpaBieHUI Jie-
yenwus ramnuenTa ¢ [1b obs3arenbHO IMpoKoe pruMeHe-
HUE HEMEIMKaMEeHTO3HOTO JieueHUsT — (pu3uno-, pedek-
coTepaluu, MaHyaJlbHOUW Tepanuu. I[IpuMeHeHUe
YKa3aHHBIX JICUeOHBIX METOIOB B KAU€CTBE MOHOTEPAITUU
Hellesiecoo0pa3Ho. MakCUMaTbHBIN TTOJTOXKUTETBHBIN 3(h-
dekT GuznoTepanuy IOCTUTAeTCsl IIPU €€ COUYeTaHUU

C CUCTeMaTUYEeCKO JIeueOHOV TMMHACTUKOM. YOeauTeb-
HO TIPOJIEMOHCTPUPOBAHO, YTO OJTHOBPEMEHHOE Ha3HAYe-
HUE HEeMEeIMKaMEHTO3HON Tepaluu U peryaspHbIX, Mpa-
BIJIBHO MOA0OpaHHBIX (QU3UUYECKUX YHpakKHEHUM
3HAYUTEJbHO MOBbBIIIAET 3(PDEKTUBHOCTD JieueHUs1. bojib-
IO/ UHTEepeC MPEACTABISIIOT MOAU(UKAIINY HOTOBCKOM
TMMHACTUKH, 00eCIIeYrBarolIeii MpaBUIbHOE ITepepacIipe-
NeJIeHVe MBIIIIEYHOU HAarpy3Ku, MoaAepKaHUe TOKHOTO
o0beMa IBIDKEHUH B pa3HBIX CycTaBaX, ycTpaHEHHE N30bI-
TOYHOTO MBIIIIEYHOTO HAMPSIKeHYs. 3a1adyaMy HeMeTnKa-
MEHTO3HOTIO JICUSHUSI SIBJISIIOTCS KaK yCTpaHEeHUe 00JIeBO-
ro CHHIpOMa, TaK M BOCCTAHOBJIEHWE MPaBUJIbLHOTO
NIBUTATEJIBHOTO CTEPEOTHIIa, ONTUMMU3AIIMS XapaKTepa
JIBUTATETbHON aKTUBHOCTHU, YBEJIMUEHUE MPOAOIKUTEb-
HOCTU Meproaa pEMUCCUH U, UYTO OYEHB BaXKHO, CO3IaHue
y TalyeHTa YCTaHOBKM YBEPEHHOCTU B BO3MOXKHOCTU
JleyeHus1 3a0ojieBaHMsI, (hOPMHUPOBAHUE adallTUBHOIO
noBeaeHUsI. IMEIoTCsT TaHHBIEe O TOM, YTO MCITOTh30BaHNE
METOJOB MOBEISHYECKOI Teparnuu, MocelleHre MalueH-
ToB ¢ I1b, 0cOOEHHO ¢ MOAOCTPOI U XPOHUUECKOM, CIie-
LIMaJTU3UPOBAHHBIX IIKOJ CIIOCOOHBI CHU3UTh PUCK pa3-
BUTHUSI OOOCTpeHMIi, oOecreunBaloT (GopMuUpoBaHUe
aJeKBaTHOI'O OTHOIIICHUSI K UMEIOLIEeMYCs 3a00IeBaHUIO,
CO3/1al0T Yy NallMeHTa YCTaHOBKY Ha BbI3IOPOBJICHHUE.

TakuMm 00pa3zoM, HaTM4YKe pa3IMYHbIX (POPM KeToHaia
TO3BOJISIET Pean30BaTh MPUHIIMIT CTYIIEHYATON Teparun
nauuenTa ¢ I1b. I1pu nuHTeHCMBHOM 00JIEBOM CHUHIpPOME
HayaJIbHYIO Teparnuio BO3MOXKHO HAUMHATh C MapeHTepasib-
HOro BBeAeHUs mpernapata. [To Mepe KynupoBaHus 60711
11eJIeCO00pa3eH MepOPAIbHBIN MpueM Iperapara. B tom
ciydae, eciv TalUeHT MPOIOJIKAET TPYIOBYIO AESTeNb-
HOCTb, XeJlaTeJIbHO Ha3HayaTh KETOHAJI AyO, TaK KaK OIHO-
KpaTHBIIA B CyTKY ITPUEM KarCysibl 00eCIeUnBaET JTUTEb-
Hoe cTabwibHOe KynupoBaHue 6osu. [Tpu ymepenHoii [1b
BO3MOXHO MWCITOJIb30BAHME MECTHBIX JIEKApPCTBEHHBIX
¢dopm. Takke OHM MOTYT OPUMEHSITHCS MPU Ha3HAYCHUU
MapeHTePabHBIX WM MePOPATbHBIX JJIEKaPCTBEHHBIX (DOPM
C LIETBIO YCUJICHUS TIPOTUBO0OJIEBOTO 3(hheKTa U CHIKE-
HUSI JIEKAPCTBEHHOU HArpy3Ku Ha OpTraHU3M.
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XemopeHepBauuoHHoe NIeYeHue npenapamom HomynuHUYEcKoro
MOKCUHa muna A chacmuyecKux thopm iemcKoro
uepebpanbHoro napanuya

AJL. Kypenkos!, C.C. Hukutun?, A.P. Apremenko?®, b.1. Bypcarosa', JI. M. Ky3enkosa',
C.A. IletpoBa!, O.A. Knoukosa!, A.M. Mamenbsipos!
'®I'BY «Hayunboiii yenmp 300posws demeii> PAMH;
2 HUH obweii namonoeuu u namogusuonoeuu PAMH;
3 TBOY BIIO «Ilepgviit MITMY um. H.M. Ceuenosa», Mockeéa

Konmaxmoi: Anexceit JIveoeuu Kypenkoe alkurenkov@gmail.com

Jemckuii yepedpanvuoiii napanuy (1LII1) sersemes 00HUM U3 CaMbIX CePbe3HbIX NOCACOCMBUL NEPUHAMANBHO20 NOPAJICCHUS YEHMPANbHOU
HepeHotl cucmemvt (LIHC) u camoit yacmoii npuuuHoil demckoil Hegpoaoeuteckol unearudHocmu. CnacmuyHocms umeem 02poMHoe 3HA4eHue
npu JLII, nockonbky cayxcum 00HOU U3 21a8HbIX NPUMUH OPMUPOBAHUS NAMOA0CUYECK020 08UAMENbHO0 CIEPeOMUNA, HaACHO NPUBOOUM
K paseumuro namon0euveckux ycmanosox u konmpaxmyp. Ilpumernerue npenapamos bomyauruteckoeo moxkcuna muna A (bTA) é komnaexc-
HOM NeueHuU 8 8o3pacme 2—06 1em no36045em 3HAYUMEAbHO YAVHUUMY 08UAMeNbHble (DYHKUUL, a MAKIce YMEHbUUMb 006eM, OMCPOUUNTD
unu 0axce uzbexcamy HeKOMOoPbIX BUO08 XUPYPeUHECKO020 8Meuamenscmed,; 8 boaee cmapuiem WKOAbHOM 803pacme npumMeHeHue 60myauHome-
panuu no3eoasem peulams A0KaNbHble 0gueamensHvle npoonemol. Jlevwenue cnacmuurnocmu npu JLIIT npenapamamu bTA xapaxmepusyemcs
besonacrocmoio (Yyposers dokazamenvHocmu A) u evicoxoil sghghekmuenocmoro (yposers dokazameavHocmu A) — npusooum K usmeHeHuo na-
MON02UHECK020 O0BULAMENbHO20 CMEPeomund, 3HAYUMOMY YAVHUIEHUI) X00b0bl, 00CHOBEPHOMY YMEHbUIEHU) CHACMUMHOCIU NO WKAAAM
Dweopma u Tapdve, a maxice nogviuienuto 6a1106 NO WKANe UMEPEHUs 2100aNbHbIX MOMOPHbIX GyHKYu. CoOCMBeHHbIIl ONbIM NPUMeHeHUs
npenapama bTA onabotulinumtoxinA 6 komnaexcrom aevenuu 68 nayuenmos co cnacmuveckumu gopmamu JLIIT noxazan, umo docmueaem-
51 BHAUUMOe YayuuleHUue 08UamenbHbIX DYHKUULL, KOMOpoe 0COOeHHO SPKO NPosieasiemcs y Oemeil paHHe20 QOUKOAbHO20 803DACMA C YPOBHAMU
[—I11I no wixane 2106a1bHbIX MOMOPHBIX PYHKYUIL.

Karouesvte caoea: demcikuil yepeOparvHbiil napaiut, CHACMUYHOCMb, 60MYAUHUMECKUN MOKCUH MUna A, mexanusm 0eticmeus: 00myauHu4ecko-
20 mokcuna muna A, cnacmuveckas ounieeust, cemunieeuteckas opma, namoaoeuvecKuli 08UameNnbHblll cmepeomun, OpmoneouHecKas Xu-
pypeust, GHMUCNAcmu4eckue npenapamol, ueau Aederus, wkaia Juweopma, wikaia Tapove, wikana 2n06aabHbIX MOMOPHBIL GYHKUUIL, WKara
U3MepeHUs 2100a1bHbIX MOMOPHBIX QYHKYULL, IKBUHYCHAS YCMAHOBKA CIONbL, AHAAU3 X00b0bL

Botulinum toxin type A chemodenervation treatment in spastic forms of cerebral palsy

A.L. Kurenkov', S.S. Nikitin’, A.R. Artemenko’, B.I. Bursagova’,
L.M. Kuzenkova', S.A. Petrova’, O.A. Klochkova', A.M. Mamedyarov’
! Research Center of Child Health, Russian Academy of Medical Sciences, Moscow
2 Research Institute of General Pathology and Pathophysiology, Russian Academy of Medical Sciences, Moscow
3 .M. Sechenov First Moscow State Medical University, Moscow

Cerebral palsy (CP) is one of the most serious outcomes of the perinatal lesion of central nervous system and the most common reason for neuro-
logical disability in children. Being the key cause of pathological dynamic stereotypes that frequently result in pathological posture and contrac-
tures, spasticity is critically important for CP. The use of botulinum toxin type A (BTA) in complex treatment 2-6 years old CP patients allows
significantly to improve motor abilities, help to change the surgical procedure, delay or even avoid some types of surgery. For elder children the
use of BTA allows to improve local motor impairment. The treatment of spasticity in CP with BTA is safe (evidence level A) and highly effective
(evidence level A). It leads to the positive change of pathological dynamic stereotype, significantly improves gait, decreases muscle tone with
Ashworth and Tardeu scales and rises the gross motor function score. Our own experience of onabotulinumtoxinA treatment as a part of complex
therapy in 68 patients with spastic forms of CP demonstrates the significant improvement of motor function, most noticeable in younger patients
(early pre-school age) with GMFS I-111.

Key words: cerebral palsy, spasticity, botulinum toxin type A, mechanism of action of botulinum toxin type A, spastic diplegia, hemiplegic form,
abnormal motor stereotype, orthopedic surgery, antispastic drugs, treatment goals, Ashworth scale, Tardieu scale, gross motor function scale,
gross motor function measure scale, equinus foot placement, gait analysis
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Herckuii nepedpanbhbiii mapanuya (JILIIT) ssnsercs
OJIHUM U3 CaMbIX CEPbE3HbIX MOCIEICTBUIN MePUHATAIIb-
HOIO TMOpaXeHUsl LEeHTPaJbHO HEPBHON CHUCTEMBbI
(IIHC), uyTo cBs13aHO C 6OJBIION PacCpPOCTPaHEHHOCTHIO
3aboneBanus (2,0—2,5 Ha 1000 HoBopoxkIeHHBIX) [ 1] 1 TS -
XKEJNOM MHBAIMAM3ALUEN 3HAYUTEIBHOTO YMCJIa MTAlUeH-
ToB [2, 3]. 3abojeBaHUe BKJIIOYAET HECKOJBKO Pa3HBIX
¢GopM, IpY 3TOM 3TUOJIOTUYecKUe (PaKTOpbl, MOPPOIOTH-
yeckne n3meHenns B LIHC, maropu3nonorus, KIMHNYE -
CKU€ TIPOSIBJICHUSI, TEUEHWE M TPOTHO3 3HAYUTETHHO
paziauyaroTcs [4, 5]. HecMoTpst Ha 3To, MEeXXIyHApOIHOM
IPYIINON 3KCHEPTOB OBbLIO JOCTUIHYTO COIJIAILIEHHME IO
TOYHOI (OPMYJIMPOBKE OIpeAeeHNs] 1epeOpaaTbHOTO
napanuya: JJLIT — aTo rpynmna nepMaHeHTHBIX (TTIOCTOSTH-
HO TIPUCYTCTBYIOIINX) PACCTPOMCTB Pa3BUTUS IBUKECHUS
U TI03bI, TPUBOISIIMX K OTPaHUYECHUIO (YHKIIMOHAIBHOMN
AKTUBHOCTH, YTO SIBJIIETCS CJIEICTBUEM HETIPOTPECCUPY-
IOIIMX PACCTPOMCTB Pa3BUBAIOIIETOCS MO3Ta TJI0Aa UIn
HoBopoxIeHHoro [6]. Takxke ormedeHo, yro mpu JILIIT
JIBUTaTeJIbHasl AaTOJIOTUsI YaCTO COYETAeTCsl C HapyLICHU -
€M CEeHCOPHBIX cUcTeM (HanboJjiee 4acTo — 3pEHUS U CIIy-
Xa), KOTHUTUBHBIMHM IUCGYHKUIMSIMH, HapyIIeHUSIMU
peyu U pa3BUTUS peOCHKA, CUMIITOMATUYECKOI STIMIICTI-
cueii, BereTaTMBHBIMM PacCTpOMCTBaMu, BTOPUYHBIMU
OpTONEANYECKUMHU MpodaeMaMu U Ap.

310 omnpeneneHne moguepkunaet, uto J LI, sBussace
MMepBUYHO HEBPOJIOTMYECKUM 320016 BaHMEM, MOXKET ITPU-
BOJUTh B paHHEM BO3pacTe K HapYyLIEHUSIM IBUraTeIbHO-
ro pa3BUTUS U OOydeHHUs, a B Oojiee cTaplieM Bo3pacTe
K TIOSIBJICHUIO TTaTOJIOTUYECKUX YCTAHOBOK M BTOPUYHBIX
OpTONEANYECKUX HAPYILICHUI, KOTOPHIC B TOAPOCTKOBOM
U IOHOIIIECKOM BO3pacTe MOTYT OIpPeNesiTh COLUATbHYIO
1 OBITOBYIO JIe3aalTallMIoO U JaXKe MPeNnsITCTBOBATh MOJIY-
yeHNI0 Tpodeccnu M padboThl. TakmMm obOpaszom, JILITT
HMMEET BBICOKYIO COIIMAbHYIO 3HAYMMOCTD U TIPEACTaBIIS-
€T co00i1 CIIOXKHYIO METULIMHCKYIO TTPO0eMYy.

CnacTUuHOCTb UMeeT orpoMHoe 3HayeHue ripu JLITT,
TTOCKOJTBKY CITY>KUT OTHOM U3 TJIABHBIX TTPUYUH (POPMUPO-
BaHUS MATOJIOTUYECKOTO ABUTATEIbBHOTO CTEPEOTUIIA U Ya-
CTO MPUBOAUT K Pa3BUTUIO MATOJOTUYECKUX YCTAHOBOK,
KOHTPAKTYp U Jaxe 00e3IBUXKEHHOCTH MauueHTa [7].

[ToMruMO HamWuMs CITACTUYHOCTH, OCOOCHHOCTSIMU
MoTopHoro natrepHa y nereii ¢ LT ssastiores [8]:

* HaJIM4YKe HepeayLlUPOBaHHbIX MaTOJOIMYECKUX TO-
HUYECKUX pedekcoB (JaOMPUHTHOIO, CUMMETPUYHOTO
IIEHHOTO, aCUMMETPUYHOTO IIEHOTO M 1p.), KOTOPbIE
0COOCHHO SIPKO TIPOSIBIISIIOTCS TIPU TIepeMeHe TTOT0XKECHUS
TeJa U3 TOPU30HTAJIbHOIO B BEPTUKAIbHOE;

* MMOSIBJICHME HEMPOU3BOJBLHON CHUHKMHETUYECKOM
AKTUBHOCTH (TTaTOJIOTMYECKUX CUHKUHE3MIA) TIPY BBITION -
HEHUM 1ieJIEHATIPaBJIEHHBIX MPOU3BOJIbHBIX IBUXKECHUIA;

* HapylLIEHUE KOOPAMHATOPHBIX B3aUMOJEUCTBUI
MBIIII-CUHEPTUCTOB U aHTarOHMUCTOB — (PEHOMEH KOKOH-
TPaKINH;

* TIOBBbIIIIEHUE PedIEKTOPHOUN BO30OYIMMOCTH — Ha-
JINYKMe BBICOKOI'O YPOBHS cTapTai-pediexca.

CoxpaHeHMe pe3uayaTbHOrO0 MOTOPHOTO neduiuTa
u Majiast 9¢GHEeKTUBHOCTh PEAOMTUTAIIMOHHBIX MEPOTIPU-
aTril y 60abHbIX JILTT MOryT ObITH 00YCI0BICHBI HE TOIb-
KO o0beMoM U Jokanuzauuein mopaxenus IHHC, nHo
7 OBITB CBSI3AHHBIMU C IPYTUMU MATO(PU3NOTOTUYECKUMA
MeXaHU3MaMU, HallpuMep HapylIeHUEeM CEHCOPHO-MO-
TOPHOI WHTETpaluu, KOTopasi MPOSIBISIETCS MEXITOy-
IapHO# auccolnmanueil Mexay abdepeHTHbIM KUHECTe-
TUYECKUM BXOJIOM M 3 PEepeHTHBIM KOPTUKOMOTOPHBIM
BbIxonoM [9, 10]. Ha mpumMepe remumnapernyeckoi (hopmbl
JIIIT 6bu10 MoKa3aHO HapylleHHUEe CEHCOPHO-MOTOPHOM
WHTETrpallid Ha KOPTUKAJIbHOM YpoOBHe. PesynbraThl
TpaHCKpaHUATbHOW MarHUTHON CTUMYJISIIIN YKa3bIBaIN
Ha TO, YTO MHHEPBALIMS MBI TOPAXXEHHOW KOHEUHOCTU
OCYIIECTBJISIIACh WJIM TTOCPEACTBOM MIICUIaTePaIbHBIX
KOPTUKOCTMHAIbHBIX MPOEKIIUI OT HEMOPaKEHHOTO MO~
JIyluapusi, Wiv OuiatepajbHbIMU MPOEKIUSIMU OT Mopa-
>KEHHOTO W HETIOPaXKEHHOTO TIOJTYIIIapUii. Y 9TUX Xe 00JIb-
HBIX COTJIaCHO JaHHBIM (yHKIMOHanbHOiI MPT mnpu
MAaCCUBHBIX IBVXKEHUSIX MOPAXKEHHOM PYKU MPOUCXOAUIIA
AKTUBALIMSI COMATOCEHCOPHOI 001aCTU KOHTpaslaTepasib-
Hoil remucdepsl. CiaenoBareabHO, Y OOJIBHBIX C TEMUTIA-
petudeckoii popmoii JLIIT MBIIIIIBI TOpaXkKeHHOMH KOHEY -
HOCTY MMEJIU B 3HAUMTEJIbHOI YacTH ObICTPOITPOBOISIIINE
KOPTUKOCHUHAaIbHbIE 2(depeHTHbIE MPOEKIIMU OT UH-
TAKTHOTO UTICUJIaTePATLHOTO TTOJTYIIIApHsI MO3Ta, a peobia-
naroive adpdepeHTHbIE MPOSKIIMUA OT MOPAKEHHOU PYKHU
ObUIM HampaB/leHbl B KOHTpaJaTepajibHYIO MOPaKEHHYIO
remucdepy. B pesyasrate umena Mecto MeXMosyliapHas
JIACCOITMAITNST MEXITY TTPOTIPUOIIETITUBHBIM aphepeHTHBIM
KOHTPOJIEM JIBUXKEHUS U 3¢(hHepeHTHBIMU KOPTUKOCTTMHATb-
HBIMU YIPABJSTIOIIMMA KoMaHIaMu [9—11].

ITo MHeHM10 eBpOTIENCKUX IKCIEPTOB, MOKHO Bbljie-
JINTh HECKOJIBKO OCHOBHBIX MOAX0M0B K JiedeHuto JIIITI
[12]: 1) meTonsl dyHKIMOHATBHOI Tepanuu (JieueOHast
duskynerypa — JIDK, Maccak, anmmapaTHast KWHE3UOTeE-
panus v 1ip.); 2) KOHCEPBATUBHOE OPTOMENNYECKOE Jieue-
HUe (OpTe3UpoBaHNe, TUTICOBAHNE U JIP.); 3) IeKapCTBEH-
Hoe JiedyeHue (opajbHble aHTUCTIACTUYECKUE TTPETapaThl);
4) mpemnapaTbl OOTYJIMHUYECKOIO TOKCUHA; 5) MHTpaTe-
KaJIbHOE BBeieHNe 0aKI0¢eHa C TOMOLLBIO ITOMITBI; 6) op-
TonenuyecKast Xupyprus. JIeueOHbIe TOAX0bI IPUMEHSIOT
B 3aBUCUMOCTH OT CTeTICHM TsKecTr pedeHka ¢ LI u ero
Bo3pacTa. MeToabl GyHKIMOHAJBHOM Teparu U KOHCep-
BaTHMBHOE OPTOIEANYECKOE JICUEHUE UCTIONIB3YIOT C CaMO-
ro paHHero Bospacra. borynmnHoTepanus, Kak MpaBuio,
MpUMEHsIeTCsI ¢ 2-7eTHero Bo3pacta. CoueTaHHOE TTpUMe-
HEHME ITHX MOAXOJ0B C YUETOM HEINPEPbIBHOTO AJIUTE/b-
HOTO JIEYEHHUSI C KOPPEKIIMEN BCeX KOMOPOUIHBIX HapyIIIe-
HUl  oOecrieuMBaeT  BBICOKYIO  2(D(PEeKTUBHOCTH
KOMIUIEKCHOTO jiedeHust. [1py1 HeoOXoaMMoCTH, eciii uMe-
€T MeCTO TeHepalu30BaHHas CMACTUYHOCTh, TPUOEraiT
K MHTpaTeKalbHOMY BBeIEeHUIO OakiiodeHa U opTorneao-
XUPYPrUIecKOMY JICYEHUIO TTpHU (hOpMUPOBAHUN (DUKCH-
POBaHHBIX KOHTPAKTYpP U AUCTOMUI cycTaBoB. [IpumeHe-
HHUEe OpaJibHbIX aHTUCIIacTUYecKux npenaparosn rpu J LT
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4acTo OBIBAa€T OTPaHWYEHO BBUIY Pa3BUTHUSI CHCTEMHBIX
MOOOYHBIX I(PDEKTOB MPU JOCTUKEHUN aIEKBATHBIX 103
JIJIS CHYDKEHUST MBIILIEYHOTO TOHYca. PerynsipHoe HaO110-
JIeHre 3a TallMeHTOM oOecreyrBaeT MpeaynpexaeHue
Pa3BUTHS TSLKEIBIX OPTOTEANIECKUX HapyIIEeHU 1 CBO-
€BpeMeHHOe Ha3HaYeHUsT HeoOXxoaumoro jJeueHus [12].

[Ipu neyeHnn OOTYIMHUYECKUM TOKCMHOM THMa A
(BTA) MakcuMasbHast BO3MOXKHOCTb MOIU(MUKALIUU 3a00-
JIeBaHUS OTMeYaeTcsl Ha aTare (popMUPOBaHUS U 3aKpe-
TJIEHUSI TATOJIOTUYECKOTO JIBUTATEJIbHOTO CTEPEOTHIIA,
T. €. B Bo3pacTte 2—5 j1eT. OTCpOUYnTh, YIIPOCTUTh WU TaXKe
n30exxaTh XUPYypruyeckoro BMeIIaTebcTBa Ha poHe Jie-
yeHus npenapataMu BTA B0O3MOXHO B AOLIKOJbHOM
W MIJaalieM IIKOJbHOM Bo3pacte. B 0Gosee crapuiem
IIKOJIbHOM BO3pacTe MNpUMEHeHUe OOTYJIMHOTepanuu
MO3BOJISIET PellaTh JOKaJIbHbIE IBUTaTebHbIC TPOOJIEMBI,
YMEHBIIUTH 00JIb BCAEACTBUE NJIUTEIbHO CYILECTBYIOIIEH
CITACTUYHOCTU, OOJIETYNTD YXOJI 32 TMAIIUEHTOM C TSIKEJIbI -
MM JBUTATEJIbHBIMU HapyIICHUSIMU, a TakKKe HOCTUYb
TaKMX LeJel, KaK yaep>KaHue MOJIOKEHUs TeJla CUIS Un
cros [13].

Mexanusm deiicmeus ripenapatoB BTA npu neueHUN
JIBUTaTeIbHBIX paccTporicTB 1mipu J LT oOyciaoBiaeH pas-
BUTHEM XEMOJAECHEepBalLMM, T. €. IPsSIMbIM, Nepucepude-
CKMM BJIMSIHUEM Ha JBUIaTe/IbHbIE BOJOKHA (Ha HEPBHO-
MBIIIIEYHYIO TIepeaady), KOorja Ha IMMpeCMHaNnTUYeCKOM
YPOBHE IIPOMCXOIUT HapyIIEHUE BEICBOOOKICHUS alleTHI-
xojrHa (AX) [14, 15]. BTo NPOUCXOOUT TOC/E BBEACHMS
npenapata bTA B MblILIIy B HECKOJBKO 3TanoB: 1) CBsI3bI-
BaHME TSDKEJIOMN 1IeTTM HEMPOTOKCHHA CO CIeIM(pUIecKuMU
pelienTopaMu Ha TEPMUHAJIU IBUTATeJIbHOTO aKCOHA; 2) MO-
[JIOLEHUE HEWPOTOKCHMHA HEPBHOW TEPMUHAJbBIO MyTeM
SHAOLMTO3a C O0Opa3oBaHWEM MEMOpPAHHOTO Iy3bIpbKa
(v nHTEepHAIM3aIKs ); 3) BBICBOOOXIEHNE M3 MEMOpaH-
HOTO MYy3BbIpbKa JIETKOU LIENM U IIPOXOXKICHUE ee uepe3
MeMOpaHy, UYTO MPOMCXOIUT 3a CUET U3MEHEHMST CBOMCTB
MOHHBIX KaHAJOB IPU B3aUMOJECWCTBUM C MeMOpaHOM
aMMHOBOTO KOHIIA TSDKEJIOW IENMM HeWpOoTOKCUHA (Mn
MeMmOpaHHasi TpaHcjoKaius); 4) BO3IEUCTBUE JIETKOMU
LIeNX Ha TpaHCIOPTHBIN 0eok SNAP-25, mo3Bosnsioniee
n3oexatb (GopMHUPOBaHUS TPAHCHOPTHOIO KOMILIEKCa
1 COeMHEHUsI CHMHATITUIECKOTO My3bIphKa, COMEPXKaIlero
AX, ¢ mpecuHanTUYeCKOl MeMOpaHoit (1 TIpeodpaso-
BaHMS B IMT030J11). B uTOre 310 00YC/I0BIMBAaET HEBO3-
MOXHOCTb BbIxoJa AX B CUHAIITUYECKYIO 11I€JIb U CBSI3bI-
BaHME C peleNnTOpaM1 Ha MOCTCMHANITUYECKOI MeMOpaHe.
Takum o6pa3zoM, 13-3a ONTMCAHHBIX U3BMEHEHUI B TEPMU-
HaJIM JIBUTaTEJbHOIO aKCOHA pa3BUBACTCSI XMMUYECKas
JIeHepBallys U pa3BUBaeTCs OJIOK MPOBEACHUS MMITyJIbCca
C HEpBa Ha MBIIIIILY, YTO, B CBOIO OY€pEb, TPUBOIUT K MU-
opeJlaKCalluy U CHUKEHUIO CITACTUYHOCTU MBIIIIIBI.

Ho npu BBeaeHuu npemnapata bTA B Mbllly pa3Bu-
BaeTCsl HE TOJIBKO €€ MUOpeIaKcallsl, HO TakKxKe MEHSIOT-
Csl MEXXMBIIIIEYHbIE B3aUMOACHCTBUSI MEXKITy MBIIIIIAMU-
CUHEpTUcTaMu U aHtaroHuctamu. [lpu paccrnabieHun
MBIIIIIBI PE3KO CHUXKAETCs TMaTojiorndyeckas addepeHra-

1I1s1, KOTOpasi TIPU CIIAaCTUYHOCTH CBsI3aHa C MOCTOSTHHOM
aKTUBAIMEN MBIIIEYHBIX BEPETEH. 32 CUET YMEHBIIECHUS
MPOIPUOLICTITUBHON addepeHTalluM HOPMaIU3YIOTCS
CMUHAJIbHbIE MEXaHWU3MBbI PETYJISILIMU MBIILIEYHOTO TOHYCA,
YTO CBSI3aHO C (PEHOMEHOM PELIMITPOKHOTO TOPMOXKEHUSI.
Taxske HOpMaJIM3yeTCsT TIPOINPUOLIENITUBHBIN achdepeHT-
HbII MOTOK B LIEHTPaJIbHbIE, KOPKOBBIE CTPYKTYPbI COMa-
TOCEHCOPHOI CUCTEMBI. DTO MPUBOAUT K U3MEHEHMIO
KOPKOBBIX CEHCOPHO-MOTOPHBIX B3aMMOJIEUCTBUI 1 HOP-
MaJiM3allui KOPKOBOTO JIBUTATEJIbHOTO KOHTPOJIST 3a
TOPMO3HBIMU MEXaHU3MaMU CIIMHHOTO Mo3ra (B IepPBYIO
oyepeb HopMaJIM3alus MPeCUHANTUYECKOTO TOPMOXKE -
Hus) [16, 17]. Takum oGpa3om, Ipy BBEAEHUH TIpenapa-
Ta BTA B CITaCTUYHYIO MBIIIIY MPOUCXOASAT CIOXHbBIE
Helipo(dr31OoJ0rMYecKre M3MEHEHMST Ha Pa3HbIX YPOBHSIX
KOHTPOJSI ABUXKEHUSI, YTO CErOIHsI MO3BOJISIET YTBEp-
X1ath, 4To BTA He TOJNBKO SBASIETCS JIOKATBHBIM MUO-
pelaKCaHTOM JIJTUTEILHOTO NEMCTBYS, HO U TTPErapaToM,
3HAYMMO BIMSIOIIUM Ha adpdepeHTalno. A B psiae Cliy-
yaeB U3MeHeHue adhdepeHTaluy BCASACTBME BBEICHMUS
npenapatoB BTA nmMeer nipu JILIIT He MeHbllee 3HaUYe-
Hue, yeM 3(PdeKT Muopesakcalum, Tak Kak JOKaJabHOe
npuMmeHeHrue BTA MoxxeT mpuBOAUTH K 3HAUMMBIM U3MeE-
HEHUSIM IBUraTeJIbHOrO CTaTyca He TOJbKO B MECTE BBE-
JIeHUS MpernapaTa, HO U MEHSTh MaTOJIOTUYEeCKUM TBUTA-
TEJbHBIN CTEPEOTUTT B IIEJIOM.

Kpowme toro, Bcero 10 et Ha3am ObLIO BBISIBJICHO YHU-
KallbHOe aHTUHouMLenTuBHoe AelictBue BTA, o0ycioB-
JICHHOE KOMIUIEKCHBIM MEXaHM3MOM BO3ACWCTBUSI Ha
nepudepruyeckoM M IIEHTPAIbHOM YPOBHSIX HEPBHOMU
cucteMbl. B ocHOBe 3TOro MexaHus3Ma JIEKMT OJIOKana
¢dbopMUpPOBaHUS TPAaHCHOPTHOIO KOMILIEKCa, HEOOXOIM -
MOTO JUISI BBICBOOOXXIEHMS MPOBOCITAIMTEIbHBIX HEHPO-
MenTuaoB (cyocTaHMK P, KaTblIMTOHWH-TEH-CBSI3aHHOTO
MenThIa U HEMPOKWMHUHOB), UTPAIOIINX BaXKHYIO pPOJIb
B IIpolieccax Ba3oauaTaliuy, HeipOreHHOro BOCHaJIeHUS
¥ reHepaunu 6oy [18]. TTosrydeHHBIE JaHHbIE TO3BOJIMIN
ncTosib30BaTh rpernapatsl BTA wist acdhdekTuBHOTO NTeue-
HUSI XPOHUYECKUX OOJIEBBIX CHHIPOMOB, B TOM UKCJIE ac-
COLIMMPOBAHHBIX CO CITACTUYHOCTBIO, KOTOPbIE 3HAUUTEIb-
HO CHIKAIOT Ka4eCTBO XXU3HM MallMEHTOB.

Lenu seyenus crmactuayHocty mipu A LIIT MoryT 6bITh
chopMyTMPOBaHBI MO-PA3HOMY:

* yIy4yllleHUe ABUIaTebHbIX PYHKUMUI 1 (opMUpPO-
BaHMe 60Jiee NMPaBUIbHOIO IBUTaTEJIbHOIO NaTTePHa;

* pa3pylIieHHe MaToJIOTMYECKOTo ABUTaTeIbHOTO CTe-
peoTUIIa C LIEJIbIO YIYUIlIeHUsT BEPTUKATIN3ALUM TTallueHTa
U OBJIAZCHUS HaBbIKAMU CaMOCTOSITEJIbHOIO CHUICHUS,
CTOSIHUSI U XOJbOBI;

* KYITUPOBaHWE MBIIIIEYHBIX CITa3MOB 1 00JIN, CBS3aH-
HOW ¢ IJIUTETHbHO CYIIECTBYIOIIEH CITAaCTUMHOCTbIO;

* CHIDKEHUE CHACTUYHOCTU ISl OO0JIerYeHus IpoBe-
NIeHUsT Maccaxka, KuHe3uoTepanuu u 3ansituii JIOK;

* CHIDKEHME CITACTUIHOCTH JUTS YITYJIIEHHST TIPOBE/Ie-
HUSI KOHCEPBATUBHOTO OPTOIEINYECKOTO JieueHUsT (HO-
LLIEHUS IIUH, OPTE30B, JIOHTET U Ap.);
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* ob0JieryeHue yxoja 3a MajJoKypadeJabHbIMU U 00e31-
BUKCHHBIMU TTAIIUCHTAMM;
* YMEHbIIEHNE KOCMETUYECKOro aedekra, 4To 0Co-

OEHHO BaXXHO B MOJPOCTKOBOM M FOHOILIECKOM BO3pacTe.

st ontenku 3¢ GEeKTUBHOCTH JICUEHUST, B TOM YUCTIe
u 6otynuHorepanuu, npu JLTT npuMeHsI0OT HECKOIBKO
TPAaAULIMOHHBIX MOIXOA0B, KaXIbI M3 KOTOPBIX MMEET
CBOM IUTIOCHI U MUHYCHI. [TogpoOHOe onvcaHne HEBPOJIO-
TMYecKoro u oprornenndyeckoro cratyca npu J LT mo3Bo-
JISIeT JOeTaJibHO TIPEICTaBUTh TAlIMEHTa, HO TIPU 3TOM
OYEHb CJIOXKHO HCIOJIb30BaTh 3TO OMUCAHME IS 00bEK-
TUBHOI KOJWYECTBEHHON OLIEHKW OUHAMUKM Ha (oHe
neyeHus. Mcosib3oBaHME MIKaJI CITACTUYHOCTH (DIIBOP-
ta 1 Tapawe) mpu JLIIT mpuMeHSTIOT WUIST OTIpeacIeHUS
HapylIeHWI IBUKEHUSI Ha OIpeaeIeHHOM YPOBHE (roJie-
HOCTOTHBIN, KOJICHHBI WJIM Ta300eIpEeHHbII CyCTaBhbl),
HO He JaeT 1eJIOCTHOM KapTUHBI ABVMKEHUST M1 HOCUT He-
CKOJIbKO CYObeKTUBHBIX XapakTtep [19]. IlIkanbl omieHKH
U U3MepeHus 0oablnX MOTOpHBIX pyHkuuit (GMFCS
n GMFM) B HacTosl1lee BpeMsl CYUTAIOTCS ONITUMAJIbHbI-
MM IUIS HAOMIOAEHUS 3a Pa3BUTUEM JIBUIAaTEIbHBIX BO3-
MoxkHocTeit pedenka ¢ LI u quist olieHKM peakiuu rpu
KOPPEeKIINHU NaTOJOTUISCKUX ABUTATeIbHBIX (DYHKIIMI [12,
20, 21]. ®oT1o- 1/1an BUACOKOHTPOJIb 10 U ITOC/Ie UHbEK-
uuii BTA u peabuwinTauuy IPUMEHSIOT HaubojIee YacTo
B IIIMPOKON KIIMHUYECKOU MTPaKTUKE, HO TIPU OTOM MMe-
eTcsI OoJbIast Bapualus IJ1s1 CyObeKTUBHOIM MHTEpIIpeTa-
LIMY TIaTOJOTMM TO3bl M NBUKEHMI. MHOrokaHajibHas
snekTpoMuorpaduueckas (DMTI') 3armch OnMoaneKTpude-
CKOM aKTMUBHOCTW MBIIII] B TIOKOE, TIPU MPOU3BOIHLHOM
LIeJICHAMPaBJICHHOM ABMXKCHUU U TIPU MATOJOTUYECKUX
CUHKMHE3MSIX 00yiamaeT OOJIbIION LIEHHOCThIO M 4acTo
MOXET CIY>XKUTh OOBEKTUBHBIM KOHTPOJIEM WM3MEHEHUM
JIBUTATEILHOTO CTePEOTHIIa pebeHKa Ha (hOHE ITPOBENEHMS
JII0001 IBUTaTeIbHOM peabuuTaunu [22]. AHaIN3 XOab-
ObI ¥ OMIOPHBIX peaKIrii B HACTOSIEEe BPeMsI MOXKET CJIy-
JKUTB «30JIOTBIM CTaHAAPTOM» JIUTS IIEJIOCTHOI BCECTOPOH-
HEell OILICHKMW JABVWKEHWH IMallMeHTa C pacyeToM Kak
KMHETUYECKUX, TaK U KWHEMaTUYeCKUX rmapaMeTpos [23].
Cpenu HeAOCTaTKOB 3TOTO METOa MOXKHO OTMETUTh 00JTb-
LIYIO JJMTEIbHOCTD UCCIEA0BAaHNUS, CJIOXKHYI0 00pabOTKY
1 MHTEPIIPETALINIO TTOTyYeHHBIX TaHHBIX.

Jleuenue npenaparamu BTA nipu ALIIT umeeT camyto
BBICOKYIO J0Ka3aTeJibHy10 0a3y. B 2008 . B xkypHane «Neu-
rology» ObLI OIMyOJMKOBaH OTYeT AMEPUKAHCKOI aKaje-
MMU HEBPOJIOTUHM O TeparneBTUIecKoM nmpuMeHeHnun bTA
TpU ABUTATENIbHBIX paccTpoiicTBax [24]. B pa3nene pexko-
MeHpauuii mo nedyeHuro A IIT ykazano: 1) unbexkiiuu bTA
B UMKPOHOXHBIE MBbILIIbBI MPU CHACTUYECKOM 3KBUHYCE
(3KBUHYCHOM YCTaHOBKE CTOIT) CJIEAYeT UCTIOIb30BaTh KaK
Ipenapar BEIOOpa C YpOBHEM J0KA3aTeIbHOCTH A; 2) UHB-
exuuun BTA cinenyer paccMaTpuBaTh KakK mpenapar BbI00O-
pa [71s1 JIeYeHUsI CITaCTUMHOCTH alAyKTOPOB O6eapa U KOHT-
posist 00K ¢ Y TIAIIMEHTOB TIOCJIe ONepaluy yUTMHEHUS
aJTyKTOPHBIX MBIIIL C YPOBHEM JoKa3zaTeJbHOCTU B;
3) mpu CNacTUYHOCTU BEPXHEil KOHEYHOCTU UHBEKIIUU

bTA crnenyer paccMaTpuBaTh Kak IIperapaT BblOOpa
C ypOBHEM JoKazaresbHocTu B. B koMMeHTapusix mo jeue-
Huto JIIIT ykazaHo, 4TO IIpy SKBUHYCHOI YCTAHOBKE CTOIT
WHBEKLIMU BTA B MKPOHOXKHBIE MBILLILIBI SIBISIOTCS 3D heK-
TUBHBIM METOIOM JICUCHUSI, ¥ TIPY 3TOM HET YOSTUTEITBHBIX
JTAHHBIX B HEOOXOTUMOCTU JOTIOJHUTETbHBIX UHBEKIIUI
B KaMOaJIOBUAHYIO MBIIIILY WJIX APYTHAE MBIIILIHL.

B 2010 . AMepuKaHCKOW akaJeMHUell HeBPOJIOTUU
n OOIIeCTBOM JETCKOW HEBPOJOTUM OBLT IpencTaBiieH
otyeT 0 (hapMaKOJIOTUIECKOM JIEYEHUU CIACTUYHOCTU
y neteit u moapoctkos ¢ JALIIT [25]. Ha ocHoBaHUY TTy0IM-
Kalui B HaydHOW MeAUIIMHCKON TuTepaType ObLIO clesa-
HBI HECKOJIBKO 3aKJTIOYEHHI TT0 TIPUMEHEHUIO TIPerapaToB
BTA mpu JILUIT: 1) uabexkumyn BTA B MBIIIIIBI BEpXHUX
U HIDKHUX KOHEYHOCTE! SBISIIOTCS 9 (EKTUBHBIM Cpel-
CTBOM JIEYEHUSI CITACTUMHOCTH C YPOBHEM J10Ka3aTeIbHO-
ctu A; 2) uabsekuuu bTA y nereii ¢ JILIIT ciemxyeT cautaTh
0e30ImacHbIM METOJIOM JieueHH s (YpOBEHB JOKA3aTeIbHO-
ctu A). OnHaKO MOTYT HAaOIIOAaThCA CIydau TeHepaan30-
BaHHOI MBIIIEYHOH ciabocTu; 3) B HacToslIee BpeMs
HEIOCTaTOYHO J0KAa3aTeJIbCTB, YTOOBI OTHO3HAYHO YTBEP-
KIaThb WJIM OTpULIATh, 4YTO MHBbeKIMU BTA yaydinaior
nBurareabHble hyHKuuu nauueHTos ¢ JJLTT.

bbliy mpoBeaeHbl MHOTOUYMCAEHHbIE KIMHUYECKUE
UCCeA0BaHUs 10 MpUMEHEHUI0 onabotulinumtoxinA
npu JLIIT.

PannomusupoBaHHOE IBOMHOE CJIETIOE TUIAlIeO0KOHT-
popyeMoe ucciaenoBaHue ObUIO IPOBEACHO MUIS BbISIBIIC-
aus BimstHUS BTA Ha xonp0y 20 malmeHToB ¢ 1iepedpaib-
HBIM TIapaJIniyoM, UMEIOIINX SKBUHYCHYIO nehopMalinio
crorbl [26]. OLeHuBaIuCh UHbEKIMY onabotulinumtoxinA
B no3e 4 EJI/xr Macchl Tej1a pebeHKa 1iu miaieoo (pusu-
OJIOTMYECKUII PacTBOpP) B MKPOHOXHBIE MbIIIIbL. s
JTOCTOBEPHOI OIIEHKM TMHAMUKHU ABUTATEIBHOTO cTaTyca
nauureHToB ¢ AT mpuMmeHsiicsa BuneoaHaan3 IBUKCHU I
C pacyeToM KMHETMYECKUX M KMHEMaTUYECKUX Tapame-
TpoB. Pe3ynbraThl moka3aju, YTO MpUMEHEHHUEe OOTOKca
MOXKET TTPUBOAUTH K TOCTOBEPHOMY YIYUIICHUIO XOIbOBI
B TeueHue 2—12 mec nocie unbekuuit (p < 0,02). [pu
3TOM He ObLI0 3a(PUKCUPOBAHO TSXKEBIX TTOOOUYHBIX (-
(eKToB, CBSI3aHHBIX C MPUMeHEeHreM onabotulinumtoxinA.

Emnie omHO paHIOMU3MPOBAaHHOE NBOMHOE CIIETOe
IUIaIIcO0KOHTPOIMPYEMOE UCCICIOBaHNE OBLITO TOCBSIIIC-
HO U3y4YeHU10 XoALO0bI 114 maluueHToB co CIacTUYECKUMU
dopmamu LTI Ha ¢poHe mpuMeHeHus npernapata BTA
[27]. NMabekunm miperiapata BTA (onabotulinumtoxinA
B 1o3e 4 EJI/xr unu nane60) BHIMOTHSUIMCH B UKPOHOXK-
HbI€ MBIIIIIBI. X0Ib0a OlLICHMBAIACh BPAYOM IIPU MOMOIIX
creluaabHO pa3paboTaHHOMN IIKaIbl C OLIEHKON B Oalaax
Kaxoro rmapamerpa. Pe3yabraTsl TO3BOJISIIOT TIPEATIOJIO0-
KUTb, 4yTO TIpuMeHeHue bTA MoxeT npuBoaUTbH K JOCTO-
BEpHOMY YJIYUIIIEHUIO MOXOAKHU Ha 2—12-i1 Henessx rmocjie
uHbekuit (p < 0,028). B rpymnmne jgedeHus: mpenapaTom
BbTA y 12 (17 % ) nauueHTOB U3 72 ObIIN 3apeTUCTPUPO-
BaHbI HEXeJIaTeIbHbIE SIBIICHUS, CBSI3aHHBIE C JIEYCHUEM.
Bce oHu ObLIM JIETKO# WM YMEPEHHON CTEIeHU TSKECTU
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Opueunanvrole uccredosanus

1 KYTIMPOBAJIMCH CAMOCTOSTEIbHO 0€3 TOMOTHUTEIbHOTO
JICUCHUSI.

CrielinajabHOE paHIOMU3UPOBAHHOE I1J1alIe00KOHTPO-
JMpyeMoe rccienoBaHue BiavsHus BTA Ha nBurareabHbIe
GyHKUIMU y AeTei ¢ remunaperudyeckoit opmoit LTI
obu10 BEITTONHEHO S.C. Love 1 coaBT. [28]. brur ncnonib-
30BaH onabotulinumtoxinA B no3ax 2,8—4,7 EJI/Kr macchbl
Teja WM miane6o. OLeHka aeTeii MpoBOaAMIaCh MO MOAM -
¢uIMpoBaHHON IIKayie DITBOPTA W IIKaje M3MEpEeHUS
r100aIbHBIX MOTOPHBIX (hyHKIMIT (GMFM-88). [lanHbie
3TOr0 UCCJIEA0BaHUS MO3BOJMIN CIAEIaTh BHIBOA O TOM,
yto BTA MOXeT JOCTOBEPHO YJAYUIIUTh TOHYC U JIBUTA-
TeabHy0 GyHkumio (p < 0,05) y mameHToB ¢ TeMuIiape-
tnaeckoit ¢opmoit JLIT mpu TecTupoBaHum yepe3 3
U faxe 6 Mec MocJie OMHOKPATHBIX MHBEKIIMA.

brina mpoBeaeHa peTpocrneKTUBHAs olieHKa 424 neteit
¢ AT ¢ uenbto onpeneaeHus: BausHUs nHbekuuii bBTA Ha
BpEMsI TEPBOI OPTOMEINIYECKOI OTepalinu, pacipocTpa-
HEHHOCTb W 4YaCTOTY OPTOINEANYECKOU XUPYPIrUU y JeTei
¢ JAIIIT [29]. [TokazaHo, 4yTO MpUMeHeHre nHbeKIi bTA
B KoMIuieKcHOM jiedeHuu A 1IIT mo3BossieT He TOJIbKO OT-
JIOXKWUTh XUPYPrUUECKoe JieueHre Ha 0oJiee cTapiinii BO3-
PacT, HO TaK:Ke CHU3UTD YaCTOTY XUPYPIMYECKUX OTIepaLIMii.

CrieliMasIbHBIN PETPOCIIEKTUBHBIN aHAIU3 JaHHBIX 189
nauueHToB ¢ JILLTT Ob11 BBITTOJHEH JJ151 TOTO, YTOObI BbISI-
BUTbh, KakWe (DaKTOpHI BIUSIOT Ha Pe3yJIBTaT JICUCHUS
npenapatoM BbTA skBuHycHoOi yctaHoBKM ctom [30].
brLu10 mMokazaHo, 4TO 103a, pacCYMTaHHAsI Ha KI' MacChl
TeJa pedeHKa [IJ1s1 BBEIEHUS B MBILILLY-MUILIEHb, SIBJISICTCS
caMbIM BaXXHBIM (pakTopoM 3(h(HEeKTUBHOCTH, HO TIPU 3TOM
cymMapHas go3a IpernapaTta bTA Ha mipolenypy He Kop-
penupoBaa ¢ yaydiieHueM. Takke 0TMeUeHO, UTO BO3pacT
MalnyeHTa UMeeT MOJOXUTEbHbIN He3aBUCUMBbIN 3D hEKT,
T.€. YeM MJIaJiIe peOeHOK, TeM JIydIlle pe3yJbTaT OT UHb-
exuuii BTA. Pa3noe passenenue npenapara bTA (1, 2 unu
2,5 ma ¢pusnonorndyeckoro pactsopa Ha 100 EJI onabotu-
linumtoxinA) He BUsI0 Ha 3(P(PEKTUBHOCTD JIEYEHUS TPU
BBEACHUN B MKPOHOKHBIC MBIIIIBI. bbIJTO 00HApy:KeHO,
YTO ONTHUMaJbHAs J03a onabotulinumtoxinA y mereit co
crnactThyeckoil nurerueit cocrapisier 3—4 EJI/Kr Macchbl
TeJa U1t UKPOHOKHBIX MBIIIIL] OMHOM HOTH, a IPY FeMU-
rrermyeckoit opme J LI no3a mperrapara BTA TpebyeT-
¢4 BhIlIIe U cocTaBiisger 5—6 EJI/Kr Macchl Tesa 1uist uKpo-
HOXXHBIX MBIIIIL] OAHOM HOI'U. BbLI MpoaHaIu3upoBaH elie
OJVH aCIeKT KOMILIeKCHoro JeueHus nereit ¢ JAIIT — ya-
CTOTAa W IJINTEIBHOCTh TPUMEHEHUS KWMHE3MOTEepaIuu
n JIOK nocne nabekunii BTA. Jlydime dyHKIIMOHAIb-
HbI€ PE3YJIbTaThl ObLIY MOJYYEHBI IIPU MMPOBEACHUM 3aHSI-
TUI hu3noTepaneBToM 1—2 pasza B HeJEI0 HEMPEPbIBHO
n mmteasHo [30].

CoracHo oduimanbHO MHCTPYKIMK B Poccun mpe-
rmapat 00TOKC CJIeayeT IIPUMEHSITh IIPY JICUSHUU CITacTUy-
HOCTU M 3KBMHOBapyCHOI nedopMallii CTOIbI y AeTei
¢ JULII. Ilpy 3TOM PEeKOMEHIOBAaHO BBOAMUTH PACTBOP
mmpemnapata B 2 TOYKM KaXXKOOH TOJOBKUA WKPOHOXKHOM
MBI (MeAUaIbHON U JaTepanbHoii). [1pu remuruieru-

yeckoil opme JLIIT pekoMeHaOBaHHAsI HaYaJibHas 00-
mas no3a cocrasisiet 4 EJI/Kr Macchl Tesia B MOpaXkeHHYIo
KOHEYHOCTb; MPY CMIACTUYECKOI AUTLIETMN PEKOMEHIOBAH-
Hasl HavyaJibHast o0O1as no3a — 6 EJ1/Kr Macchl Tena Ha 06e
nopaxeHHble KOHeYHOCTU. [Ipu aTOM oO0luas no3a He
nmorekHa ripeBbimath 200 EJ1. Ecu mpu JILTT HabmogaeTcst
nepekpelnBaHue oeaep, I0MOTHUTEIbHO UHBELIUPYIOTCS
MNPUBOASILLIME MbIIILBI Oeapa. [Tpu remuriernuecko op-
me JALIT mpenapaT MOXHO BBOAWUTH B MBILLILIBI-CTMOATEIN
TPETICYbSI.

Ho, HecMOTps Ha IOCTAaTOYHO OOIIUPHYIO JIUTEPATYPY
1 LIUPOKOE KJIMHUYECKOe MpuMeHeHue nHbeKkunii bBTA
npu cnactuueckux dopmax LI, Bce paBHO ocTatoTcs
JIUCKYCCUOHHBIE BOTIPOCHI, HA KOTOPHIE CETOIHS HET OJi-
HO3HAYHBIX OTBETOB.

OnuvH 13 caMbIX TPUHLIMITHATBHBIX BOIIPOCOB COCTOUT
B TOM, C KaKOT'O BO3pacTa He0OXOIMMO HAUMHATh JICUEHUE
npenaparamu bTA 1 kakoBa ero JIMTeTbHOCTh. OOBIYHO
pa3HbIe PEKOMEHIAIIMY YKA3bIBalOT Ha 2-JICTHUI BO3PACT,
HO UMEIOTCS MyOaMKalK, B KOTOPBIX OMMChIBACTCS MPU-
meHeHue uHbeKuuii BTA npu JLII u B 60jee paHHEM
Bospacte [30, 31]. JLiutenbHOCTb Tepanuy OOBIYHO HEBO3-
MOXHO YeTKO OIpelenTh. Ecim rmokasaHus ocTaloTcs
U coxpaHsieTcs xopolias 3(pHeKTUBHOCTb OT OOTYJIMHOTE-
panuu, MHbEKIIMM Ha3HavyaloT A0 IOHOIIECKOIro Bo3pacta
" cTtapire. MHOTOe 3aBUCHUT OT (DYHKIIMOHAJTBHOI aKTHUB-
HOCTU peOeHKa, BEIPAXKEHHOCTU CIIACTUYHOCTH, CTeTICHU
COCIMHUTEIbHO-TKAHHOIO MEPEPOXKICHUST MBIIILBI-MM-
LIEHU U IpyTruX (GaKTOpOB.

BBIOOp MBITIII-MUIIICHENH SBISICTCS OTHUM M3 CaMBIX
CJIOXKHBIX I OTBETCTBEHHBIX MOMEHTOB B JICUCHUU TTALIECH-
ToB ¢ JIIIT. [TocKoabKy M301MPOBAaHHOE JIOKATHHOE MOBbI-
IIEHWe TOHyca B 1 TpyIire MBI HaOMIomaeTcs KpaitHe
penKo, HeOOXOIMMO OTIPENETUTHCS C BEMYIITUM, KITIOUEBBIM
MPOSIBICHUEM CITACTUYHOCTH, KOTOPOE B OCHOBHOM U TTPH-
BOAUT K (DOPMUPOBAHUIO MATOJIOTMYECKOTO IBUTATEIEHOTO
crepeotuna. Mnbekuuu ripernapata bTA B Takue KoueBble
MBIIIIIBI TTO3BOJISICT HE TOJBKO YMEHBIIUTE TIPOSIBIICHUS
CIMMACTUYHOCTHU B 3TUX MBIIIIIAX, HO 3a4acTyIO 1 TIOMEHSITh
CTepEeOTUI IBIDKEHUSI B 1IeJIOM. BaskHO AeTanbHO OLIeHUBATh
Takue (haKTOphl, KaK CTENEHb CIAaCTUYHOCTH MBIILILL, pacrpe-
IIeJICHNE CITACTUIHOCTA B PA3HBIX MBIIMICYHBIX TPYITIIAX,
CTETIeHb Mape3a KaKAOU MpearioaaraéMou MbILILbI-MUILIEHU
U €€ aHTarOHMCTA, BHIPAXKEHHOCTb HAPYILIEHUST PELIUITPOK-
HBIX B3aMMOOTHOUIEHUI MBIIII[-CUHEPTUCTOB-aHTaTOHU -
CTOB, HAJIMYME U CTETICHb BBIPAXKEHHOCTH MAaTOJIOTMUECKIX
TOHMUYECKUX PeICKCOB, a TAKXKe MX BIUSIHUE Ha MBIIIIILY-
MMIIIEHb, HAJTMYUE U CTEIIEHb BHIPAXKEHHOCTHU MaTOJIOTUYe-
CKHIX CUHEPruii U CHHKUHE31 B 30He uHbeKIuit. He MeHee
3HAYMMEBI YPOBEHB IBUTATEJTEHOTO pa3BUTHS peOCHKA 1 Ha-
JIMYME MOTUBALIAA K JICYCHUIO. YUET BCeX BhIIICTICPEUCIICH-
HBIX (paKTOpPOB MO3BOJISIET CPOPMUPOBATH MPUOPUTETHBIN
BbIOOD MBILILL VTSI MHbeKIMI npenapata bTA Ha KOHKpeT-
HOM 3Tare ABUraTeIbHOro pa3sutus pederka c J1IIT.

J103bI B KOHKPETHYIO MBIIIIY-MUIICHb OBIIIN OTIpeIe-
JICHBI el1lle B CaMbIX PAHHUX UCCIEIOBAHUSIX Y 3HAYUTEIb-
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HO HE OTJIMYAIOTCS 110 MHEHMIO pa3HBIX aBTOpoB [26, 30,
32]. CymmapHbie 1036l Ha Tipolieaypy ¢ 1993 r. usmeHu-
Juch 3HaunTeabHo [12, 20, 33—35]. D10 cBsA3aHO C TeM,
YTO C HAKOIJIEHMEM OIThbITa MEHSJICS TIOIXO0/ K OOTYIMHO-
teparmun cnactuaHocty JLITT. CHavama mOMWHUpOBAI
MOAXON «OAWH YPOBEHb — HU3KHME H03bl», KOTJa 1032
B 1 MBIILILY-MUILIEHb (DAKTUYECKU U SIBJISIIaCh CyMMAapHOI
o300l Ha mpouenypy nHbekuuii bTA [32]. 3aTtem cranu
MPEATNIOYNTaTh BBOAUTH HECKOJBKO OOJIBIIYIO J03Y, HO
OITSATh IIPU TepaIuu criacTuuHocty 1 ypoBHs [36]. Creny-
IOIIMM 3TarloM pa3BUTUS OoTynuHoTepanuu Tipu JIIIT
CTaJl TIOJX0/I «<HECKOJIbKO YPOBHEH — cpeaHue 103bl» [33].
Ho B mocieqHune rogsl cyMMapHbIe 03Bl Ha TIPOLIEIYPY,
KOTOpbIE PEKOMEHIOBAaHbl KOHCEHCYCAMU BEAYIIUX CIie-
uaaucToB 1o JedeHuto LI, ctanu erie Bbillie U 1OCTU-
ramu 20—24 EJI/xr Macchl Tea i onabotulinumtoxinA
[12, 34]. B mmocmegHeM MeEXKAYHApPOIHOM KOHCEHCYCE TT0
JICUCHUIO CTIIACTMYHOCTHA MBIIII] HIDKHUX KOHEYHOCTEH
OTMEYaeTCsl TeHICHLUsS K HEKOTOPOMY CHMXKEHMIO
cymmapHo# no3sl npenapatoB BTA Ha nmpouenypy —
16—20 E//xr maccel Tema (onabotulinumtoxinA) mist
narmenToB ¢ ILIT ¢ ypoBusamu -1V no mkanre GMFGS
0e3 (haKTOpOB pHCKa pa3BUTUSI CHUCTEMHBIX 3(PdeKTOB
u 12—16 EJI/xr maccel Tena (onabotulinumtoxinA) mjst
marmeHToB ¢ JILIIT ¢ yposHewm V 1o mkaire GMFGS ¢ Ha-
JureM (hakKTOpOB pUCKA Pa3BUTHSI CUCTEMHBIX 2¢(h(PeKTOB
(riceBIOOYIBOAPHDBII CUHIPOM, TPYAHOCTU IIPU IJIOTAHUU,
acnupanus B aHamHese u ap.) [20].

Pasnoe pa3seaenme nipenapata BTA (1, 2 vum 2,5 Mo
(bmzmomornueckoro pacrBopa Ha | y1lakoH) He BIUSIIO HA
53¢ HEKTUBHOCTD JIeYeHUS IIPY BBEIEHUU B UKPOHOXHbBIE
Mbliibl [30, 37]. Ilpu jeyeHUM CMACTUYHOCTU MBbIIIILL
pyku ripu JALTT pekomeHayeTcs pazpeaeHue 1 M pusno-
snormueckoro pactsopa Ha 100 EJI onabotulinumtoxinA,
B CJIy4yae BBIITOJIHEHUSI UHBEKIUI TOJIbKO B MBIIILIbI ITPE/I-
IJIeYbsI BOBMOXKHO pa3BefcHUe (DrakoHa IperapaTa Jaxe
Ha 0,5 M1 ¢pusunosiornyeckoro pactsopa [38].

Bo MHOrmx mccienoBaHUSIX PEKOMEHIYETCST TTPOBO-
IuTh MHbeKIMU TiperapatoB bTA npu o6e3d0onuBaHUN
uu cegauuu. C 1eablo 00e300JIMBaHUSI MECT BBEICHMSI
PEKOMEHIYEeTCSI HAKOXKHO MPUMEHSITh aHEeCTe3UPYIOIIe
KpeMbl uin cripeu 3a 20—30 MUH 10 BBITTOTHEHWST MHBEK -
LKA, HO TaKKe BO3MOXKHO IIPOBEACHIE U O0IIeH aHecTe-
3un. C Leablo celaluny 00ObIYHO UCITOIb3YIOT NEPOPaJbHO
MMIa30JIaM.

B Poccum nmpumenenue npenapatoB bTA ¢ uenbio
JICUCHUSI CITACTUIHOCTH Y AeTell ¢ 1epeOpasbHBIM Mapa-
JIM4oM Hauajioch ¢ 1999 . Pe3ynbraThl IprMeHeHUsI 00Ty~
auHotepanuu nipu JLIT Ob111 000011eHbl U ONYOJIUKO-
BaHBl B CTaThsIX, METOONMYECKMX pPEKOMEHIAIIUSIX,
MEIUIIMHCKUX TeXHOJIOTHUSIX, TJIaBaX HECKOJIbKMX MOHO-
rpaduii, a TaKKe B psie AUCCepTallMOHHbBIX MCCIeJOBaHUI
[22, 39—44].

Hamr coGCcTBeHHBIN OITBIT JIeYeHNST MHBEKIIUSIMHU TIpe-
napata 60Tokc Bkitodaer 68 nauuentos ¢ JALIIT (cpenHuii
Bo3pact 5,4 £ 3,9 roga). B cooTBeTCTBUU € OLIEHKOI IO

KJIacCU(PUKAIITMOHHON cucTeMe OOJIbIINX MOTOPHBIX
dyukiumit (GMFCS) nauuentst ¢ LT B Hameit rpyrme
ObUTM TipencTaBiieHbl: 7 meteil — I yposeHsb, 14— II ypo-
BeHb, 21 — III ypoBeHb, 15 — IV ypoBeHb, 9 — V ypoBeHb.
CpenmHsss cyMMapHas 1o3a onabotulinumtoxinA coctaBu-
na 9,45 EIl/xr maccsl Tena. [1pu aTom mipu paszHbix (popmax
JLIIT cpeqHue cyMMapHbIe 103bI PA3IMYaINCh: CTIaCTUYeCKast
muruterust — 10,8 EJ1/kr, remuruierndeckast — 7,2 EJI /KT, cna-
ctuyeckuii terpanapes — 13,4 EJl/kr. Ecim nabeKIIMN
BTA BBINOTHSIIN TOJIBKO B MBILILIBI PYK, CPEIHUE CyMMap-
HbIe O3Bl COCTABJISUIM IIPU TEMMIUIETUYECKO (opme
JIIIT — 4,25 EJI/KT, Ipr cIacTUYECKOM TeTpariape3e —
9,3 EJI/xT. D peKTUBHOCTH OlLIeHMBAJIACh 110 CHUKEHUIO
CIACTUYHOCTH IO IIKajie DIIBOPTA M 10 IKaie Tapabe.
ITomumo BBeaeHus nipenapata BTA B UKpOHOXKHBIE MBIIII-
IIbI, Y YaCTU ITallMEHTOB TaK:Ke BBHIMOJHSIA MHBEKIIUN
B ApyTYe MBIIIIHI (33HI0I0 O0JIbIIEOepIIOBYIO, KaM0OaIo-
BUIHYIO, ITTMHHYIO Y KOPOTKYIO MaJIo0epIIOBbIE, TIEPETHIO0
00JIbLICOEPLIOBYIO, MPUBOISIIME MBIIILBI 0eApa, TOHKYIO,
MOJIYCYXOXKWIBHYIO, TIOIYIEPEIIOHYATYIO, IIPSIMYIO MBIIIILLY
Oenpa, TUIeYEBYIO, IBYIJIABYIO MBIIIILY TUIeYa, Tulede-ayde-
BYIO, KPYIJIbIi TTPOHATOP, MOBEPXHOCTHBIA U TIIyOOKUI
crubare/u MajableB KUCTH, IOKTEBOI U JIydeBOii crudaTesin
3aIIICThs1, TPUBOSILLYIO OOJIbILION nanel Kuctr). CaMbIMU
YaCTBIMU COYETAaHMUSIMM MBIIILL I BBEIECHMS TIperiapara
BbTA 6butu:

1) UKPOHOXHBIE + MPUBOJISIILIKE MBIIIIIbI OENpa;

2) UKPOHOXHBIE + 3aaHsIs1 00JIbLIIeOepLIOBast MBIIIILIA;

3) MKPOHOXHbBIE + TOHKAST MBIIIIIA;

4) MKpOHOXHBIE + TIIeueBast MbIIIIA + KPYIJIbII PO~
HAaTop;

5) UKpPOHOXXHBIE + KaMOaTOBUIHAS + TJIedeBast MbIIII-
1a+ KpyIJIblii TPOHATOP;

6) UKpPOHOXHBIE + MOITYCYXOKMIIbHAS U TIOTYTTePeTOH-
yaTele + IieyeBas MbILILa + KPYIJIbIA [IPOHATOP;

7) UKpOHOXHBIE + 3a1HsIs 00JbllIeOeplioBasi + TOHKAs
MBIIIIIA + TUieyeBast MbIIIIA + KPYIJIblid TPOHATOD;

8) mpuBoOmAIIME MBIIIIBI Oeapa + TOMYCYyXOKMIbHAS
U TIOJTyTIepeIIOHYaThIe U JIp.

C LIe/Ibl0 KOHTPOJISI TOYHOCTH MHBEKIIMIA B MBIIIIIbI-
MMIIIEH! Y OOJIBIIIMHCTBA IeTel TTPUMEHSIICS METOI aHATO-
MHMYECKOTO OPUEHTUPOBAHMS U TTAJIBITALINM. Y HEOOIBIIIOTO
yuciaa nauueHToB (n = 9) uabekunn BTA mpoBogwmm mon
YJIBTPa3ByKOBBIM KOHTPOJIEM.

IMocne mpoBemeHus] OOTYJIMHOTEpalUM BCE IETH
B CpOKax oT 1 10 4 Hen MPOXOIUJIN peadIMTAlIMOHHOE
JIeYeHUe, KOTOpoe BKIIIOYAIO B repBylo odepenb JIDK,
Maccax, 3aHSITUsI Ha Pa3jIMYHBIX TpEeHaXepax, 3aHsSITUs
B pehJIeKTOPHO-HArpy30YHbIX KOCTIOMAX, (pU3noTepanes-
TUYECKUE TTpoLeayphl. Bce netr ObUTM KOHCYTBTUPOBAHbI
OPTOIEIOM, U TIPU MOKA3aHUSIX TIPOBOIMIIOCH OPTOTIEIM -
4yecKoe JIeYCHMUE.

Dddexr oT 1eueHus1 oLieHUBAIM Ha 7-€ CYyTKU, yepes 1
n 3 Mec nocie nHbeKLyi rpemnapara BTA. beiio o6Hapyske-
HO CHUXKEHUE CMTAaCTUYHOCTU B MHBEIIMPOBAHHBIX MBITIIIIAX
B cpenHeM Ha 1 Gayut u 6osiee Ha 7-e cytku y 23 (33,8 %)
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nereit, yepe3 1 mec — y 54 (79,4 %) u yepe3 3 mec — y 51
(75 %) pebenka. OtcyrcTBre 3(peKTa OT JIeYeHHSI OTMEYEHO
y 3 (4,4 %) naumeHToB. Takke ObUTO BBISIBJIEHO CHIDKCHUE
criacTUYHOCTH 110 1Kaje Tapape. CpenHee 3HaYeHNE 00beMa
IIBIDKEHMS B TosieHOoCTOITHOM cycTaBe (R1-R2) moctoBepHOo
M3MEHWIOCH I10 BCEii IpyIiie MmauueHToB ¢ 25,7 £ 6,8° oo
16,9 +6,5° (p < 0,01) uepe3 1 Mec nocie BBeIeHsI IIperapa-
Ta BTA 1 npakTUYeCK 0CTaI0Ch HEM3MEHHBIM uepe3 3 Mec
rocyie jeueHust — 17,3 £ 6,6° (p < 0,01).

[Mo6ounbie 3¢ dekThl ObuUI 0TMeueHbl Y 11 (16,2 %)
MaLMEHTOB U ObUIM HETSKEIBIMU, He TpeOOBaIM JICUECHUSI
M TIPOXOAWIIM caMocTosATeIbHO. HanboJee yacto BcTpeya-
JINCh TaKKe MTOO0YHbIE 2P PEKTHI, KaK 00JIb U MUKpOreMa-
TOMBI B MecTe MHbeKIMiA (8 matmenToB — 11,7 % ), rpurn-
MONnoA00HbIN cuHApoM (3 manuenta — 4,4 %).

Takum o6pa3oM, Ha OCHOBAaHMM JaHHBIX IUTEPATYPhbI
M COOCTBEHHOIO OINbITA MOXHO KOHCTATHPOBATb, UYTO

nHbeKIMK Tpernapara bTA mpu cractnueckux dopmax
JIT siBnistiotcst 2¢hheKTUBHBIM METOIOM JIEYEHMSI CI1ac-
TUYHOCTH, a B COCTaBe KOMIUIEKCHOI Tepanuu MO3BOJISIIOT
JTOOUTBCS 3HAUMMOTO YIYYIIEHUsI TBUTATEIbHBIX (PYHK-
IIUiT, 9YTO OCOOEHHO SIPKO TIPOSIBIIICTCS Y IeTell paHHETo
Bo3pacTa (ot 2 1o 7 net). OnTuManbHble pe3yabTaThl 00-
TyJUHOTepanuu HabaofaoTes y nauueHToB ¢ [—111 ypos-
Hamu no mkajne GMFCS. PerynsipHoe HaOmoaeHue 3a
mamueHTamu ¢ [IV—V yposusamu no mkane GMFCS ¢ ipu-
MEHEHUEM CBOEBPEMEHHOU MEAUKAMEHTO3HOW U OPTOIIE-
IMYECKON KOPPEeKIMU TO3BOJISIET M30eXaTh TSKEbIX
BTOPUYHBIX OCJIOXXHEHWN U MOBBICUTH KAYECTBO KU3HU
neteii ¢ JILTT. HeobxonuMbl gajabHelIMe UCCAEA0BaHMS
JLIT ¢ mempio Ay4IIero MOHWUMAHUS TAaTO(GU3NOJIOTUN
3a001eBaHMs], ONTUMU3ALINU UMEIOIIUXCSI JIeYeOHBIX MO/ -
XOZ0B M pa3pabOTKN HOBBIX BEICOKO3((HEKTUBHBIX METO-
TTOB JICYEHMUSI.
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Kpatkaa UHcTpyKuua

HaunmeHoBaHve npenapata: botokc®. MHH: BoTynnHuueckuin TokcuH Tuna A-remarrnioTuHiH komnnekc. Mponssoautens: AnnepraH ®apmacbiotukans Anapnang, Kacnbap Poyn, Bectnopr, Ko. Meito, UpnaHaua.

®opma Bbinycka: no 100 EJ] Bo ¢pnakoHe. Cpok rogHocTh: 2 rosa. Dapmakonornyeckan rpynna: nepudepryecknii MuopenakcaHt. MokasaHmsa K npumeHennto: 6nedapocnasm, remrdaunanbHbliil Cnasm, LiepBrKanbHas
AVICTOHWA (CNacTyecKas KpuBoLles), poKanbHaA CNacTUYHOCTb 3anACTbA 1 KUCTU Y NaLMEHTOB, NepeHeCIunX MHCYLT, CTPabnsm (Kocornasue), HeepkaHue Moum y NaLneHTOB C HeliPOreHHOM rMnepakTMBHOCTbIO AeTpy30pa
(HeporeHHbI MOYEBOW My3bipb) B pe3ysbTaTe XPOHUYECKOTO CyOLIEPBIKaNbHOTO NOBPEXAEHUA CIMHHOTO MO3ra NN PacCeAHHOrO CKNepo3a, ObneryeHne CUMNTOMOB MUTPEHI, OTBEYAIOLLEN KPUTEPUAM XPOHNYECKON
MUrpeHu (ronosHble 6011 NpUCyTCTBYIOT 15 iHEN B MecAL nu 6onee, U3 HIX He MeHee 8 IHell — MUrPeHb) NpU HeaJleKBaTHOM OTBETE Ha NPUMEHeHe MPOdUNAKTUHECKNX MPOTYBOMUIPEHO3HBIX MPenapaTtoB U uX Here-
peHocMmMocTy, doKanbHas CNacTUYHOCTb, aCCOLMMPOBAHHAA C AMHAMUYECKOI AedopMaLinell CTOMbI MO TUMY «KOHCKas CToMa» BCIEACTBUE CMACTUYHOCTY Y MALMEHTOB 2 NIET U CTaplLue C AETCKUM LiepebpanbHbiM napanyom,
HaxXoAALMXCA Ha aMbYNaTOPHOM JIeYeHUM, KOPPEKLIVA BHELIHETO BUAA MOPLYMH BEPXHE TPeTH 1La (MeX6POBHbIX, T0GHbBIX MOPLLMH 1 NepUop6UTaIbHBIX MOPLUMH TUMA «TYCUHbIE NanKI») Y B3pocibix. [IpoTBonokasaxus
O6uwue: rnepuyBCTBUTENbHOCTb B aHaMHe3e K 1I060My KOMMOHEHTY Npenapara; BocnanuTeNbHbli NPOLIecC B MecTe NpeArnonaraemMoi UHbeKLMM (MHbeKLMi); 0cTpan $pasa MHPEKLMOHHbIX 3a6oneBaHNil; GepeMeHHOCTb

1 nakTauus; beghapocnasm u Koppekuus MOPUJUH 8epXHel mpemu JIUYa: BbIPaXeHHbIN rPaBUTALIMOHHbI MTO3 TKaHel NLIA; BbipaXeHHbIe «rPbIXK» B 06/1aCTV BEPXHUX U HUXKHIX BEK; KoppeKyusa MOpujuH eepxHeli mpemu
Jluya: MMacTeHua gravis uu ciapom Jlambepta-MToHa. HedepxaHue Mo, 06yc/108/1eHHOe Helipo2eHHOU 2unepakmusHOCMbI0 0empy30pa: MHGEKLNA MOUYEBbIBOAALLMX MyTell Ha MOMEHT NIeYeHNs; OCTPasA 3aAepKKa MoUM Ha
MOMEHT fIeYeHA B OTCYTCTBME CTaHAAPTHOII KaTeTep13aLmm; OTKas/He CNoCOBHOCTb NaLeHTa NPONTY NPV HEOBXOAMMOCTY KaTeTepu3aLmio MOYeBOro Ny3bipsA nocne neyeHus. Mo6ouHoe peiicTeue: [1nA ONYcaHUA YacTOTbl
BCTPEYAEMOCTI HeXenaTenbHbIX peakLuin NPUHATBI CeayloLmne Kputepun: oueHb Yacto (= 1/10); yacto (=1/100, <1/10); HewacTo (=1/1000, <1/100); peanko (=1/10000, <1/1000); oueHb peako (<1/10000). Yacmoma Hexena-
MeJlbHbIX peakyuli Npu XpoHUY4eckol MuepeHu: HapyuieHus co CmopoHbl HepsHol cucmembl: YacTo: fonoBHas 60/1b, MUrPeHb, Nape3 MUMUYECKNX MbILLL,. HapyweHus co cmopoHel opeaHa 3perus: Yacto: Bnedapontos. Hapy-
WeHUs co CMOPOHbI KOXU U NOOKOXHbIX MKaHeU: YacTo: 3yn, cbinb. HevacTo: BonesHeHHOCTb Koxu. HapyweHus co CmopoHbI CKelemHO-Mblwe4HOU u coeduHUmMebHoU mkaHu: Yacto:bonb B Wee, MUanriis, KOCTHO-MbILeYHas
6071b, CKOBAHHOCTb MbILLIL| 1 CYCTaBOB, MblLLIEYHbIE CNa3Mbl, HAMPAXEHHOCTb MbILLL| 1 MbilieyHas cnabocTb. Heuacto: Bonb B Yenioctu . O6wjue paccmpolicmea u HapyuwieHus 8 mecme 8sedeHus: Yacto: bonb B MecTe MHbeKLNN.
HapyweHus co cmopoHb! xenydo4Ho-KuwweyHo2o0 mpakma: Heuacto: [lncdarua. YactoTa BOSHUKHOBEHWA HEXeNnaTesnbHbIX ABNEHNI ANA BCeX MOKa3aHNI K NPUMEHEHMI0 yKasaHa B MHCTPYKLvW. EQuHnLbI aencTena 6otynn-
HMYECKOro TOKCMHa Tina A B p penap He

MNMepepn p parta, yiicTa, bC I MHCTPYKLUMell no Komy
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bone3ub llomne, unhanmunbHan hopma
(nepBblii cny4ail quarHocmukxu B Boponee)

B.I1. ®enoros!, U.C. Kneitvenopa?, T.B. ®enorosa’, JI.C. Ctenanos!, E.A. IIpockypuna®, E.1O. 3axaposa3
I Meduko-eenemuueckas koucyromauyus bBY3 BO «Boponeiccikas obaacmuas kaunuueckas 6oavHuya No 1»;
2 bY3 BO «BopoHexcckas obaacmuas 0emckas KauHuveckas 6oavhuya No I»;
I Jlabopamopus nacaedcmeennsix 6onesneii oomena PIBY « Meduko-eenemuueckuii Hayunoiii uenmp PAMH», Mockea

Konmaxmoi: Banepuii [lasrosuu @edomos fed val@list.ru

bonesnv Ilomne (BII), unu enuxoeernos Il muna, — pedkoe aymocomHo-peyeccusHoe AU30COMHOe 3a001e8aHUe HAKONACHUS 2AUKO02eHA 8
MuUoKapoe, cKeaemHbixX muluyax, newenu. BII, seasasch opghannbim 3a60ne6anuem ¢ 04eHb HUKOU Yacmomoil pacnpocmpaneHHOCmU, 6 Mo
JIce 6peMs OMAUHACMCS BbIPANCEHHBIM KAUHUMECKUM NOAUMOPPDUIMOM, YO 3ampYOHSAIOM ee PAHHIO OUaeHOCMUKY. Dpdekmuernocms dice
NamoeeHemu4eckK020 Ae4eHUs. MeCHO CESI3aHA CO BPeMEHeM NOCMAHOBKU OUACHO3A, YMO 0COOEHHO aKMYanbHO 05l UHQAHMUABLHOU (opMbL
BII. Ilpusodum ceoe kauHuveckoe HabOAOOeHUe 00AbHO20 PeOeHKa C MPUICUSHEHHO OUAeHOCMUPOBAHHOU UH@aHmuabHol ¢hopmoi BII.
Kaunuueckumu — kpumepuamu — OUAZHOCMUKU — SABUAUCH:  HEOHAMAAbHAA  opma  Obicmpo  npoepeccupyioueli  eunepmpoguueckol
Kapouomuonamuu, MaKpo2ioccust, CUHOPOM «851020 peberka». TIpu SH3UMOOUAZHOCMUKe 6 NIMHAX BbICYUICHHOU KPOBU BbIAGACHA HU3KASL
akmueHocmy pepmenma anrvga-enroxozudazvl. Memodom npsmoeo cexeenuposanus eena GAA y podumeneii pebeHKa 0OHapyceHbl
mymayuu: y omya c.1799 G>A (p.Arg600His) u y mamepu c.1951 1952 delGGinsT 6 eemeposucomnom cocmosiHuu, 4mo Oeiraem
BO3MOICHOLL PAHHION, 6 cpoke 9— 11 Hed bepemeHHOCMU NPEHAMANbHYIO OUACHOCTNUKY.

Karouesnte caosa: 6one3uv Ilomne, ungpanmunvhas gopma, eauxoeero3 Il muna, a-earokosudasa, 3H3UMOOUACHOCMUKA, Mymayuu
eena GAA, eunepmpodghuueckas kapouomuonamus, MaKpo2aoccus

Infantile-onset Pompe disease (the first case diagnosed in Yoronezh)

V.P. Fedotov', 1.S. Kleimenova®, T.V. Fedotova’, D.S. Stepanov’, E.A. Proskurina’, E.Yu. Zakharova’
'Medical Genetic Counseling Center, Voronezh Regional Clinical Hospital One;
2Voronezh Regional Clinical Hospital One;
JLaboratory of Inherited Metabolic Diseases, Medical Genetics Research Center, Russian Academy of Medical Sciences, Moscow

Pompe disease (PD), or glycogen storage disease type 11, is a rare autosomal recessive lysosomal disease caused by glycogen storage in the myo-
cardium, skeletal muscles, and liver. PD, as an orphan disease with a very low prevalence rate, shows a marked clinical polymorphism, making
its early diagnosis difficult. Yet, the efficiency of pathogenetic treatment for the disease is closely related to the time of its diagnosis, what is par-
ticularly relevant for infantile-onset PD. We present our clinical case of a sick baby with this condition diagnosed during life. The clinical diag-
nostic criteria were the neonatal form of rapidly progressive hypertrophic cardiomyopathy, macroglossia, floppy baby syndrome. Enzymatic di-
agnosis in the dried blood spots revealed the low activity of the enzyme a-glucosidase. Direct GAA gene sequencing identified heterozygous
mutations in the infant’s parents: c. 1799 G>A (p.Arg600His) in his father and c.1951 1952 delGGinsT in his mother, which allows its early
prenatal diagnosis at 9- 11 weeks of gestation.

Key words: Pompe disease, glycogen storage disease type 11, infantile form, a-glucosidase, enzymatic diagnosis, GAA gene mutation, hypertro-
phic cardiomyopathy, macroglossia

bonesnp Ilomne (BIT), win rauxkoreHos Il Tuma
(OMIM 232300), — penkoe HacleaCTBEHHOe 3a0o0JieBa-
HHE, 00YCITOBJICHHOE HapylIeHeM MeTaboIM3Ma TJINKO-
reHa ¢ ayTOCOMHO-PELICCCUBHBIM TUIIOM HAaCJICAOBaHUSI.
Brnepseie BIT 6bu1a onucana enie B 1932 . naTcKuM Iato-
noroanatomMoM Moxanom ITomrie y peGeHKa ¢ Ipr3HaKa-
MM TsDKeJI0l KapauoMeranuu. [1o TsskecTu 1 cpokam mMa-
HudecTann KIMHUYecKux npusHakoB bIl paznuuaior
MJIaJIeHYeCKYI0 (MH(MAHTWIbHYIO, WJIM KJIaCCUYECKYIO)
U MO3IHI0 (IOHOLIECKYIO U B3pOC/yio) (opMbl 3a00Jjie-
BaHus. MHdbantunpHas ¢dopma BII xapakTepusyercs
paHHUM e0I0TOM Ha TIEPBbIX MeCsIIaX KU3HU MJIaIeHIIa,
HEYKJIOHHO HapacTalolleil renato- M KapauoMeTaJIUENn,

MPUBOISIIEH K TSKEION CepAeYHO-COCYAUCTON U IeT0Y-
HOI HEAOCTATOYHOCTH W JIETaJIbHOMY MCXOAY Ha MepBOM
TOMY XKW3HU ITPU OTCYTCTBUY MATOT€HETUYECKOM Tepartiu.

[Mo3ansst popma BIT 6bu1a onucana B 1962 1. ¢ ne6io-
TOM B pa3Hble BO3PACTHbIC MEPUOABLI U C OTHOCUTEIBHO
MEIJIEHHbIM TedeHueM. DTa (popma 3a001eBaHUS XapaK-
TEepU3yeTcsl B TEPBYIO O4YEPeIb MBIIIEYHON CIabOCThIO,
MOPaKEHUEM CKEJIETHOM U JbIXaTEJIbHOW MYCKYJIATYphbl,
pa3BUTHEM MPOKCUMAJIbHBIX Mape30B KOHEUHOCTEMH, qbI-
XaTeJIbHOM HEeJO0CTAaTOYHOCTbIO, HO, KaK IIpaBUjIo, 0e3
pa3BuTHs KapauoMuonatuu [1]. O61ast 3a0071eBacMOCTh
Bcemu chopmamu BIT onenmBaercs kak 1:40 000 ¢ 6071b-
LIMMM KOoJIeOaHUSIMU B pa3HbIX 3THUYECKUX Ipymnax [2].
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B oTeuecTBeHHOI TUTEpaType UMEIOTCS HEMHOTOUYMCIICH-
Hble HaydHbIe 0030phbl, nmocBsieHHble BI1 [3—6] u enn-
HUYHbIC KJIMHUYECKKME HAOMIOACHUS ee MH(MAHTUILHOM
dopmsl [7].

BI1 saBasgeTcst 1M30COMHON 00JIE3HBIO HAKOILJIEHMS,
IIPY KOTOPOI1 Ae(OUIIAT KUCIION 0-TTTFOKO3UIA3bI TIPUBOINT
K BHYTPUJIM30COMHOMY HAKOILJICHUIO TJIMKOTeHa U HAKO-
Hell K pa3pyIIeHUIO MBIIIeYHOM TKaHu. [ToaHbIi feuimT
0-TJIFOKO3MIa3bl BBI3BIBAET MPOTrPECCUPYIOIee HapacTa-
HUE CePICYHOI HETOCTATOYHOCTH, TTOPAXKEHNE CKEJIETHBIX
MBIIIIIL ¥ COOTBETCTBYeT MH(MaHTWIbHOU hopme BII. Ya-
CTUYHBINA JeULINT MPUBOAMT K 00Jiee MITKUM ITPOSIBIIE-
HUSIM (DeHOTHUITa 3a00JIeBaHUS, XapaKTePHBIM TSI TTO3/1-
Heit ¢popmel BIT. TskecTs 3a001eBaHUST 0OBIYHO OOPATHO
KOppEJUpPYyeT C OCTATOYHOW aKTUBHOCTBIO KUCIOU
0-TJTFOKO3WIa3hI .

Bospocimii B mociieHee BpeMst HHTEpEC MPaKTUKYO-
IIMX Bpaveil (IenuaTpoB, HEBPOJIOTOB, KapaUOIIeIUaTPOB)
K BI1 cBs13aH ¢ nosiBeHreM (hepMEeHT3aMeCTUTEIbHOM Tepa-
mn (P3T) 1 JOCTYMHOCTBIO METOIOB J1a00paTOPHOI Irar-
HOCTHMKH, TTO3BOJISTIOIIMX TTPYKU3HEHHO BepUMUIIMPOBATh
3aboneBanme. OqHAKO BOCTIOIB30BaThCSI STUMU TOCTVKEHN -
SIMM MEIUIIMHCKOI Hayku B oTHoleHur BIT Bo3MoXHO
JIIIIb IIPY CBOEBPEMEHHOM KIIMHUYECKO# muarHocTuke. BI1,
SIBJISISICH Op(haHHBIM 3a00JIEBaHUEM C OUYe€Hb HU3KOM 4acTo-
TOM PaCIIPOCTPAHEHHOCTH, B TO Xe& BPeMsT OTIIMIACTCS BbI-
PaKeHHBIM KJIMHUYECKHM ITOIMMOPMU3MOM, UTO 3aTPYIHSI-
€T €€ paHHIOW AUarHOCTUKY. D(PEPEKTUBHOCTh XKe
MMaTOreHETUYECKOro JeueHus, paspadoraHHoro s bBIT,
TECHO CBsI3aHa CO BpEMEHEM TTOCTaHOBKM rarHosa [ 1, 8].

[TpuBoIMM CBOE KIIMHUYECKOE HAOMI0AeHUE OOJIbHO-
ro peOeHKa ¢ IPMKU3HEHHO AMarHOCTUPOBAHHOM MHMaH-
TuabHOM opmoii BIT.

A. ©-6a, 13.09.2012 2. poixucd., bvira nanpasiena 6 me-
duko-eenemuueckyio koncyromayuro (MTK) e. Bopoueca uz
Obnacmmuoii demckoil Kaunuveckoi 6oavHuybt Nel (OAKb
Nol) 6 ospacme 3,5 mec 045 UCKAIOUEHUSI HACAEOCMBEHHbIX
bones3Hell obmeHa ¢ Hcarobamu HA MblUEUHYHO CcAabOCMb,
Heb00AbULYI0 00bIUUKY 8 NOKOE U ¢ OUACHO30M. 2unepmpopuye-
cKas Kapouomuonamusi.

Pebenox om 2-ii bepemennocmu, npomekaguiell Ha ghoxe
XPOHUYECKOll (hemonaayeHmapHoil HedoCMamoyHOCMU ¢ ee-
cmo3om, om 2-X po0os nymem Kecapega ceverusl, ¢ Maccoil
4000 e., daunoii mena — 55 cm. Peberok 6 6o3pacme 7 cym
Obin nepeseden uz O06aaCMHO20 NEPUHAMANLHOO UEHMPA
6 omoenenue namonoauu HogopoicoenHvix OIKB No 1 6 cés-
3U ¢ NPU3HAKAMU Kapouome2aiuu no 0aHHbIM 3X0Kapouoepa-
@uu (3xoKI), ycmanoeaennoii nocae podos. Pezyrvmamoi
donnneposckoil IxoKI: npusnaku eunepmpogpuu muoxapoa
186020 U NPasoeo Jicenydouka bez 00CmpyKuuu Kposomokd.
Omkipoimoe osanvroe okHo (O00) ¢ MUHUMAABHBIM COPOCOM.
[unamayus npaeswix nonocmeii cepoya, peeypeumauus I cme-
nenu. Knunuueckuil duaenos: eunepmpoghuueckas Kapouo-
muonamus. Ilepcucmupyrowuii  gemanvHblili. KPOBOMOK
u 000, Hedocmamounocmv Kposomokxa. llepebpanrvuas
uwemus I cmenenu. Cundpom yeHemeHUs UeHMPAAbHOU

Heperoil cucmemst (LIHC). ITnesmonamus. Cocmosinue pe-
OeHKa npu evinucke cmaduivHoe, cpedHell cmeneHu maice-
cmu, 6 eece npubagasem, AKMUBHA, HEOOCMAMOUHOCHb
Kpogoobpaujenus He Hapacmaem. Macca meaa npu 8vinucke
6 gospacme 1,5 mec — 4559 e, okpyscnocms eono6vt —36 cm.
B nocaedyrowem y pebenxa cmanu napacmamo muluievHAs
crabocm, 00viuika, ymomasemocms. Tlosmopro eocnumanu-
suposana 6 QIKB Nel, ede 6vira 06caedosana u NPOKOHCYNb-
MUpOBana Kapouoso2oMm, UHQEKUUOHUCTOM, HEEPOA02OM 0As
UCKAIOYEeHUS 6HYMPUYMPOOHOU UHpeKkyuu, muokapouma,
8POACOCHH020 2UNOMUPeO3d.

Pooumenu pebenka uz Boponescckoii obaacmu, crassn-
CKOlUl HAUUOHANBHOCMU, He COCOAWUEe 8 KPOBHOPOOCMBeH-
Hom bpaxe. Mamo 26 aem, 300posa, omey, 35 aem, 300pos,
cayacun 6 apmuu. Om 1-20 6paka y mamepu umeemcs 0o4b
3 aem, 300posa.

Ilpu ocmompe peberka é 6o3pacme 3,5 mec: macca meaa —
6100 e. onuna mena — 61 cm, okpyschocmos epyou — 38 cm.
NPasuUAbHORO MeAOCA0JICeHUS, Yepen — JoauxouedarbHoil gop-
Mbl, 2-CMOPOHHULL SnUKarnm, makpoatoccus (puc. 1.) B nokoe
ommeuaemcs: 00blUKA, UUAHO3 HOCOZYOHO20 MpPEeyeOsbHUKA.
Koocnvie nokpoeut Gaednvie, uucmole, eaaxcuvie. Omekoe Ha
HodICKax He onpedeasemcs. TlarbnamopHo nevens evicmynaem
U3-nod Kpas npagoeo noopebepvs Ha 2 cm. Yacmoma cepoeurbix
cokpauienuii — 134 6 mun, uacmoma ObIxamenbHbiX 08UNCEHULL
— 48 6 mun. Tonvl cepdua 38y4Hble, pUMMUYHbIE, KOPOMKUI
CUCMOAUMECKULL ULYM NO 1eBOMY KPAK) SDYOUHbL.

Heesponoeuueckuii cmamyc: Yepenno-moseosvie Hepawl
be3 ocobennocmeil. Moiweunas eunomonus, Oouggysuas.
lonoey yoepucusaem naoxo. Camocmosamenvho He nepesopa-
yueaemces Ha wcusom. Hooxcku noomseusaem k icueomy
cnabo, nodHumaem pyuku eeepx 6s110. Onopa Ha HOMCKU
cnabas. Cyxoxcunvhble peghaekcol ¢ pyK U HO2 PAGHOMEPHO
HU3KUe.

Penmeenoepagus opearnos epyonoil kaemxu: peHmeeHo-
JAoeudeckue npu3HaKu Kapouomeeaauu (puc. 2).

DKT om 25.12. 2012 e. — pumm cunycosblii. Inexkmpuye-
CKas ocb cepoya omKAoHeHa 61e60 nod yeaom 25°. Ilpusnaxu
eunepmpoguu nesoeo dceayoouxa (JI2K). Boipaxcennoe napy-
uleHue nepuoda penoaspu3ayuu MUoKapoa.

F P AR

Puc. 1. Obwuii 6ud pebenka ¢ ungpanmunvroii popmoii BII ¢ eozpacme
3,5 mec. Ommeuaemes MaKpo2Aoccust, MblUEeHHAs 2UNOMOHUSL, YEeAUHCHUE
Jcugoma, 00bluIKa
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Lanuvie DxoKIom 26.12. 2012 e.: eunepmpogus muokap-
0a n1e6020 U NPagsoeo JiceaydouKos be3 0bCmpyKyuUU 8bIX00H020
omeepcmus JIXK. uramayus norocmu JI2K, nedocmamoy-
Hocmb mumpanwvroeo kaanana (MK) I11 cm., mpuxycnudans-
uolll kaanan I cm. 3axaouenue kapouonoea: eunepmpoguye-
cKas Kkapouomuonamusi, HeobcmpyKkmueras gpopma.

F

Puc. 2. Penmeenoepamma opeanos epyoHoii knemku 6 eo3pacme 3 mec.
3nauumenvroe yeeauuerue cepoeuHoll meHu (Kapouomezanus)

buoxumuueckue anaiuzvl Kposu 6 npedesax HOpMbl,
Kpome ebipadiceHHOIl euneppepmenmemuu (cm. maoa. 1).

Ha ocrosanuu kaunuueckux npusHakoe (MaKpoeaoccus,
eenamome2anus), OUOXUMUYECKUX (8bICOKUIL YPOBEHb Kpea-
munkunaswvl — 0o 936 EJl/a (nopma do 190), JIUIT — 1250
EJ/l/n) u uncmpymenmanvnvix oanusix (IxoKI: duramayus
aucenydouros ¢ eunepmpogueli muoxapoa) 6via npeonoaoHceH
duaenos: ungpanmunvras popma BII. Pexomendosaro: su3u-

Ta6mumua 1. [Toxazamenu akmuernocmu ghepmeHmog coleopomKu Kpogu
y pebenka D-6a 6 dunamure

Kpearundocdo- 1136 40-245
KuHaza, E/n

JlakTatneruapo- 634 1256 200—400
reHasa, E/n

AcAr, E/n 58 305 zocil
AnAt, E/n 38 106 o=

ModuaeHocmuka akmusHocmu anvga-enokosudaset u JIHK-
aHnanus eena GAA.

B nabopamopuu nacaedcmeenHbix Ooneznell 00MeHa
Meduko-eenemuueckoeo nayurnoeo uenmpa PAMH (Mockea)
nposedena dH3UMOOUACHOCMUKA: BbIs8AeHA HUZKAS AKMUG-
HOCMb (hepmeHma 0-en10K03Uda3bl 8 KAeMKAX 8blCYUICHHOI
kpoeu — 0.58 mx M/n/u (npu nopme 1—25 mxM/n/4). Takum
00paszom, aKkmueHocmb a-2a0K03udasvl cocmasuna 3,4 % om
Hopmol. Mlns eepugukayuu duaernosza 06110 peKoMeHO08AHO
npoegedenue JIHK-ouaenocmuku mymayuii 6 eene GAA.

Y omua pebenia memoodom npsamoeo ceK8eHUPOBaHUst 2eHa
GAA oonapyxcena mymauus c. 1799 G>A (p.Arg600His), onu-
canHas 6 6aze no mymayusm HGMD (CM990614), y mame-
pu Heonucannas mymauus c. 1951 1952 delGGinsT 6 eeme-

DPO3U2omHoM cocmosinuu. Takum odpazom, 604bHOU pedeHOK
a645eMCsl KOMNAYHO-2emepo3ueomolil, 4mo MOAeKYAAPHO-
2eHemu4ecKumM Memooom noomeepicoaem OuazHo3 2AuKoze-
no3a Il muna (BII).

B sospacme 4,5 mec y pebenka na gpone OPBHU c gbicokoll
memnepamypolii pazeuracs OpoHxonHeemornus. Pebenok Obin
eocnumanusuposan 6 1IPh, 20e nposodusace aumubuomuko-
mepanus (noayuana yegpomarxcum eHympumviieyro 300 000
EJl 2 paza 6 cymku 6 meuenue 5 0ueil), cumnmomamuyeckas
mepanus 015 noddepicarus cepoeuroil desmenvrHocmu. O0-
HAKO0, HeCMOMPSsL HA NPUHMblE MePbL, PeOEHOK yMep 6 803pa-
cme 5 mec 7 Ouell om cepOeHo-1e204HOl He0OCMamo4HOCmU
Ha (oHe NoAUOP2AHHBIX OUCMPODUUECKUX UBMEHEHUT.

IIpogedennoe namonoeoanamomuueckoe ucciedosanue
NPOOeMOHCMPUPOBANO XapaKmepHbvle 045 eaukoceHo3a 11
muna (ungpanmunvroli hopmot BI1) uzmenenus.

Hapysrcnoe uccaedosanue: npagunbHo2o meaocioxnce-
HUsL, NOHUJICEHHO20 NUMaHus. Anmponomempuueckue 0a-
Hble: macca meaa 5534 ¢, dauna mena 65 cm, OKpYyICHOCMb
20108bl 42 cm. S3vlk pe3ko yseauueH 8 pasmepe (MAKpo-
enoccust).

Buympennee uccaedosanue: cepoue npasocghopmuposan-
Hoe, pacnonodiceHHoe creea, pazmepamu 7,5 x 7,5 x 5, 2 x 5cm.
Tonwuna moiuybl aeeoeo yceayoouxa 1,7 cm, npasoeo 0,5 cm.
Macca éckpoimoeo cepoya 176 e (npu nopme 35 2). Pacno-
A0JCEHUE MAUCMPANbHBIX cOCY008 npagurvhoe. O8anbHoe
OKHO 8 MedcnpedcepOHoll nepe2opodke 3aKpuimo, Ha e2o
Mecme pacnonazaemcs 08AAbHAS AMKA, pa3mepamu
0,4 x 0,3 cm. JHeghekmos 6 medncoceaydouxogoil u memiuc-
npedceporoli nepecopodxax He obHapyicero. Moiuuya cepoya
HAoWynv NAOMHAS, HA PA3pe3ax C6ema0-Kpachas, 00HOpoO-
Has. Knananwt cepoua u KpynHuix cocyooe moxKue, npo3pay-
Hole, anacmuynble. Ilpasoiii ycenydouex pacuupen. Hlupuna
aopmol Had YpogHeM KAANAHO8 2,7 CM, 1e204H020 CMBOAA
2,8 cm. ApmepuanvHbiii RPOMOK 3aKpbim.

Ileyenwv pasmepamu 15,2 x 9,5 x 10 x 7,5 cm, macca
348 e (npu nopme 227 2). Kancyaa ee ceposamas, nosepx-
HOCmb enadkasi, nepedHull Kpail 3a0cmper, mKaHs HAOUYnb
HAOMHAS, HA PA3pe3ax MeMHO-KOPUUHeBas C YYaACMKamu
JHCeNMO020 Usema, PUCYHOK 00AEK XOPOULO PANUMUM.

Jleekue 3anumarom eeco 00vemM NAeBPANbHBIX NOAOCMEI.
Touxu pasmepamu: npasas — 6,7 x 2,2 x 1,7 cm, seeas —
6,2 x 2,5 x 2 cm, secom coomeememeento 24 e u 26 e.

Tucmoaoecuueckoe uccaedosanue. Cepoye — cmpoma
YMEpeHHO omeuHa ¢ NOAHOKPOBHbIMU cocydamu. Bo écex no-
A5X 3peHUst KapOUuOMUOYUMbL C8em.Able, NUULEHbl NONEPeHHO
ucHepueHHOCMuU, Pe3Ko KOHMYpuposamsl (puc. 3).

Ileuennv: Hapyuwenue 6a104H020 CMPOCHUS U3-34 HEPaAG-
HOMEepPH020 NOAHOKPOBUSL KANUANSPHOU CemU U 8blPANCEHHO20
omeka npocmpancmea ucce. [lumonaazma eenamoyumog
ceemaas, ¢ NpU3HaKamu 6aiioHHol ducmpoguu, wacms ee-
NaAmMouumog, pacnonoNCeHHbIX 8 00Aacmu NepUnoOPMAanbHbIX
MpaKmos, ¢ KPYNHOKAaneAbHoU 6aKyoAU3ayuerl YUMonaAa3mol
(puc. 4).

Jleekue 6 cocmosnuu ducmenekmaza — 60abuLas 4ACMb
anbeeon SMOU3EMamosHo pacuiupera, 4acmov CRAUIUecs.
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Puc. 3. lucmonoeuueckuii npenapam muoxapoa, OKpacka eemamox Uit -
203unom (% 200). Kapouomuoyumor pe3ko KoHmypupyloujuecs co c6emaot
UUMONAA3MOIL, NOX0JICUE HA «PACMUMENbHbICY KACMKU.

Buwpasicennoe noanokposue kanuansapos. Bempeuwaromes
YHACMKU C 8bIXO0OM IPUMPOUUMO8 8 NOAOCMY ANb8eoA. Anb-
6e0AsIPHbIE NEPecOPOOKU YMOAUWEHbl 34 cHem NOAHOKPOBUs,
omeka, npoaugepayuu Maxpogazos u paccessHHoU CMeUaHHo-
Kaemouroil ungurvmpayuu. CoedunumenvHas MKamb 6OKpye
KPYRHBIX COCYO08 C BbIPANCEHHBIM OMEKOM.

101061011 u chunHOU MO3e: KAGPMUHA NEPUBACKYASIPHOLO

Puc. 4. Tucmonoeuueckuii npenapam nevenu, oKpacka 2emamoxcuaun-
203unom (< 200). Ceemavie «630ymobie» eenamoyums ¢ NpUHAKamu 6ai-
AOHHOU ducmpoghuu

U nepuLettonspHoco omeka, mecmamu 0o cnoxeuosa. Heii-
POHBL KOPbl U NOOKOPKOBbIX CHPYKMYD € NPUSHAKAMU OU-
cmpouuecKux usmeHeHull U ¢ 303UHOPUAbHBIMU BKAHOUEHU -
SAMU, PACNONOICCHHBIMU NO nepugepuu yumonaazmoi. Manoe
Koauuecmeo mueposoeo eeujecmaa. Paccesunas aumgpouyu-
mapHas u cKyoHas MaKpogazanvras UHGUALMPaAuUs 8 no-
B8EPXHOCMHbIX YHACMKAX KOPbL.

Kaunuro-anamomuuecxuii snuxpus. [Ipu namonoeoana-
MOMU4ECKOM UCCAe008aHUU MPYNA PebeHKA ObiaU 8bis61eHb!
npusnaku BII (eaukoeenos 1l muna): kapouomeeanus, ouna-

Mayus npagoeo iceaydouKa, 8bipajiceHHble HapyuleHus CmpyK-
Mypul KapoOUOMUOUUMOS, 2enamome2ans, blpalceHHbvle Ha-
DPYUIEHUS. CIPYKMYPbl 2enamoyumos, 00avuioe Koau4ecmeo
OKCUGDUABHBIX 2PAHYA 8 KAeMKAX NepeOHUX po208 CNUHHO20
Mo032a, NOOKOPKOBbIX CMPYKMYPAX 20108H020 M032A U A0pax
npo001208amo2o Mo3ea U 08YCMopOHHell NOAUCe2MeHMAPHOI
Cepo3HO-eHOUHOU nHeemonuu. Kombunayus eviseieHHbIX na-
MOA0RUHECKUX NPOUECCO8 OCAOICHUAACH CEPOZHBIM MUOKAPOU-
MOoM, CEPO3HbIM 2enamumom, 4mo, @ ceolo ouepeds, NPUEENo
K Pa3eumuio noAuopeaHHoil Hedocmamo4HOCmu U OmeKy 20-
J08H020 M0O32, KOMOpPble AGUAUCH HENOCPEOCMBEHHOU NPU1L-
HOUL cMepmu.

06GcyxpeHue

XapakrtepHbIM 151 UH(baHTUIBbHOM (hopmbl BIT siBrnock
paHHee, y>Ke B HEOHATaJIbHOM ITEPHOJIE, TTPOSIBJICHHE KapIu-
OMeTaJIM1 B COYETAHUM C BEIpaXKEHHOM rurnephepMeHTeMU -
el B CBIBOPOTKE KPOBU (5-KpaTHOE TIPEBBIIIICHUE YPOBHS
KpeaTuH(OocHOKMHA3BI ¥ 3-KpaTHOE IIPEBhIIICHE JTaKTaT-
JIETUAPOTeHAa3bl), YTO ITO3BOJISLIO TIPH TIEPBUYHOM O0CIIEIO-
BaauH 3arrono3puth bI1. Hammune muddysHoit MblmeaHoin
TUTIOTOHWY, 3aePKKU MOTOPHOTO Pa3BUTHSI, a TAKKE Ma-
KPOIJIOCCUU TIPU UCKJIFOUEHUHU J1a00paTOPHBIMU METOIAMU
BPOXIEHHOTO TUIOTHPEO3a MO3BOJISLIO MPEAIoaaraTh
y 00JTbHOTO pebeHKa OTHO 13 HACIEACTBEHHBIX METa0OIIe-
CKUX 3a00seBaHMiA. KoHeYHO, OTCYTCTBIE CEMEITHOTO aHaAM -
He3a (HaJIM4Ms B CEMbE Y MOJIOIBIX 3IO0POBBIX POAUTEICH
JIpYyruX OOJIbHBIX JIETEH ¢ aHAJIOTMYHBIMU ITPU3HAKAMM) 3a-
TPYIHSIET BBIOOP BpayaMy TaKOTO TMarHOCTUYECKOTO MpeI-
nojoxxeHnst. OQHAKO 71T METa0OIMIECKNX 3a00JICBaHMIA,
OOJIBLIMHCTBO U3 KOTOPBIX UIMEIOT ayTOCOMHO-PELIECCUBHBII
XapakTep HacJIeMOBaHUSI, TaKas CUTyallys TUIIMYHA IIPU
MaJIOIETHOCTH COBPEMEHHBIX ceMeil. Pa3Butue B mmociemy-
foreM (Ha 2—3-M Mecsilie KU3HM) Y O0JIbHOM AeBOYKM PEH-
TreHonorndeckux 1 DxoKI-nprusHakoB rumneprpodruieckomn
KapAMOMMOIIATUM C IIPOrPeCCUPYIOIICH CepIeuHOi HemIo-
CTaTOYHOCTHIO CIIEJIAI0 KIIMHUIECKYIO IMarHOCTUKY OUYEBUII-
Hoii B mone3y bI1. B MI'K 0bu10 pekoMeHIoBaHO TIpoBeIe-
Hue sH3uMoauarHocTuku bBIl. Mcmonb3ys TeXHOIOrHMio
onpeAeaeHNsI aKTUBHOCTHU 0-IJIIOKO3KMIa3bl B TMMMOLIATaX
13 cyxoro IaTHa B 1adbopatopun HBO MI'HLI PAMH, Ha
4-M MecsI1Ie XKM3HU O0JTLHOTO pebeHKa YCTaHOBJICHA HI3KasT
akTUBHOCTH GAA (3,4 % OT HOpPMBI), XapaKTepHasi JJ1s1 UH-
(anTunbHOM popmnbl BIT.

B cBs131 ¢ BBICOKMM T€HETUIECKUM PUCKOM TTOBTOP-
HOTO poXIeHust 00IbHOro pedeHka B ceMbe (25 %) B Ja-
o6oparopun HEO MI'HII PAMH 6ru1a BeimonHeHa JIHK -
IMArHOCTUKA C MeJIbl0 TMOCJeayIolIeil I0poa0oBOit
nuarHoctuku bIT. Metogom MpsiIMOro ceKBeHMPOBaHUS
reHa GAA y ponuteneil pebeHKa 0OHapYyXeHbI MyTalliu:
y otua c.1799 G>A (p.Arg600His) u ¢.1951 1952 delGG
insT y MaTepu B TeTePO3UTOTHOM COCTOSIHUM, UTO JIeIacT
BO3MOXHOI paHHIOI0, B cpoke 9—11 Hex GepeMeHHOCTH
MpeHaTAJIbHYIO TUaTHOCTHUKY.

®3T pebeHKy He NPOBOAMIACH, TaK KaK BCKOpe
IocJie 3aBeplieHus BepubUrKallMyl AUarHo3a B BO3pacTe
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5 Mec peOeHOK yMep OT OpOHXOITHEBMOHMU Ha (poHe
MPOTPECCUPYIOIIEH CEPACYHO-JIETOYHOM HEA0CTATOY-
Hoctu. M3yuyeHue 20 coOcTBeHHBIX U 133 ciyyaeB UH-
daHTUnbHOM (opmbl BIl Mo gaHHBIM JUTEpaTyphl
TOJUTAaHJCKUMM UCCieqoBaTensiMu [9] moKka3bIBaeT, 4To
BIT pacmpocTpaHeHa TOBCEMECTHO UM KIJIMHUYECKAs
KapTHHA U TeYeHUe 3a00JIeBaHMsI UMEIOT OOJIBIIIOE CXO/I-
CTBO B pa3auyHbIX nonyasuusx. Cumnromsl bIT Hauu-
HAIOTCSI BCKOpE IIOCJIe POXIEeHUsS (CpemHUil BO3pacT
1,6 Mec), BO3pacT Ha MOMEHT rocrnuranuzauuu (2,8—
4,0 mec), nuarHocTtuka (B 4,5—5,3 mec), cMepTh 0e3
®3T nacrynaer B 6,0—7,7 Mec.

[TpoBeneHHBIE KITMHUIECKUE UCTTBITAHUS C 3aMECTH -
TEJILHOM Teparnuei o-TITI0KO31UAa301 y 00IbHBIX ¢ MH(paH-
TuIbHOM hopmoit BI1 mokazanu cylecTBEeHHBIN perpecc
KIIMHUYECKUX TPOSIBJICHUH, TIPEXkKIe BCEro YMEHBIIIEHUE
TOJIIIIMHBI CTEHKW MMOKapia TIpU TUMEPTpoduIecKoit
KapAWOMUOIIaTUH, YBEIWYEHUE IMPOJOKUTEIbHOCTU
¥ KadecTBa xku3HH [ 10, 11]. Pemenuem npobaeMbl paHHEH
JMArHOCTUKM CTajo Obl MHpOBeAcHME HEOHATaJbHOIO

ckpuHuHra bBII, muioTHoe wucciienoBaHUE TPOBEAECHO
KUTAaiCKUMM YYEHBIMH B TIOIYJISILIUUA C OTHOCHUTEIHHO
BbICOKOI yactoToil BIT [2, 12]. ¥ 6 HOBOPOXIEHHBIX U3
206 088, obcaemoBaHHbIX 110 CKpUHUHTY (TaliBaHb), OHU
nIMarHoCTUpoBany MHaHTIIBHYIO opmy BIT B Bo3pacTe
12—26 nHeit xku3HU. BbUT ITOTyYeH MOJIOXUTEIbHBIN pe-
3ysbTat npu HazHayeHuu 3T a-T1roKo3unasoii (B Tevue-
Hue 14—32 mec) B hopme perpecca CMUMITOMOB FMITIEPTPO-
¢udeckoil KapaAMOMHONATHM W  CTATUCTHUYECKU
JIOCTOBEPHOTO YBEINYCHUS BEIKUBAHUS 3THUX MALIMCHTOB
M0 CPaBHEHMIO C OOJBbHBIMM C JUATHOCTUPOBAHHBIM IO
KJIMHUYECKUM MPU3HAKaM 3a00JIeBaHUEM.

3aknioueHue

ITpornos mnanenyeckoit ¢popMmsl bI1 HeOmaronpust-
HeIA. Tem He MeHee ¢ yueToM TTosgBieHs @3T maHHOTO
3a00JIeBaHMS CETOTHS €CTh BO3MOXKXHOCTD HE TOTBKO TTPH-
OCTaHOBUTH MMPOTPECCUPOBAHIE 00JIE3HU, HO U TTOIYIUTh
00paTHOE pa3BUTHUE €€ OTAEAbHBIX KIMHUYECKUX IIPOSIB-
JICHWI W YAYYIOUTh Ka4eCTBO JKMU3HU TaleHTa.
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Omuem o npoBefieHuu 5-il MexAyHapoaHoii KoHgepeHyuu
No HeuHBa3uBHOI cMUMynAyuu Mo3ra
19-21 mapTa 2013 1.

B mapte 2013 . B cTa-
PUHHOM HEMEIIKOM TOpojie
Jleitur mponura 5-s me-
JKIyHapoaHasl KOH(bepeHIUs
10 HEMHBA3UBHOU CTUMYJISI-
oMy Mosra. Jlednmomurckmin
YHUBEPCUTET CTaJl MECTOM
MpOBeNeHUST KOH(MEPEeHLINHU
He chyyaitHo. B 1882
B YHUBepCUTETE OBLIO U31a-
HO OJHO M3 TIEPBBIX PYKO-
BOJCTB IO HEUHBA3MBHOU
cTuMyassuuu Moara ¢ aBtopctBoM Wilhelm Erb.

ComnpencenareassMyu KOH(MDEPEHIIUM BHICTYITVIIM 3aBe-
TYIOIIWI OTAeIeHNEM KIIMHUYeCKOW Heiipohn3noaoru,
BKC-Mpe3uaeHT MexXnmyHapoaHoU dheaepaluy KIMHUYE-
ckux Heripodusunonoros (IFCN) npod. YHuBepcutera
Tertuarena Walter Paulus n ipod. YHUBepcutera Jleit-
mura Joseph Classen.

KondepeHus npoBoauiack B TeueHUe 3 THEH U OX-
BaTbIBajia MPaKTUUYECKU BCE pa3aesibl CTUMYJISILIUM MO3Ta.
B ocHOBHOM paccMaTpuBaJIMCh TpaHCKpPaHWAIbHAs Mar-
HutHas ctumyssiius (TMC) u anekTpryeckass CTUMYJIS -
LM MO3Ta TTOCTOSTHHBIM TOKOM.

B niepBbIii AeHb KOHGMEPEHIIUU COCTOSIICS «KPYIIbIA
CTOJI» IO BONpOCaM OpraHuU3allMM MYJBTULIEHTPOBBIX
WCcClIeAOBaHUI B 00JIaCT HEMHBA3UBHOUN CTUMYJISIINT
Mo3ra. Ha 3acemaHuu mpucyTCcTBOBaaM KaK Bpayn-HC-
clienoBaTeiv, TaK U MpeAcTaBUTEIN GUpM-TTPOU3BOAM -
TeJel MeIUIIMHCKON TeXHUKU. BbIcTymnas ¢ 1okiaamom,
P. Ravazzani mpemioxui WHULIMAPOBATH 2 KPYITHBIX
eBPOMNENCKUX KIMHUUYECKUX UCCIEeI0BAHMS 10 ITPUMe-
HeHuo TMC npu genpeccuu U MOCAeACTBUSIX Hapylle-
Hus Mo3roBoro kpoBooopaiuenust (HMK). Kak pesynbrat
STHUX UCCIICAOBAHWN TIAHNPYETCST BHECTH JAaHHBIA METO/I
B €BpOICHCKUE KIMHUYCCKMEe peKoMeHaauuu. Hauyaro
COCTaBJICHME CIHMCKa JabopaTopuii, 3aMHTEPECOBAaHHBIX
B yY4aCTUU B MOJOOHOM MCCIEIOBAHUMN U OUCK UCTOYHM -
KOB (pMHAHCUPOBAHMSI.

B npomomkeHne «Kpyriaoro CToia» COCTOSIIIACh CeK-
1Msl, MOCBSIIEHHAs MpaBWIaM OpraHU3alMM KJIMHUYE-
CKUX MCCJIeIOBaHUI, CBI3aHHbIX C IPUMEHEHEM METOIOB
HEWHBAa3WBHON CTUMYIISIIIUA MO3Ta.

Bropoii neHb koHpepeHIY 0T HaNOOJIee HACKIIIIECH-
HBIM. Ha yTpeHHUX ceKIrsIX 00CyKAaInCh (DU3NOJIOrMYe-
ckue ocHOBHI AeiicTBUSI TMC 1 91eKTpHUUYECKO CTUMYISI-
IIMA Ha LIEHTPaJbHYI0 HEepBHYIO cucteMy. Il1po3Bydanm
coo0I11IeHUsT 00 u3ydyeHUu (eHOMeHa BHYTPUKOPOBOTO
WHTUOMPOBAHUS U MEXaHM3MOB €ro o0pa3oBaHUsI, POJIU

[JIMAJIBHBIX KJIETOK B KJIMHU-
gyecKoM 3(pdekTe CTUMYISI-
MK MO3Ta, O BIMSTHUM CTH-
MYJISLIMM Ha IPOLIECCHI
obyueHus. [lepexons oT ¢pu-
3MOJIOTUIECKUX MCCIIeN0Ba-
HUit K kauHuKe, N. Ward
B cBoeM nokJjazae «Plasticity
in stroke patients — why brain
stimulation may (not) work»
TOJHSUT BOIIPOC O BO3MOX-
HBIX TIPUYMHAX He3(HEKTUB-
HOCTM HEVHBA3MBHOM CTUMYJISILIUM IIPU pPeadWIMTALIAA
nagueHToB ¢ mociaeactBusMu HMK (Ward N.S.
Assessment of cortical reorganisation for hand function
after stroke. J Physiol 2011;589:5625—32).

KnuHuyeckoe nmpuMeHeHe METOI0B HEMHBa3UBHOIM
CTUMYJISIIIMM MO3Ta HavyaJloCh C OCBEIICHMST HOBBIX TE€X-
HOJIOTMI W MUIIeHel ns ctumyasuuu: quadripulse-
U octopulse-CTUMYISILIUSI, IIPUMEHEHME CTATUYECKOIO
MarHuTHoro nous, copMmelieHuss TMC ¢ pyHKIMOHaAb-
HOM MarHUMTHO-PEe30HAHCHOM ToMorpadueit U 3JIeKTPO-
sHuedanorpabueit (DOI'), cTUMYISIIUSI CHUHHOTO MO3-
ra, COBMEIICHUE CTUMYJISILIMA MO3ra U BOOOpaxKeHUs
IBUKEHUSI KaK METO/Ia aKTUBAIlM HEePOIIacCTUYECKIX
IPOIIECCOB.

Benmyine ciennagncTsl paccka3air O HOBBIX UCCTIe-
JIOBaHUSIX TIPUMEHEHMSI HEMBA3UBHOM CTUMYJISILUU IIPU
0one3Hu ITapkuHcoHa u nHcynbre. B mpogoikeHue oocy-
KIEeHWS TIpOorHo3a BoccTaHoBiIeHUs 1mmociie HMK Cathy

Omkpvimue Kongepenyuu. Boicmynienue conpedcedamens KoHgpepenyuu,
npogh. Joseph Classen
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Llepkoss ce. Pomvbt

Stinear mpenoxuiia MPOTOKOJ JIsI MPOTHO3UPOBAHUS
HUCXOMa MHCYJIbTa, OCHOBaHHBINA Ha coBMeleHun TMC
U MarHUTHO-pe30oHaHCHO# TpakTorpaduu. IMoapoOHee
C 3TUM TIPOTOKOJIOM MOXKHO O3HAKOMUTBLCS B COOTBETCT-
Bytomeii myoamkamuu (Stinear C. Prediction of recovery of
motor function after stroke. The Lancet Neurology
2010;9:1228—-32).

OTnenbHBbIe CEKIIMU ObUTA TTOCBSIIIEHBI TPUMEHEHUIO
METOJIOB CTUMYJISILINY TIPU TICUXUATPUIECKON TTaTOJIOTUN
(mempeccusi, TPEBOXHBIC PACcCTPOICTBA, IM30(MPEHU),
HUCMOJIb30BAaHUIO CTUMYJISILIMY B KOTHUTUBHBIX UCCJIeI0Ba-
HusIX, mpuMeHeHuto TMC B Tepanuu 007€BbIX CHHIPOMOB.

Ocoboe BHUMaHUE Ha KOH(EPEHITINY OBUTO YIEJIEHO MO-
JIEKYJISIPHBIM ¥ TEHETUUECKUM MeXaHM3MaM BIIMSTHUST HeWH-
Ba3MBHOM CTUMYJISILIMM Ha MEXaHU3Mbl HEPOILIaCTUIHOCTH.
O06cyXaan0ch BIMSHAE CTUMYJISILIMIA HA YPOBEHb KOPTU30J1a,
MO3TOBOTO HEMPOTpOhrIecKOro (hakTopa, a TakKe Ha MOpP-
¢domnoruto HeiipoHoB. Tak, B cBoeM gokiane U. Ziemann 1o-

KasaJji, yTo BeicokoyacTtoTHas ctumyssiiys (10 Tir), Hampas-
JieHHast Ha 3peible CAl KJIETKM TUIITIOKAaMIla, BbI3bIBAET
peMOIEIMPOBaHNE IIUITMKOB JICHIPUTOB. BBIABICHO, 4YTO
9(h(eKThl MATHUTHON CTUMYJISILIMY CBSI3aHbI C BAMSIHUMEM Ha
NMDA- u AMPA-peuentopsl. [TonpobHee ¢ paboToit MOXKHO
MMO3HAKOMUTBCS B myOimkanmu KosutektuBa (VlachosA.,
Miiller-Dahlhaus E, Rosskopp J. et al. Repetitive magnetic
stimulation induces functional and structural plasticity of excit-
atory postsynapses in mouse organotypic hippocampal slice
cultures. J Neurosci 2012;32(48):17514—-23).

B zakimouuTenbHON CeKLMHU ee IpeaceaaTeib
A. Quartarone ogyepKHyJia HEOOXOAMMOCTb MPOIOJIKE-
HUS U3YIeHUS] MOJIEKYJISIPHBIX M TeHETUIECKMX MEeXaHN3-
MOB BIIMSTHUSI HEMHBA3MBHON CTUMYJISIIIUM HA MO3T, IS
MOHUMAaHUS ee TepaneBTUYeCKuX 3PPeKToB.

IMapanienbHO MIeHAPHBIM U CEKIIMOHHBIM 3acelaHu-
SIM TIPOXOIMJIA OOIIIMpPHAs CTEHI0Basl CecCusl, Ha KOTOPOM
koutektTuB 3 PI'BY «HayuyHblil LIEHTp HEBPOIOTUN»
PAMH npencraBui npeaBapuTe/ibHbIe JaHHBIE O ITPOBO-
JUMOM PaHIOMU3UPOBAHHOM CJIETIOM IUTalleOOKOHTPOIM -
PYEMOM HCCIIEIOBAaHUY 110 TIPUMEHEHUIO HaBUTAIMOHHOM
TMC B peabunurtanuu nauueHtoB nocie HMK (Pira-
dov M.A., Chernikova L.A., Tanashian M.M. et al. Naviga-
tion repeated transcranial magnetic stimulation in stroke
rehabilitation (randomized blind sham-controlled study).
Preliminary results: safety and tolerability).

OIHO M3 BaXHBIX BIEYATIEHWII OT KOH(MepeHLU
CBSI3aHO C aKTUBHBIM MCIIOJIb30BaHUEM 3apyOeKHbIMU
MCCIIeI0BATEISIMA COBPEMEHHBIX METOIOB ITOCTOOPa0OTKH
HEeNpohU3NOTOTUUECKUX JAHHBIX, TAKMUX TTPOTPpaMM, Kak
MatLab, EEGLab, SPM, Brainstrom u ap. [Ipumenenue
JMIaHHBIX METOAMK ITO3BOJSIET 3HAUMTEIbHO YINIyOUTHCS
B M3y4eHME TOHKHIX MEXaHM3MOB (DOPMUPOBaHUSI BHI3BAH-
HBIX MOTOPHBIX OTBETOB, BEI3BAHHBIX ITOTEHIMAJIOB, TIaT-
TepHOB DD 1 yBeIMUYUBAECT MOJE3HBIN BBIXOI U3 MOJIY-
YEHHBIX HATUBHBIX JTaHHbIX.

[TapamienbHO KOH(MEpeHIMM 1IIJ1a BBICTABKAa COBpE-
MEHHOTO 000pyI0BaHUs. bblTN TIpeaCcTaBIeHbI COBPEMEH -
HbIC HABUTALIMOHHBIC CUCTEMBI [IJI1 CTUMYJISILIUM, HOBBIS
armapathbl 3JEKTPUUECKON CTUMYJISILMU U APYroe Hellpo-
dusnosiornyeckoe obopynoBaHue. [IpUATHO OTMETUTH
yJacTue B TaHHOU BBICTaBKe IpeacTaButTeneit Poccum —
dupmy «Heiipocodt», IpencTaBiIsSIONINX CBOUM MAarHUTHBIE
CTUMYJISITOPBI.

[TporpamMmmy KOoH(MEpEeHIIUN U €€ MaTepruajbl MOXHO
HaliTh Ha caiiTe www.nbs-conference.de.

A.B. Yepeskos
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Omuem o npoBepeHuu KoHgepernyuu <Heiipothusuonoruyeckue uccnenoBanus
B KNUHUKe» namamu npocpeccopa I'.A. LllekymbeBa

MockBa, 11-12 anpena 2013 r.

1112 anpens 2013 . Ha 6a3e HUW Heipoxupyprim um. H.H. bypaeHko 6bina npoBeseHa koHdepeHuna «Heiipodu-
310noruyeckie UCCNeoBaHA B KNUHIUKe», NocBALeHHaa namatu npod. leoprus Anekcanaposinua LlekyTbesa,

BO3TNBNABLLErO Ha NPOTAXEHUN MHOTUX NIET NaB0paTopuio KNMHNYECKOI Heiipoduanonorn. C foKNafami BbICTy-
MIANN COTPYAHMKIN BEAYLMX POCCUACKIX 1 3apyOEXKHbIX HEBPOMIOrUUYECKNX 11 HEAPOXMPYPrIAYECKMX LIEHTPOB.

Cexiysi, TIOCBSIIIEHHAsI HOBBIM JIWAarHOCTUYECKUM
BO3MOXHOCTSIM B HEBPOJIOTMU, ObLIa OpraHU30BaHa Ipu
aKTMBHOM cojieiicTBur OOIIECTBa CIEIIMAINCTOB ITO HEPB-
HO-MBIeuHbIM 0oJie3HaM (OHMDB). Tlpencematenssmu
BBICTYIIWIM 3aBEYIOIINI Jlabopatopuell KIMHUYEeCKON
Helipopuzuonorun GI'bY «HayuHblii LIEHTP HEBPOJIOTUM»
PAMH npod. B.B. IHe3nuuxuii u npeacenarens OHMb
npod. C.C. HukutuH. [1epBbIif BOKIIan OBLUT TIpeACTaBICH
MeHemkepoMm Kommanuu Nihon Kohden n-pom Anmpea-
coM [lapmoii (Andreas Parma), KoTopslii pacckasan 06
OCHOBHBIX BeXaX B MICTOPUU Pa3BUTHUSI KOMIIAHWUM, a TAKXKE
0 HoBeHmmMx paspaborkax. IlociaemHue malOT BO3MOXK-
HOCTb PEerucTpalum 256-KaHaJIbHOM 3aIMCU 3JIEKTPOIH-
uedanorpammer (B39, mapamiensHoil 3anucu DIT
¥ BUICOU300pakeHMST BHICOKOTO pa3pelleHus], B TOM YK~
cJie TIpU CBOOOTHOM IBMXKEHUM ITallMEHTa, a TAKXKe BO3-
MOXHOCTh MHTpPaoIiepalluOHHOTO MOHUTOprHTA. Ocoboe
BHUMaHUE ObLIO yIeIeHO pa3paboTKe CHEeLUaTbHOTO
MPOrpaMMHOI0 00ecIieYeHHsI, TO3BOJISAIONIEro (POPMUPO-
BaTh €IMHYIO 023y OTYETOB BCeX HEMPODUZMOTOTMUECKUX
WCCIeTOBAHUIN YUPEKICHUS C UX TTOCIIEAYIOINIeH CTaTUCTH -
4yecKoi 00paboTKOA.

Hoxnan k.m.H. H.A. Cynonesoii (PI'BY «HayuHbrit
HeHTp HeBpoJjiorun» PAMH, MockBa) Obl1 MOCBSILIEH
BO3MOXHOCTSIM TIPUMEHEHUS 3JIEKTPOMUOTPpaUIeCKUX
(OMT') MeTo10B uccie0BaHUS Y peaHUMAIMOHHbBIX 00JTh-
HBIX, 0OCOOEHHO y TTallMeHTOB ¢ cuHapoMoM IuiteHa—bappe
(CI'B) m npyruM# TsDKeIbIMM (DOpMaMu TTOJIMHEPOIIaThH,
a Takke ¢ MMACTEHMYECKUM KPHU30M UM TIOJMMHUO3UTOM.
B BrICTYIIIEHUM OBLTIO OTMEYEHO OOJIBIIIOE 3HAUEHWE TaH-
HBIX METOJIOB MCCJICIOBAHMS TAKKE U 'y TTALIMEHTOB C BTO-
PUYHOI MaToJIoTHel ieprudeprndecKoit HepBHOM CHCTEMBI,
B YaCTHOCTH C TTOJIMHEpOMUOTIaThe KpUTUUECKHUX COCTO-
SIHUI, TOKCUYECKUMMU, JIEKAPCTBEHHBIMU U JPYTUMU IOpa-
JKEHUSIMM HEPBHO-MBIIIIEYHOI CUCTeMbL. B CcBsI3u ¢ 3TUM
MoAYEepPKHYTa BaXXHOCTh OCHAIIICHUS OTIEICHUM peaHu-
Maluy 1 MTHTEHCUBHOM TepaItiy MOPTaTUBHBIM HeHpodu-
310JIOTUYECKUM 000pYyIOBaHUEM U paCIIMPEHMST TToKa3a-
HUIl OIS €ro MCIIOJb30BaHUS Yy MaHHOM KaTeropuu
nanueHToB. Takke ObLIM OCBElEHbl BO3MOXHOCTH DMI -
METOAMK B aHECTEe3WOJOTUHM, HAIpUMep MJis OLIEHKHU
(byHKIIMOHAJIBHOTO COCTOSTHUST HEPBHO-MBIIIIEYHOM TTepe-
Jlayy, 4YTO O3BOJISIET B TEYCHME OIepallii KOHTPOIUPO-

BaTh IJTyOMHY HapKo3a, BBIOMPATh OMTUMATIbHOE BpeMs
IJIST MHTYOALlMM M 3KCTyOallMu, TUTPOBAThb HO3bI IS
obecreueHusT ONITUMAIBHOTO HEPBHO-MBIIIIEYHOTO 0JIOKA.
B coobwenun [.A. Ipumnnoit (PI'BY «Hayunbrit
1eHTp HeBposiorun» PAMH) Obiu ipeicTaBieHbI pe3yib-
TaThl OPUTUHATBHOTO UCCIIEOBAHUS 110 YTOUYHEHUIO MPO-
THOCTUYECKMX BO3MOXHOCTEM 3J1eKTpOHEeipoMUuorpapumn
npu CI'B. ABTOp pacckaszaja o IMmoka3aHMIX K TTPUMEeHe-
Huto OMI kak aas IMarHOCTUKKU M YTOUHEHUST (hOPMBI
IaHHOro 3a0o0JieBaHUs, TaK W JUISI IIPOTHO3MPOBAHUS
nanbpHelimero TedyeHust U ucxoga CI'b yxe Ha paHHUX
cranusix 6osie3HU. Pe3ynbraThl nccaenoBaHus OATBEPIAM -
JIN 3HAYUMOCTh CTETIEHU TaJACHUS aMIUIATYIbl JUCTATb-
Horo M-otBeTa n. medianus B OTHOIIEHWHU IIPOTHO3a
BOCCTaHOBJICHMSI. BriepBhle OTMeueHa BbICOKask MHMOpMa-
TUBHOCTb MCCJICIOBAHMSI IJISI ATOM 1IeJU IPYTMX HEPBOB:
n. ulnaris u n. tibialis. [IpemraraeMpie aBTOpOM ITOPOTOBEIE
3HAYEHUST aMITIUTYAbl M-0TBeTa MO3BOJISIOT yKe B Mep-
BbI€ 2 Hel IPEAIOIIOXUTh BO3MOXHbIE OCOOEHHOCTH Te-
yeHus CI'b, 4To, B ¢BOIO oUepeb, CITOCOOCTBYET ONTUMM -
3alMU IMATHOCTUIECKOU U JIeUeOHOI TAKTUKH, OCOOEHHO
B IMPOrHOCTUYECKU HEOJArOMPUSITHBIX CIydasiX.
Crnenyolmuii 1oKaaa, caedaHHbIi K.M.H. A.B. Uepssi-
koBeIM (DPI'BY «HayuHbrit ieHTp HeBposnornm» PAMH),
OBLT TTOCBSIIEH pe3yJibTaTaM MCCIeI0BaHMsI KapTupoBa-
HUS HAaBUTALMOHHOW TpaHCKpPaHUAJbHOM MarHUTHOM
crumysiunu (TMC) nipu 6osie3HM MOTOHelipoHa. balio
MoKa3aHo, YTO BBEJACHNE METOAMKIN HaBuraiimoHHoir TMC
TTO3BOJISIET BO MHOTOM PEIIUTh TTPOOIEMY TOUHOTO COOT-
HEeCEeHUsI HEOOXOIUMBIX aHATOMUYECKUX CTPYKTYP C TOU-
KOI CTUMYJISILIMU IyTeM UCIIOJIb30BaHMS B KAYECTBE OPH-
€HTUpa TIpU HAHECEHWU CTUMYJIOB WHIMBUIYAIbHOMI
MarHUTHO-PE30HAHCHON ToMOTpaduy ToJJOBHOTO MO3Ta
MaleHTa. AHaJIN3 pe3yJIbTaToB MOKa3aj, YTo y MallueHTOB
¢ 60KOoBBIM aMHOTpodudeckuM ckiaepo3oM (BAC) cratu-
CTUYECKM 3HAYMMO TOBBIIIIEH ITOPOT BEI3BAHHBIX MOTOP-
HbIX 0TBeTOB (BMO) mipu cTiMyJisiiiny 001X MOJTyIIapuid,
MpUYeM XapaKTepHasi JJisl 30POBBIX JIIOIEH MEXITOTyIlap-
Hasl acuMMeTpus 3HayeHuit mopora BMO y naHHBIX 00.1b-
HBIX OTCYTCTBOBaJIA. [TocTpOoeHHBIE B XO/I€ UCCICIOBAHNUS
WHAMBUIYaTbHBIE KapThl KOPKOBOTO TPEICTaBUTEIbCTBA
m. abductor pollicis brevis y 6oabHBIX ¢ BAC 1 manimeHTOB
IPYIIIbl KOHTPOJISI TOKA3aIi YMEHbIIEHKE IUIOIIAaN KapT
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B IEPBOI1 TPYIIIE, a TAKKE CYIIECTBEHHOE U3MEHEHNE UX
(hopmbl. OcoObIit UHTEpeC MpeacTaBisieT «(peHOMeH pa3-
peXeHUsT» KapT KOPKOBOI'O MPEACTABUTEILCTBA Y OOJIbHBIX
¢ BAC, pu KoTopoM KapThl pacragaloTcs Ha OTAEIbHbIE
«(PYHKLIMOHUPYIOIIKXE 30HbI» (BEPOSITHO, COOTBETCTBYIO-
1€ COXPAHUBIIEMYCS ITyJTy MOTOHEHPOHOB), MEXIY KO-
TOPBIMM PACIIOIATalOTCs «IIYCTOThbI» — YU4aCTKU, CTUMYJISI-
1M KOTOPBIX HE MPUBOAUT K BO3HUKHOBEeHHI0O BMO.
Hcnonb3oBaHue METOIUKHU OBLIO MPOUJUITIOCTPUPOBAHO
BUICO3aITMChHIO pUMeHeHNsT HaBuraunoHHoit TMC y ma-
uueHTku ¢ bAC.

Coob6mienne A.A. Macnaka (PI'BJIITY «JleueGHO-
o3mopoBuTeNbHEIN IeHTp MU Poccum», Mocksa) ObLTO
TOCBSIIIIEHO aKTyaJIbHBIM BOIPOCaM MUAarHOCTUKU CHUH-
npoMa KapnaiabHoro KaHana (CKK). Ocoboe BHUMaHMe
OBLTO YAENIEHO COTMOCTABICHUIO TWArHOCTUYECKUX BO3-
MOXHOCTE METONMK YJIbTPa3ByKOBOTO WCCIETOBAHMS
(Y3M1) u DMI. CoOcTBeHHbIE TaHHbBIE aBTOpA MOATBEP-
JKIAalT 0oJiee BRICOKYIO 3HAaUMMOCTh DMI o cpaBHEHUIO
¢ Y3 npu nepBUYHOI AUAarHOCTUKE JaHHOIO 3a00JieBa-
Husl. Kak mokasanu pesynbraThl, METOAMKA TO3BOJISIET
BBISIBUTH paHHUE TATO(PU3MOJOTMYECKUE HapyIICHUS
MPOBEJCHUS TI0 CEHCOPHBIM BOJIOKHAM CPEIMHHOTO He-
pBa, KOTOpbIE MEPBLIMU BOBJIEKAIOTCST B MATOJIOTUYECKUI
nporecc. TeM He MEHee aKTUBHO 00CYXXIaeMbIii B HACTO-
sIIee BpeMsl B JIMTepaType BOIIPOC O 1€JIeCO00pa3ZHOCTH
KOMOMHMpoBaHHOTO npuMeHeHUs1 Y3U u DMI, no mHe-
HUIO aBTOpa, TPeOYyeT NaTbHENIIIEro aHAIN3a U U3yYEHUSI
Y METOJI MIOKa HE MOXKET OBITh PEKOMEHIIOBAH B KA4€CTBE
obs3arebHOTO TIpoToKOa anarHoctuku CKK. HeomgHos-
HAYHOCTh JAHHOTO BOTIpOca ObLIa MOATBEPXKIEHA MMOCe-
JIOBaBIIMM TocJje aokiana BeictyrieHueM O.B. TnbBa-

HOBOM (MOCKOBCKMIT MUaCTEHNIECKHUIA IIEHTP), KOTOpast
yKazajga Ha He3aMeHUMocTb Y3U mpu momo3peHuu Ha
CTPYKTYpHbIE U3MEHEHMUS KapNaJIbHOTO KaHaa.

B 3aBepieHnr paboThI CEKIIMA BHUMAHUIO CIIyIlIaTe-
Jieit ObutM TipenctaBiieHbl nokianx B.U. Ycauea (BMA
uMm. C.M. Kuposa, Cankr-IletepOypr), mocBsIIeHHbI
HOBBIM HUCTarMOJIOTUY€CKUM BO3MOXKXHOCTSIM TUATHOCTH -
KU TUCOYHKIWY T1a30ABUTATEIbHON CUCTEMBI B OTOHEB-
poJiorun U HeWpopeaOWIMTaLMM, a Takxke Jokian A.B.
Anecenko (Muctutyr omoxumuueckoinr ¢dusznku PAH,
HayuHblil ieHTp ncuxuyeckoro 3aopoBbst PAMH, Mo-
CKBa) O BJIMSTHUU UHTUOUTOPA XOJTWHICTEPA3bl PUBACTUT-
MWHa Ha JIMTAIHBINA CIIEKTP TIJIa3Mbl KPOBU B XOJIE JIeUe-
HUST 0oje3HW AublreiimMepa. ABTOpP YyKa3blBaeT Ha
BO3MOXHYIO IEHHOCTb MCCIIEIOBAHNSI TUTTUIHOTO CIIEKT-
pa METOIOM Macc-CIEKTPOMETPUM TSI OLIEHKU 3 deK-
TUBHOCTH JICUEHUST YKA3aHHBIM TpenaparoM. B mokmane
aKIIEHTUPYeTCs] BHUMaHWE Ha TIEPCIIEKTUBHOCTU METO/IA
BBUAY BO3MOXHOCTU €ro BHEIPEHUS] B KJIMHUYECKYIO
MPAKTUKY JJISI MOHUTOPUHTA 3(PHOEKTUBHOCTU JICUECHUS
JII00BIX HEMPONIETEHEPATUBHBIX 3a00JIEBAHNI, TATOTEHES
KOTOPBIX CBSI3aH C HapylIeHUEM JIMIMUIHOTO OOMeHa,
a Takke U151 0TOopa Haubosee 3(h(heKTUBHBIX HEMPOIPo-
TEKTOPOB HOBOT'O TTOKOJIEHUST, KOPPEKTUPYIOIINX JTUTTHI-
HBII METa0O0IU3M.

AKTUBHOE O0CYXIeHNE YIaCTHUKAMU CEKIIMM 0003Ha-
YEHHBIX TTPOOJIEM MO3BOJISIET TOBOPUTH 00 aKTyaTbHOCTU
HampaBJeHUs U BaXXHOCTU TPOBEACHUS B JaJTbHEUIIIEM
KOH(MepeHIIUH 1o TaHHOW TeMaTUKe, KOTOpPbIe MO3BOJIST
00BEIMHUTDH BPauyeOHBIN OIBIT IS COBEPIIEHCTBOBAHMS
JIMAaTHOCTUYECKUX U JIEYEOHBIX AJITOPUTMOB.

M.A. Tunzbepe
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AHrno-pyccKuil monKoBblil cNoBapb
Haubonee ynompebumenbHbiX Heilipohusuonoru4eckux mepMuHoB*

Yactb lll: M- P

M response = M-otBet. CM. OoJiee TIpEANOYTUTETb-
HbIl TepMuH M wave (M-BoiHa).

M wave = M-BojIHa — CyMMapHBIii MOTeHILMAaJ AefCT-
BUSI MBITIIIBI, PETUCTPUPYEMBIN C MBITIIIBI ITPU CTUMYJISI-
LIMY MHHEPBUPYIOIIETO €€ HEPBA OMUHOUYHBIM CTUMYJIOM.
OO6byHO M-BoJHa, BBI3bIBacMasi CylipaMaKCHUMaIbHOM
CTUMYJISILIMEH, UCITOIB3YETCS IJISI MCCIIeTOBaHMsI TIPOBO-
JIMMOCTHU TI0 MOTOPHBIM HepBaM. Perncrpupyroine ai1ex-
TPOIBI PACTIONATAIOTCS HA MBIIIIIIE TAKUM 00pa3oM, YTOObI
HavyaJbHOE OTKJIOHEHKE CYMMAapPHOI'O BbI3BAHHOTO ITOTEH -
LIMaJia OT HYJIeBO1 IMHUU ObUIO HETaTUBHBIM; U3MEPSIIOT-
csl: aamenmuocms (BpeMsl 10 Havajia IepBOil HeraTUBHOM
da3znl), amnaumyoda (OT HyJIeBOU JIMHUU IO TTUKA TIEPBOI
HeraTuBHOM (a3bl) u daumenvHocms (IIEpBOIl HEraTUBHOM
(asbl), eclii He OTOBOPEHBI IPYIUe YCIOBUSI U3MEPEHUSI.
B HopMme M-BoJjiHa OOBIYHO SIBJIsIETCS OU(a3HON U OTJIM -
YaeTCsl CTaOMIBHOCTHIO B OTBET HA PEAKYIO CTUMYJISIIIAIO
(1=5 Tir). Cwm. repetitive nerve stimulation (purmMudeckast
CTUMYJISILIASL HEPBA).

Macro motor unit action potential = MakponoTeHIA
(meiicTBus) ABurareapHoii enuaupl (JIIE) — ycpennenHast
3JIEKTPUYECKasd aKTUBHOCTb TOM YaCTU aHATOMUYECKOU
I E, xoropast HaXoauTCcsl B 30HE OTBEICHUSI MaKpO-3JIeK-
TpoMmuorpacpudeckoro (OMI') smekrpona. IToTteHmman
XapaKTepU3yeTCsT TOCTOSTHCTBOM TIOSIBJICHHS, KOT/Ia MaJiast
perucTpupylomias moBepxHocTh Makpo-OMTI -anekTpona
OpPUEHTHPOBaHA TaKUM 00pa30oM, YTO ITO3BOJISIET PEru-
CTPUPOBATh MOTEHIIMAJILI OT OTHOTO MBIIIIEYHOTO BOJIOKHA.
KonaecTBeHHO OTMpeessTIoTCs CIIeAyIoNINe TTapaMeTphl:
1) MakcUMaIbHasI MEXITUKOBAs aMIIATYIa, 2) TI0IIAAb,
HaxoAsIasics oA BOJIHOM, 3) yncio ¢as.

Macro MUP, macro MUAP = makpo-I1JIE, makpo-IIJI-
JE — ab0peBuatypsbl g 0003HaY€HUS MaKpPOITOTEHIINA-
na geuratenbHoit emmHunbl (JAE), makpomoreHmuama
neyicrBus J1E.

Macroelectromyography (macro-EMG) = Makpo3JieKTpo-
muorpagusa (Makpo-DMI') — o0 TepMIH, OTHOCSIIIIMIA -
Csl K CIoco0y M yCIOBUSIM, CBSI3aHHBIMM C PErucTpaiyein
AKTUBHOCTH BCEX IMOTECHLIMAJIOB ICHCTBYSI MbILLIEYHBIX BO-
JIOKOH, BO3HUKAIOIIMX B OMHOM IBUTaTEeJIbHOM eIMHUIIE.

Macro-EMG = makpo-3MI — aG6peBuatypa s 000-
3HAYEHUST MAKPOINEKMPOMUOPAPUU.

Macro-EMG needle electrode = makpo-DMI -urospua-
Tl 3JIEKTPOJ — PA3HOBUIHOCTD 94eKmMpooa 00UHOUHOZ0
MbLULEYHO20 B0A0KHA C OTBOJISIIEH TOBEPXHOCTHIO KAHIOIN
BJIEKTPOJA JUTMHOM B 15 MM OT KOHUMKA UTJIBI M JOITOTHU-
TEJIbHOU MaJIoi OTBOMSIIIEH ITOBEPXHOCTHIO (25 MKM B M-

aMeTpe) Ha PacCTOSTHUM 7,5 MM OT KOHYMKA WIJIBI IS
TPUTTEPHOIO 3aIycKa PErUCTPALIU.

Malignant fasciculation = 310kauecTBeHHas! (haCIUKY-
Jsus. TepMuH, BBIIEAIIMI M3 YIIOTPEOJIeHUs, paHee
OOBIYHO MCITOTH30BABIINIACS TPU TTPOTPECCUPYIOIIEM Te-
YeHUM 0O0JIE3HU MOTOHEMPOHA JIJISI OIMMCAHUsI BEICOKOAM-
IUTATYIHBIX, MOIMMAa3HBIX TOTEHIIMAIOB (DaCIIUKYIISIINIA,
WMEIOIINX PeAKylo JacToTy nosiBneHus. CM. fasciculation
potential (moTeHIINAT (DACITUKYJISIINAN ).

Maximal stimulus = MakcUMaJbHBII
CM. stimulus (CTUMYJ).

Maximal conduction velocity = MaKcumalibHasi CKO-
pocts mpoenenus. Cwm. conduction velocity (CKOpPOCTB
MPOBEACHMUS).

MCD — aGb6peBuartypa 1Jisi 0003HAUEHUSI CPeIHEro
3HAUYEHMSI Pa3HUIBl MEXIOTCHIIMAJbHOIO MHTEpBasia
(C3MMU) Mexay mocienoBaTeIbHBIMUA pa3psiiaMu JIBYX
MBIIICYHBIX BOJOKOH. CM. jitfer (IKUTTEP).

Mean consecutive difference — cpeaHee 3HadeHHe
pPa3HUIIBI MEXITOTEHIIMAIbHOTO WMHTEepBaJia I0oCiIen0Ba-
TEJIbHBIX Pa3psI0B ABYX MBIIIIEUHBIX BOJTOKOH. CM. MCD,
Jjitter (IKUTTEP).

Mean sorted difference (MSD) — cpenHsisi COPTUPOBaH-
Hasl pa3HUIIA JaHHBIX TIPU Pa3HbBIX MMATOJOTUYECKUX CO-
CTOSTHUSIX, MHTEPBAJ MEXKIY aHATU3UPYEMbIMU TTOTEHIIH -
ajamu (MEXITOTeHIIMAIbHBIN MHTEPBA) MIPU MPOBEACHUU
SFEMG, 3aBUCUT OT MPEAIIECTBYIOLIETO MEXUMITYJIbC-
HOro MHTEpBajJia MEXJy paspsiaMu, U B 3TOM cCiydae
cpenHee 3HaYeHNe Pa3HUIIBl MEXITOTEHIIMATLHOTO MHTEP-
Basia (cM. MCD — C3MU), 10noJIHUTENBHO K JIKUTTEDY,
OyeT MMeTh JOTIOJIHUTENIbHYIO BapuabeIbHOCTh, CBSI3aH-
HYI0O C BOCCTaHOBMUTEJIbHOW (YHKIIMEH MeMOpaHHOTO
npoBeneHus. s CHIDKEHUST BIUSHUS 9TOTO hakTopa
U3MEPSIEMBbIA MEXITOTEHLIUAIBHBINA MHTEPBAJl COPTUPYET-
csl TI0 BO3pacTalolleil B COOTBETCTBUU C MPEIIIECTBYIO-
M MEXpa3psiTHBIM MHTEPBAJIOM, W IIPU 3TOM JIJISI HOBOI
MOCJIeI0BATEIbHOCTA 3HAYEHU I TTOJCYNTHIBAETCST HOBBIIA
nokazatesb C3MMU, koTopblii Ha3bIBaeTCsl mean sorted-
data difference (cokpaitieHHO mean sorted difference, MSD).
MCD/MSD sBisitoTcst MHASKCAMU, UCITOJIb3YeMbIMU ITPY
ananmmze pe3ysnbratoB SFEMG. Cm. MCD, jitter (xutTep).

Membraine instability = HecTa0WILHOCTH MEMOPAHHOTO
NOTEHNHUAIA — TCHACHLIMS KJICTOYHOM MeMOpaHbI K CIIOH-
TaHHOI AETOJISIpU3alliM TIPU BHEIIHEM MEXaHUYECKOM
pa3apaXeHUW WX TI0Ce TPOM3BOJIBHOM aKTUBAIWM.
ITpumepom HecTaOMJIBHOTO MEMOpPAHHOTO TOTEHIIMAJIA
SIBJISIETCS CIIOHTaHHAsl aKTUBHOCTb MbILIEYHBIX BOJJOKOH

CTUMY.JI.
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B BUJE TOTEHIMAIOB (DUOPUIUISLINI, PEruCTPUPYeMbIX
npu urosbyatoit SIMI.

MEP — ab06peBuatypa a5 0003HaYeHUS TTOTeHIMala
nurarenbHolt equHuLbl (ITIE).

MEPP — a66peBuatypa 1is 0003HaYeHUST MUHUATIOP-
HOTO TMOoTeHIMana KoHieBoi iactuaku (MITKIT).

Microneurography = mukponeiiporpagus — meton pe-
TUCTPalU aKTUBHOCTHU MeprhepruIeCcKUX HEPBOB YEIOBe-
Ka ¢ UCITOJIb30BAaHNEM MHTPAHEBPATbHBIX JIEKTPOJIOB.

Miniature end-plate potential (MEPP) = MUHMATIOPHBIii
noreHnua Kouuepoit miactuaku (MITKIT) — moreHiman
KOHIIEBOU TUIACTUHKU MBIIIEYHOTO BOJIOKHA, BO3HUKAIO-
LW TIPY CTIOHTAHHOM BBIJICIEHUY KBaHTA alleTUIIXOJIMHA
U3 TPECMHANTUYECKOW TepMUHAIM akcoHa. B Hopme
B COCTOSTHUM TTOKOST B MBILIIEYHOM BOJIOKHE MUKPOIJIEK-
TPOJ PETUCTPUPYET HEOOIBIIINE KPATKOBPEMEHHBIE C/IBU -
' MEMOpPaHHOTO TIOTeHIIMAIa ¢ HEPETYISIPHBIMU MHTEP-
BaJlaMM, HAINlOMWHAIOIIMEe HOPMAJbHBIA TMOTEHIIAAI
KOHILIEBOU IJIACTUHKU, HO UX aMIUIUTYIa BO MHOTO pa3
MEHBbIIIE, TOTOMY OHU U MOJYYWJIA Ha3BaHWE MUHUATIOP-
HBIX IOTEHIMAJIOB KOHLIeBOU TiacTuHKKU. MITKIT siBist-
10TCsT MOHO(A3HBIMU, HETAaTUBHBIMU, KOPOTKUMM IO
JIIUTENBHOCTH (< 5 MC) TTOTeHLIMAIaMU MAJIOM aMILTATYIbI
(<20 MxB). I1pu pacnosoxxeHUuu 0ObIYHOTO UTOABLYATOTO
OMI-a5ekTpona B 30He KOHIEBOW TUIACTUHKU TaKXe
MOXHO 3apeructpuponatb MITKII.

Minimum conduction velocity = MUHUMaJbHAA CKO-
POCTh MPOBeieHUs] — CKOPOCTh MPOBEACHMUSI TT0 MEIJIEHHO
MPOBOJASIIIAM HEPBHBIM BOJIOKHAM. 7151 TECTUPOBAHUSI
MOTOPHBIX ¥ CEHCOPHBIX HEPBHBIX BOJIOKOH MCITOJIb3YIOT-
sl crielMaibHbIe METOIUKU.

Mixed nerve = cMeliaHHbIi HepB — MepUbepUIECKUA
HEPB, COCTOSIIINI U3 MOTOPHBIX M CEHCOPHBIX aKCOHOB.

MNCV — ab0peBuatypa i1 0003HaYeHUS MOTOPHOM
ckopoctu mpoBeneHus Bo30yxmeHus (MCPB). Cwm.
conduction velocity (CKOpOCTb IIPOBENICHUST).

Mononeuritis multiplex = MHOXKeCTBEHHbIii MOHOHEB-
PHUT — COCTOSTHUE, XapaKTepu3yIoleecs: OMHOBPEMEHHBIM
WUJIY TIOCJIeIOBATEIbHBIM aKCOHAIBHBIM W AEMUETUHY -
3UPYIOLIUM MOPaKEHUEM HECKOJIbKUX HEPBOB B PA3HBIX
AHATOMUYECKUX OOJACTSX W TIO3TOMY OTIWYAIoIIeecs
ACMMMETPUIHBIM TTATTEPHOM TMOPaKEHMSI.

Mononeuropathy multiplex = MHOXKeCTBEHHAs1 MOHO-
HelponaTusi — COCTOSIHUE, XapaKTePU3YIOIIEEeCs] aKCOHATb-
HBbIM WU NEMUETUHUZUPYIOIIUM TMOPAXEHUEM OIHO-
WMEHHBIX HEpPBOB, HaINpUMeEp JYy4eBOTO, JIOKTEBOTO,
Maji00ep1I0BOTO WX KAKOTO-JTM00 U3 YEPEITHBIX HEPBOB.

Monophasic action potential = MoHo()a3HbBIIi TIOTEHIIU-
aJ ieficTBUSA — MTOTEHIIMAJT, BOJIHA KOTOPOTO pacrojaraer-
Cs1 CTPOTO HAa/l U30JUHUEN UJIU MO/ HEM.

Monopahasic end-plate activity = moHo(ha3Hasi aKTHB-
HOCTb KOHIIeBO# miacTuHKH. CM. end-plate activity (aKTUB-
HOCTb KOHIIEBOU IMJIACTUHKN).

Monopolar needle electrode = MOHOTIOJISIPHBIIA UT0JIb-
YaTblil PErUCTPUPYIOLIUI IMEKTPOS — KECTKUIA ITPOBOJIOY-
HBIii 3JIEKTPO, OOBIYHO U3 HePXKaBEIOIIEH CTaIu, TIOKPbhI-

THII M30JIUPYIOIIUM MaTepraaoM, OOBIYHO TedIIOHOM, 3a
HUCKJIIOUEHUEM ero KoHuuka. HecmMoTpst Ha ompeneneHue
MOHONOAAPHYLI 21eKmpo0d, IS PeTUCTPALIMU TTOTeHIIMAJIa
HEOOXOJMMO MCTIOTb30BAHNE OTAETbHOTO HAKOXHOTO WK
TMOJKOXHOTO pehepeHTHOTO 3JIEKTPOo/Ia, T. €. TTOTSHIINAI
M3MEpsIeTCS] MEXITy KOHYMKOM WIJIbl (AaKTUBHBIN, WU
HUCCIIEOYIONINM, 3JIEKTPOA), MOrPYKEHHOH B MBIIIIILY,
¥ TUTACTUHYATHIM HAaKOXHBIM 3JIEKTPOIOM M HEU30JIH -
POBaHHBIM UTOJIBYATHIM TTOIKOXXHBIM 3JIE€KTPOIOM (pede-
PEHTHBIN 271eKTpo). MOHOIOJSPHBIN 2JIEKTPOJ TaKkKe
MOXKET UCTIOJIb30BAThCS B KAUeCTBE KaTo/1a IIPU UCCIe0-
BaHUM CKOPOCTH MPOBEIEHMUS 110 IEpU(pepruIecKuM Hep-
BaM BMECTE C IPYTUM 2JIEKTPOJIOM, BBHITIOTHSIIOIIAM POJTh
a”ona. [1o cornameHuio 3To yCIOBUE PETUCTPALIMU OTHO-
CUTCH K MOHOTIOJISIPHOW UTOJIbYATOM PETUCTPALIMU, XOTS
Pa3HOCTh TIOTEHIIMATIOB BCETNA PETUCTPUPYETCS MEXIY
NIBYMSI DJIEKTPOAAMU.

Motor evoked potentials (MEP) = BbI3BaHHbIiI MOTOPHBII
norennuan (BMII) — cymmapHbIii MOTEHIMA 1EUCTBUS
MBILIILIBI B OTBET HA TPAHCKPAHUATBHYIO MATHUTHYIO WK
TPAaHCKPAHUATBHYIO 3JIEKTPUUECKYIO CTUMYJISILIUIO.

Motor latency = MOTOpHas JaTEHTHOCTb — WHTEPBAJ
MEX/y HauajaoM CTUMYyJIa U HayajaoM TMOJTYyYeHHOIO CyM-
MapHOTro IOTeHLMaaa AeUCTBUSI MBILILLI (M-BOJHBI).
B 3aBrcUMOCTH OT MECTa TIPETbSIBJIEHNS CTUMYJIA (pacIio-
JIOXKEHUS CTUMYJIMPYIOIIETO 3JIEKTPO/Ia) TEPMUH UCITONb-
3yeTcs JUIsl oTpe/ie/IeHUs! MPOKCUMaIbHOW UN TUCTATb-
HOW MOTOPHOM JJATEHTHOCTH.

Motor nerve = MOTOPHbIN WM JABUraTe/IbHbIA HEPB —
HEPB, COCTOSIIINI 13 BOJIOKOH, MTHHEPBUPYIOIINX 9KCTPa-
¢y3asnibHble W UHTpady3aJibHbIE MbIIIEUHbIE BOJOKHA.
OOBIYHO 3TH HEPBBI TAKXKE COAEPKAT UYBCTBUTEIbHbBIC
BOJIOKHA OT MBIIIILIBI U IPYTHX [IYOOKHMX CTPYKTYP.

Motor nerve conduction velocity (MNCV) = moTopHast
CKOPOCTbh MPOBEJIeHUst — CKOPOCTh IMPOBEJCHUS TTOTEHIIU -
ajga JEUCTBUSI MO BOJIOKHAM MOTOpHOro Hepma. Cw.
conduction velocity (CKOPOCTb TPOBENEHMS ).

Motor neuron disease = 60Jie3Hb ABUTATEJILHOTO HETi-
POHA — TPYIIINA TSIKEJIbIX HEBPOJOTUUECKUX 3a00JIEBAHUI,
B KJIMHUKE KOTOPBIX HA MEPBbIii MJIaH BbICTYIAET CUHIPOM
TOPaXXeHWsT MOTOHEHPOHOB KOPBI TOJIOBHOTO MO3Ta, CTBO-
Jla U CIMHHOTro Mo3ara. [IpemMyliecTBeHHBI YypOBEHBb
MOpaXKeHUsT OMpeae/sieT HEBPOJOTMUYECKUE CUMITTOMBI.
IlepBuuHBIil OOKOBOI CKJIEPO3 AMArHOCTUPYETCsI, Koraa
JleTeHePAaTUBHbIE U3MEHEHUSI KacaloTCsl TPEUMYIIECTBEH-
HO KOPTUKOCITMHAJIBHBIX MOTOPHBIX BOJIOKOH; IIPU OOKO-
BOM aMHUOTPO(PUIECKOM CKIIEPO3€e MOPAKAIOTCS KaK BepX-
HUE, TaK U CErMEHTapHbIE MOTOHEUPOHHBI.

Motor point = nBuraTebHAsi TOYKA MBIIIIbI — TOYKA HAJ
MBILILIEH, B KOTOPOU IPU HAHECEHUU 3JIEKTPUUYECKOTO
CTUMYJIa MUHUMAJIbHOW MHTEHCUBHOCTU U JUIUTETbHOCTU
BbI3bIBACTCSI MAKCUMAJIbHBIN 0TBET. O0JIaCTU IBUTATETLHOM
TOYKM aHATOMMYECKHU COOTBETCTBYET 30HA PACIPEACICHUS
KOHIIEBBIX TUIACTUHOK TEPMUHATLHBIX BETBICHUI HEPBA.

Motor response = mortopubiii otBer. 1. CymMapHBbIii
MOTEeHLIMAJ AeCTBUS MBI (M-BOJIHA), peTUCTPpUpYe-
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MBI C MBIl TP CTUMYJISILIMA MHHEPBUPYIOIIETO €¢
HepBa. 2. MplllieuHOE TOIEPTUBAHUE WU COKpallleHne,
BbI3bIBAEMOE CTUMYJISILIUE WHHEPBUPYIOUIETO MBbILIILY
HepBa. 3. MbllIeyHOe COKpallleHHEe, PErMCTpUpyeMoe Mpu
pediexce MBIIIBI HA pacTsKEHUE.

Motor unit action potential (MUAP) = noTeHman neiicr-
Bud asuratebHoi exuauipl (ITI/1E) — moreHuuan geiicr-
BUSI, OTPAXKAMOIIUI 3JIEKTPUYECKYI0 aKTUBHOCTh OTHOW
JIBUTATEJIbHON €MWHUIIBI, MBIIIEUYHbIE BOJIOKHA KOTOPOM
HaxOISTCSI B 30HE OTBEACHUST UTOJThUaTOro 3ekTpona. [pu
MPOU3BOJIBLHOM cokpaiieHun Mbliibl TTIJE xapakrepu-
3yeTCsl MOCTOSTHCTBOM (POPMBI U CBSI3bIO C CWJION pa3BUBa-
emoro ycunus. [1pu uronmpaaroit DMI mpy MHOTOKpaTHOM
TepeMEIlEHNU 3JIeKTPO/Ia BHYTPU MBIIIIIBI PETUCTPUPYIOT-
cst ITAJAE pa3HBIX ABUTATEIbHBIX €IMHUIL C KOJTMYECTBEH-
HBIM OIpeAeJIeHUEM CIEeIYIOIIMX TapaMeTPOB.

1. Kondwuryparus:

* amnaumyoa, ot mvka 1o nuka (MkB wim MB);
* daumenvHocms, o01Iast (MC);

* yyciio ¢paz (MoHOo(Ma3HbIN, AByX(da3HbIid, Tpexdas-
HbIii, YyeTbIpexda3Hblii, MHOTO(hA3HbII MOTeHLIUAN);

* TIOJISIPHOCTD KaXno# (ha3bl (HeraTuBHasl, TO3UTUB-
Hasl);

* YUCJIO MYPHOB;

» Bapuanus (QOpMbl (JLKUIN), €CIM HUMEeTCs, NpH
peructpauuu nnocienosareabHbix [TJIJIE;

* HaIM4ue cameanumusix (CUSIUICHHBIX WU CBSI3aH-
HbBIX) HOMEHYUan08, CIU UMEIOTCS;

* IUIMTEBLHOCTh CITaiika, BKJII0Yas caTe/JIMTHBIE T10-
TEHITAJIbI.

2. XapaKTepUCTUKU PeKPYMUPOBAHUSL:

* nmopor aktuBauuu (kakue ITIJE pexpyTupyrooTcs,
HU3KOITOPOTOBBIE WJIN BBICOKOIIOPOTOBEIE);

* Hauaavhas yvacmoma (I11);
* yacmoma peKpymupo8arus I UHMepean peKpymu-
posaHusi (MC) OTAEJIbHBIX TOTEHIINATIOB.

He pexoMenayeTcs yroTpebieHHEe OMucaTeIbHBIX
TEPMUHOB, TMOAPA3yMEBAIOIINX KITMHUUECKOE TMarHOCTH -
yecKoe 3HaueHUe, HallpuMeEp: Muonamu4eckue, Heilpona-
muueckue, peceHepupyroujiie, 3apodicoaroujuecss, 2ueaHmcKue,
pacnadarowuecs nomenyuanst. CM. polyphasic action poten-
tials (momma3HbBIN TOTEHIIAI NeiicTBUSA), serrated action
potential (3y0UaThlii MOTEHIIMAT ACHCTBUS).

Motor unit fraction = paxims IBUraTe/IbHOM € IMHHUIIBI.
CM. scanning EMG (ckanupytoiass DMTI).

Motor unit number counting = noacyer yucJja IBura-
TeJbHbIX enuaul. CM. 0oJiee MPeAnOUTUTETbHBIN TEPMUH
motor unit number estimate (IpUOJU3UTEIBLHOE OIpeaese-
HUE YuC/ia IBUTaTeAbHbIX AMHUILL).

Motor unit number estimate (MUNE) = npu6m3uresib-
Hoe ompeseeHue yuciaa aurarenbhsix equnann (OYIE) —
METOJ KOJIMYECTBEHHOTO OIpeaeaeHus yncia pyHKINOo-
HUPYIOIIMX B MBI ABUTaTeIbHbIX eauHull. st OYE
WCTIOJIB3YIOTCSI pa3Hble CIIOCOOBI, B TOM YHUCJE: CraiK-
TPUTTEPHOE YCUJICHUE, MHKPEMEHTHAsI CTUMYJISILIVS IBU -
raTeJbHOro HepBa, moacyeT F-BosiH, WK cTaTUCTUYECKUI

meton [Tyaccona. CuHOHUMBL: mofor unit number estimation
(MUNE), motor unit number estimating (MUNFE) — xanbKy-
JISIUUSL, OLIEHKA Yucia JBUTaTeIbHbIX EUHUIL.

Motor unit potential (MUP) = noTeHuua ABUraTeJibHOM
emuannbl (IT1E), ciHOHUM TepMUHA nomeryuan deticmeus
deueamenvHoll eOUHULbL.

Motor unit territory = TeppuTOpHs ABUraTEIbHOM €1u-
HUIBI — YaCcTh 00JIACTU MOTIEPEYHOTO CEYEHUST MBIIIIIBI,
B KOTOPOU pacIpeesieHbl MbIIIeYHbIE BOJOKHA OTHOM
JIBUTATETbHOI €IMHUIIBI.

Movement artifact = apredaxr aBrkenus. Cm. artifact
(apTedaxr).

Myotonia = MHOTOHMSI — KJTMHUYECKU HaOoqaemast
3a/iepKKa paccyiabieHrsI MBIIIIBI TTOCIe TTPOU3BOJBHOTO
COKpallleHUs U TEPKYCCUU. ACCOLIMUPYETCSl C peru-
CTPUPYEMOU 3JIEKTPUUYECKON aKTUBHOCTBIO B BUJE MUO-
TOHUYECKUX Pa3psIIOB, CJIOKHBIX TTOBTOPSIIOIINXCS pa3psi-
JIOB MJTM HEWPOMUOHWYECKUX PA3PSIOB.

Myotonic discharge = MUOTOHWYECKMIA pa3psim — pas-
psia, noBTopsitommiics ¢ yactoroit ot 20 go 80 Ii1. Boige-
JISTIOT pa3psiabl 2 TUTIOB: 1) nByxda3Hbie (TTO3UTUBHO-HE-
TaTUBHbBIE) CITAKOBBIC MOTEHIIMAJBI JTUTEIBHOCTBIO < 5
MC HallOMMHAIOIIMe MOTeHIMAIbl (PUOPWILISALINIA; 2) O~
JIOXKUTEJbHbIE BOJIHBI IJIUTEAbHOCTBIO 5—20 MC, Hamo-
MMHAaIOIIIKE MOJOXUTEIbHbIE OCTpbie BOJIHBI. O0a TuMa
MOTEHIIMAJIOB PETUCTPUPYIOTCS TIOCTE BBEIEHUSI WTJIBI
U TIPU €€ TIePEMEIIIEHUU B MBIIIILIE, TTOCTIe TPOU3BOJIbHO-
IO MBIIIEYHOTO COKPAIEHUSI WJIM TOKOJIAYMBAHUS IO
MBIIIIIE U SBJISIOTCST PE3YJIBTATOM MOSIBJIEHUSI HE3aBUCH -
MBIX TTOBTOPSIIOLINXCST Pa3psiiOB TTOTEHIIMAIOB OTHE/b-
HBIX MBbIIIEYHBIX BOJIOKOH. MUOTOHUYECKUE pa3psibl
XapaKTepU3YIOTCs HApacTaHUEM U yObIBAHWEM COCTaBJISI-
FOIIMX UX MOTEHIIMAJIOB MO aMIUTUTYAE U YacTOTe, YTO
CO311aeT 3ByKOBOE COMPOBOXKIEHNE B KOJTOHKAX 3JIEKTPO-
muorpacda, HallOMUHAIOIIEe 3BYK «ITUKUPYIOIIEro 60M-
0apaUpOBILIMKa» BCAEACTBUE COOTBETCTBYIOIIETO U3MeE-
HEeHUsI BbICOTHI ToHa. He myrtath ¢ waning discharge
(YOBIBatOIINIT pa3psim).

Myotonic potential = MHMOTOHMYECKHiIi MOTeHUMAJ.
CM. 6oJ1ee MpearnoYTUTeIbHbINA TepMUH myotonic discharge
(MMOTOHUYECKUI pa3psin).

NAP — abbpeBuatypa 1151 0003HaAUECHUS TEPMUHA nerve
action potential — notenunan neiicteus Hepsa (ITAH).

Nascend motor unit potential = 3apoxnaromuiics mo-
TEHIMAJ IBUTATeIbHON eIMHUIBI — OT JIaT. nescens (poxmna-
IOIIUICS, 3apOXXAAIONINICS, TIOSBISomMiics). TepMuH
BBILLIET M3 YMOTPeOIeHMs, TaK KaK ero HeOOOCHOBAaHHO
WUCTIOJIb30BAIU ISl TIOHSATUSI, UMEIOLIETO TUAarHOCTUYEe-
CKOE M MIPOTHOCTUYECKOE 3HAYEHUE, B TO BpeMs KaK Ha
CaMOM JieJie OH OTpaKaeT 0COOEHHOCTh FeHepaliiy IMOTeH-
uuana asuratenbHoil equnuubl (ITJIE) npu peunHepsa-
uuu. TepMUH UCTOTB30BAJICS 7151 XapaKTePUCTUKU MO~
¢dasnbix IIJJE Hu3Koi aMIUIMTyabl M OOJbIION
JUTATEJIbHOCTU, KOTOPbIe OOBIMHO HAOIOJAI0TCS Ha paH-
HUX 9Tarax peuHHepBaluy Melliisl. CM. motor unit action
potential (MOTeHLIMAI AeHCTBUS ABUTATEIbHOMN eAUHULIBI).
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NCS — aGbpeBuaTypa 11 0003HaYEHUSI TEPMUHA herve
conduction study — viccinenoBaHue HEBPAIbHOMN MPOBOAM -
moctu (MHIT).

NCV — ab0OpeBuatypa ajisi 0003HaUeHUsI TEPMUHA nerve
conduction velocity — CKOpOCTb TTpOBEIEHUST BO30YKIEHUST
(CPB).

Near-field = noreHuua 0JM3KOro mojsi — 3JIEKTpUUe-
CKasl aKTUBHOCTb OMOJIOTMYECKOTO MTPOUCXOKICHUSI, BO3-
HUKalolass BOJIM3W OT PETUCTPUPYIOIMIMX 3JIEKTPOIOB.
Hcnonb3oBanne TepMUHOB HomeHyuan OAU3K020 noas Vi HO-
meHyuan 0anexoeo nois He PEKOMEHYeTCs, TOTOMY UTO BCe
MOTEHIUABl B KIMHUYECKOW HEWPO(PU3NOIOTUNA PEru-
CTPUPYIOTCS Ha OTIpENIe]ICHHOM PacCTOSTHUM OT TeHepaTopa
U HET YETKOTO Pa3INuMs MEX/IY IByMSI TEDPMUHAMMU.

Needle electrode = Urop4aThlii 3J1EKTPO, — JIECKTPOI
B (hopMe UTIBI 71 PETUCTPALIMN WA CTUMYJISILIVU TIPU
YCJIOBUH TIOABENCHUSI €T0 K MHTePECYIoIIei TKaH! ¢ 00s1-
3aTeJIbHBIM MPOThIKAaHWEM KOXU. B amekTpomuorpadun
UCTIOJIB3YIOTCSI Pa3HbIE TUIIBI JIEKTPOJIOB: OUTIOISIPHbBINA
WUTroJIbYaThIi PETUCTPUPYIOLIUNA SJIEKTPO/T, KOHLIEHTpUYE-
CKUIA UTOJIbYATBIN 2JEKTPOJ, MAKPO-3JIeKTpoMuorpabu-
YECKUI UTOJIBYATBIN 37I€KTPO/I, MOHOTIOJISIPHBIN UTOThua-
TBII 2EKTPOJI, MYJIBTUINEKTPOI, SJEKTPOA OMUHOUHOTO
MBIIIEYHOTO BOJIOKHA, CTUMYJUPYIOIIUNA WTOJbYATHIN
3JIEKTPO/.

Nerve action potential = noTenuuan aeicTBUsl HepBa.
B cTporom ornpeneneHun TepMUH OTHOCUTCS K TTOTEHIIM -
ajy NeuCTBUSI, PETUCTPUPYEMOMY C HEPBA.

Nerve conduction study (NCS) = uccieioBanie HeBpaib-
Hoii npoBoumoctu (MHIT) — cuHoHUM anexkmponeiipoepa-
@uu. Peructpauusi 1 aHaJIu3 pa3HbIX BOJTHOBBIX OTBETOB,
UMEIOIINX OMOJIOTMYECKOE TPOUCXOXKIECHUE B OTBET Ha
3JIEKTPUYECKUE WU (PU3MOTOTHYECKUE CTUMYJbL. Kak
MPaBUIIO, TEPMUH UCCAe008aHUEe HEEPANLHOL NPOBOOUMOCMU
OTHOCUTCSI K UCCJIEIOBAHUIO OTBETOB, BbI3bIBAEMBIX B TIe-
pudepryeckoil HepBHOI crcTeMe, B TO BpeMsl KaK TEPMUH
uccae008anue 8bI36aAHHbIX NOMEHYUAN08 OTHOCUTCS K UCCie-
JIOBAaHWUIO OTBETOB, BHI3BIBAEMBIX KaK B Iepr(eprIecKoii,
TakK ¥ B LIEHTPAJIbHOI HEPBHOU cucteme. BoimHOBBIMU OT-
BETaMU, PETUCTPUPYEMBIMU TIPU UCCIEIOBAHUN HEBPAITb-
HOW MPOBOIWMOCTH, SIBISIIOTCSI CyMMAapHBI MOTEHITUAI
JIEMCTBUSI CEHCOPHOTO HepBa M CyMMAapHBIN TTOTEHIIMAI
JIeUCcTBUS MBIIIIbL. CyMMapHBIA TIOTCHIIMAT ICHCTBUS
CEHCOPHOTO HepBa 00bIYHO 0003HAYAETCs KaK MOTEHLIMA
ceHcopHoro Heppa. CyMMapHBI MOTEHUMAT ACUCTBUS
MBIIIIIBI UMEHYETCS TaKMMU MCTOPUYECKU TIPUHSITHIMU
o0o3HaueHusIMU, Kak M-goana, F-eonna, H-peghaexc, T-pegh-
nekc, A-eonna, RI-6oana, R2-6oima. Tlpu craHmapTHBIX
YCIIOBUSIX BO3MOXHO YCTAHOBUTH AMANAa30H HOPMAIbHBIX
3HAYEHWI aMIUTUTY/IbI, JUTMTEIbHOCTU 1 JIATEHTHOCTH BbI3-
BaHHbBIX TOTEHIIMAJIOB, PAaCCUMTaThb MAKCUMAIbHYIO CKO-
POCTb MTPOBE/ICHUSI TTO CEHCOPHBIM U MOTOPHBIM BOJIOKHAM.

Nerve conduction velocity (NCV) = ckopocTb pacnpo-
cTpanenusi Bo30yxnenus no nepsy (CPB) unu ckopoctb
nposenenns umiy.bca mo Heppy (CIIN). O6a onpeneacHMs
UMEIOT OIMHAKOBOE TTPUMEHEHNE — KaK TEPMUH JJIs1 000-

3HAYEHUSI MAKCUMAaJIbHOM CKOPOCTH TTPOBEICHMS TI0 HEp-
BY. CM. conduction velocity (CKOpOCTb IIPOBEACHMUSI).

Nerve fiber action potentials = noreHnuaa AeiCTBUSA
HEPBHOT'0 BOJIOKHA — ITOTEHIIMAJ ICHCTBUS, PETUCTPUPYE-
MBI ¢ OMMHOYHOTO HEPBHOTO BOJIOKHA.

Nerve potential = noreHnuajs HepBa — SKBUBAJIEHT
TepMUHa nomeHyuan deiicmeus Hepéa. Takke 0OBIUHO, HO
HEKOPPEKTHO, MCIOJIb3YeTCs I XapaKTepUCTUKM IBYX-
dazHoit popMbI aKTUBHOCTY KOHIIEBOM TIacTUHKU. Mc-
MOJIb30BAHUE SIBJISIETCS HETOYHBIM, TaK KaK aKTUBHOCTh
KOHILIEBOI IIJIACTUHKM CBSI3aHA C MBIILIEYHBIMU BOJIOKHA-
MM, a HE C HEPBHBIMU.

Nerve trunk action potentials = noreHuuan AeiCTBUSA
HepBHOTo cTBOJIA. CM. GoJiee TIPEANIOUTUTETbHBIN TEPMUH
compound nerve ction potential (CyMMapHBIM MOTEHIIMAI
JIeCTBUS HEPBA).

Neuropraxia = Heliponpakcusi — HECOCTOSITEIbHOCTh
IPOBOAMMOCTH TI0 HEPBY, 0OBIYHO 00paTUMasi, BCICACTBHE
MeTaboJIMYECKUX U MUKPOCTPYKTYPHBIX HapyLIeHUI 6e3
pa3pbiBa akcoHa. CM. 6oJiee IIpeAroUYTUTEIbHbII TEPMUH
conduction block (6JTOK TIpoBeIeHNS).

Neuromuscular transmission disorder = wnapymenue
HEePBHO-MbIIIEYHOI epeiauu — KIMHUYECKOE COCTOSTHUE,
B OCHOBE KOTOPOTO JIEKUT HapyllleHHe HOpPMaJIbHOMI
(YHKIIMM HEPBHO-MBIIIEYHON Iepenadyr B pe3yJibTaTe
CTPYKTYPHBIX WM (PYHKIIMOHATBHBIX CHUHANTUYECKUX
u3MeHeHuit. [1og TepMUHOM 60se3HU ¢ HapyueHUeM Hepe-
HO-Mbluleu Ol nepedayu 0ObIYHO MOApa3yMeBaloT MUaCTe-
HUIO rpaBuC, cuHApoM JlamOGepTa— M TOHA U OOTYAU3M.

Neuromyopathy = HeiipoMuonaTus — KJIUHUYECKOE
COCTOSIHUE, aCCOLIMMPOBAHHOE C TIATOJIOTUEl KaK HepBa,
TaK ¥ MBIIIEYHBIX BOJIOKOH.

Neuromyotonia = HeilipOMHOTOHMS] — CUHIPOM TOCTO-
STHHOI aKTUBHOCTH MBIIIIEYHOTO BOJIOKHA, TIPOSIBIISIIOIITI A -
Cs1 MEJIKUM TIOJEPTMBAHUEM MBIIILbI U €€ HAMPSKEHUEM.
ComnpoBoxaalomiasi MbIIIEYHOE HaNpsDKEHUE 3JIEKTpUYe-
CKast aKTUBHOCTb MOKET OBITh IIEPUOINIECKOI MITU TTOCTO-
STHHOM. TepMMH MCTTONB3YeTCs 15T ONMCAHMST KITMHUIECKUX
CHHAPOMOB, TaK1X KakK cuHapoM Mcaakca (cunapom Mca-
akca—MepToHa), reHepaau30BaHHAss MUOKUMUSI, TICEBIO-
MMOTOHMSI, HOPMOKaIMEMUYECKast TETAaHUS U HEHPOTOHMSI.

Neuromyotonic discharge = neiipoMuoTOHMYECKHE Pa3-
pAnbl — paspsiAbl MOTEHIIMATIOB IBUTATEIbHON €IVMHULIBI
BbICOKO# 4acToThl (150—300 Iir), KkoTopble BO3ZHUKAIOT
B T€UEHNE HECKOIbKMX CEKYH]I IIPY pa3apaXkeHUH IBUTA-
TEJIbHBIX aKCOHOB; BO3HUKAIOT U TTPEKPAIIIAIOTCsST BHE3all-
HO. [I1s1 HERPOMMOHUYECKOTO pa3psiia TUITMIHO MOCTe-
IIEHHOE CHIKEHUE aMIUIMTYIbI [IOTEHIIMAJIOB B IIpOLiecce
ero pa3BuTus. Pa3psiabl MOTyT BO3HUKATh CIOHTAHHO WIIK
WHUIIMAPOBATHCS TIEpeMeIIeHUeM UTJIbI, TPOU3BOJIbHBIM
YCWINEM U UIIeMUE, mepKyccueil HepBa. OTU pa3psiibl
caenyet nudbepeHIpoBaTh ¢ myotonic discharge (MAOTO-
HUYECKMIA pa3psin) U complex repetitive discharges (Cnox-
HBIMU TIOBTOPSIIOIIMMUCS pa3psiiamMmu).

Neuropathic motor unit potentials = HeiiponaTudeckuii
NOTEHIKAJ ABUIATE/IbHOM eIMHUIIbI. YCTapeBIIMIi TEPMUH,

61



62

HepBHo-MblweYHble
BOJNIE3HH

HCTIOJIb30BaHME KOTOPOTO HeXesaTesibHO. KM croab3oBa-
csl IJist 0003HAUEHUSI MAaTOJIOTUYECKUX TONN(DAZHBIX TT0-
TEHLIMAJIOB JIBUTATEJIbHBIX €MHUILL BBICOKOM aMILUTUTYIbI
U 60JbIION nauTebHOCTU. B 0003HAaUaeMoe TepMUHOM
TIOHSITE HEKOPPEKTHO BKITIOYAIOT CIIeIM(pUIECKOe THrar-
HOCTHMYECKOE 3HaYeHUe KOH(MUTYpaluy MoTeHIasa B -
rateabHoU enuHulbl. CM. mofor unit action potential (1mo-
TEHLIMAJT IeHCTBYUS IBUTATEIbHON €NUHULIbI).

Neuropathic recruitment = HeiiponaTndeckuii Tumn (nar-
TepH) PeKPYTHPOBaHKS. YCTapeBIINii TEPMUH, YIIOTpeodie-
HME KOTOPOTO HexkelaTeIbHO. Mcrob3oBascs s onuca-
HUS MaTTepHa PEKPYTUPOBAHUS C YMEHbBIIIEHHBIM YHCIOM
TTOTEHIIMAJIOB ACHCTBUST IBUTATEIBHBIX SIMHUII, TAIOIINX
Ppa3psiobl ¢ TOBBIIICHHOI YacToToi. CM. OoJTee IpearouT -
TeJbHBI TepMUH reduced interference pattern (peayuupo-
BaHHBII MHTEepdEPEeHIMOHHBIN MaTTePH), a TaKXe discrete
activity (TMCKpeTHast akTUBHOCTD), single motor unit pattern
(TmaTTepH OMMHOYHON ABUTATEIBHOMN ENMHULIBI).

Neuropathy = ueiiponatusi — 3a60sieBaHue nepudepu-
YEeCKUX HEPBOB; B 3aBUCUMOCTH OT HauboJiee MopakeHHOM
AHATOMMYECKOW CTPYKTYPbI HEpBa IMPU Pa3HbIX OOJE3HSIX
MOXKET KJIacCU(UIIMPOBATLCS: neuronopathy (HeipoOHOTIaTHSI )
MpU TIPEUMYILIECTBEHHOM IOPaXXEHUU KIIETKM HEWpOHa,
axonopathy (aKCoOHOMNaTsI WM aKCOHaIbHAs HeliponaTusi) —
MOpaXXeHUe aKCOHATTbHOTO CTepXKHS, myelinopathy (Muenu-
HOTIATHUST WINA AEMUCIMHU3UPYIOIIas TTOJIMHENPOIIaThs) —
MopaXkeHWe MUEIMHOBOM 00O0JIOUKM HepBa); BO3MOXHO
BbIJIeJIEHE CEHCOPHOIN M MOTOPHOI MJTM CEHCOPHO-MOTOD-
HOI HelponaTtuu B 3aBUCUMOCTH OT MPEUMYILIECTBEHHOTO
WM KOMOWHUPOBAHHOTO TMOPAKEHUsT HEPBHBIX BOJIOKOH
pasHbix TUNOB. [1o 3THONOTMY BBIEIISIIOT HACIEICTBEHHBIE,
MeTaboTMIYecKre, BOCMATUTEIbHBIE, TOKCUYECKHE Helipora-
TUU, a TAKXKE HEHPONaTuy HEU3BECTHON ATUOJIOTUH.

Neurotmesis = HelipoTMe3UC — YACTUYHBINA WU MOJ-
HBII Pa3pbiB HEPBA C TTOBPEXICHNEM aKCOHAJIBHOTO CTep-
JKHSI HEpBa, €ro MUEJIMHOBOM 000JI0UKY U TIOIEPKUBaIO-
1IEeH COEAMHUTEBHOW TKAHU, BEAYIIUNA K JAEreHepaluu
AKCOHOB HIXE MeCTa TTOBPEXICHUSI.

Neurotonic discharge = HeiipoTOHUYeCKHil pa3psn —
MTOBTOPHBIN MOTEHIIMA ACMCTBHUSI, PETUCTPUPYEMbIil BHY-
TPUMBIILLIEUHBIMU 3JIEKTPOJAAMU BO BpeMsi UHTpaoriepalii-
OHHOTO MOHMTOpHWHTA. CUMTAETCS, YTO HEHPOTOHMIECKUIA
paspsii PETUCTPUPYETCST TIPU UPPUTALIUY WIU TTIOBPEXIe-
HMU HEPBOB, MHHEPBUPYIOIIMX MbIIIILY-MUIICHb.

Noise = mym — ajieKTpryeckasi aKTUBHOCTb, HE CBSI-
3aHHas ¢ aHAJIM3UPYeMbIM CUTHaJIOM. B ayiekTpoauarHo-
CTUYECKOW MEIUIIMHE — IIOTEHIMAaJbl, TeHEPUpyeMbie
3JIeKTPOJaMu, TTPOBOIAMMU, YCUITUTEISIMU U MOIYJISIMU
XpaHeHUsT UHOpMaIuU, KOTOPbIE HE CBSI3aHBI C OMOJIO-
IMYeCKMMU MCTOYHMKAMM IOTeHLMaIoB. Bciencrue
HEOPEXXHOCTU MCTOJIb30BAaHUSI TEPMUHA OINH U3 BUJIIOB
AKTMBHOCTU KOHIIEBOI TUIACTUHKM 0003HAUEH KaK IIIyM.

Onset frequency = HaYaIbHAs YACTOTA — MUHUMAJIb-
Hasl cTabMJIbHAS YacTOTa Pa3psiIoB MOTEHIINAIOB IeHCT-
BUSI IBUTATEIbHOM €IMHULIBI, KOTOPAst MOXET MPOU3BOJIb-
HO TIOJIEPXKUBATHCSI UCTIBITYEMbIM.

Order of activation = nopsiioK aKTUBAUKN — TTOCJIE/I0-
BaTEJbHOCTD MOSIBIIEHUSI PA3HbIX TOTEHIINAIOB IEWCTBUS
JIBUTATEIbHBIX €OWHUL IPY YBEIWYCHUU CUJIbI IIPOMU3-
BOJIBHOT'O COKpAIlleHUsI MbIIIIIBL. CM. recruitment (pekpy-
TUPOBaHUE).

Orthodromic = opToAPOMHBIIf — HATIPABJICHHE PACIIPO-
CTpaHEHUsI CTUMYJIMPYIOIIET0 UMITYJIbca Mo Xoay (pusno-
JIOTUYECKOTO (€CTeCTBEHHOTO) IBMXKECHUSI MMITYJILCOB.
Hanpumep, pactipocTpaHeHre MMITyJIbCca MO ABUTATEIb-
HBIM BOJIOKHAM K MBIIIIIIE-MUIIIEHU U TI0 CEHCOPHBIM BO-
JIOKHaM [0 HaIlpaBJIEHUI0 K CIIMHHOMY MO3TY.
Cp.: antidromic (aHTUIPOMHBIIA).

Paired stimuli = napHasi CTUMYJISIMS — CTUMYJISILIMS
NIByMSI TIOCJIEIOBAaTEIbHBIMU CTUMYJIaMU BEIOpAHHOI WH-
TEHCUBHOCTHU, IIPEIbSIBISIEMbIMU C 3aJaHHBIM BPeMEHHBIM
uHTepBasioM. [1epBbIii CTUMYIT Ha3bIBaeTCSI KOHAUIIMOHM -
PYIOIIMM CTUMYJIOM, BTOPOIf — TECTUPYIOIIUM CTUMYJIOM.
KoHANTIMOHUPYIOIINI CTUMYJT MOXKET U3MEHSTh BO30Y-
IUMOCTh TKaHU, KOTOpas 3aTeM MOXET OBbIThb OLicHEeHa
C IIOMOIIIBIO OTBETA, BO3HUKAIOLIETO Ha TECTOBBIIA CTUMY.I.

Parasite potentials = napa3uTHblii moreHmuaa. Cwm.
MIPEeINOYTUTEILHBIN TepMUH satellite potential (caTemmT-
HbBII MOTEHIMAN).

Peak latency = nukoBasi JaTEeHTHOCTb — WHTEpBaJ
MEXIy HayaJIoM CTUMYJIa ¥ BBIOPaHHBIM ITMKOM BBI3BaH-
HOTO MOTEHIIMAA.

Peroneal neuropathy at the knee = neponeaibHas Heii-
ponaTus Ha yPOBHE KOJIeHA; B PYCCKOSI3BIYHOM JIUTEpaType
CUHOHUM KOMHUPECCUOHHOU HeUponamuu manobepyogozo
Hepséa — MOHOHEpOMaTHs OOIIETO CTBOJIA MajI00EPIIOBO-
IO HepBa C ero rMopaxeHreM Ha YpOBHE rOJIOBKU Majiobep-
110Bo# KocTu. Yale Bcero pa3BuBaeTcs Mpu MexaHUde-
CKOl KOMIIPECCUM HepBa OTHOCUTEJIBLHO T'OJIOBKH
MasiobepiioBoit koctu. CMm. crossed leg palsy (mapanma
MEePEKPECTHBIX HOT).

Phase = (ha3za — 4yacTb BOJIHBI MEXXIy OTKJIOHEHHUEM OT
W30JIMHUY IO BO3BPAIIEHUS K HEMA.

Plexopathy = akcoHa/IbHble U/WIH JeMUeTMHU3UPYIOIIe
HApYLIEHHUs C IIPEMMYIIECTBEHHBIM MTOpaXkeHNeM HEPBHBIX
BOJIOKOH, COCTaBJISIIOIIMX IIEWHbIE KOPEIIKM, HEpPBBI
M CTBOJIBI TUIEYEBOTO CIUIETEHUSI, TIOSICHUIHBIE KOPEIIKH,
HEPBBI M HEPBHBIE CTBOJIBI KPECTIIOBOTO CTUIETEHUSI.

Polarization = monspu3auusi — pa3HOCTb JIEKTPUUEC-
CKOTO MOTEeHIIMAIa MEXKIY ITOBEPXHOCTSIMU 3JIEKTPOBO3-
OyIMMOT KJIETOYHOI MeMOpaHbI.

Polyneropathy = akcoHasibHble ¥/WH AeMUETUHU3HPY-
I0IIiie HAPYILIEHNSI HEPBHBIX BOJIOKOH, YaIlle CUMMETPUYHO-
ro tuna. OOBIYHO TsXKesiee MOpakarTcsl BOJOKHA TIMH-
HBIX HEPBOB HOL B 3aBUCHMOCTH OT HapyIeHUs (PYyHKIIUK
MOBPEXICHHBIX HEPBOB MOTYT KJIacCU(UIIMPOBATLCS Ha
CEHCOPHYIO, MOTOPHYIO WIU CEHCOPHO-MOTOPHYIO TTOJIU -
HelipornaTuu.

Polyphasic action potentials = nosmda3zHbiii moTeHIMAN
NEeHCTBUS — MOTEeHIMAI JASHCTBUSI, UMEIOLIMI 5 1y Oosiee
da3. CM. phase (ba3za). Cp.: serrated action potential (3y0-
YaThlii MOTEHIMAJ JCHACTBUSI).



HepBHo-MblweYHble
BOJNIE3HH

Polyradiculopathy = noaupaaukyionatusi. CM.
radiculopathy (paguKyonaTusi).

Positive sharp wave (PSW) = noJoxutenbHass ocTpas
BosHa (IIOB) — nByxcha3HbIil TO3UTUBHO-HETaTUBHBII
MMOTEHIIAT ACHCTBUS, WHULIMUPYEMBIN TepeMeIlcHeM
uribl B Mbltie (kparkoBpemeHHas [1OB wnu [TOB BBene-
HUSI) WM MOosBIsiioluiics crioHTaHHo. OObruHO [TOB
HUMEET MTOCTOSTHHYI0 (DopMy U peryJisipHyto yactoty 1—50 Ii;
yacToTa Pa3psiioB MOXKET HE3HAYMTEIBHO YMEHBIIAThCs
repen mpekpaiieHreM paspsiia. HavuanbHas mo3utuBHast
(aza ormyaercs ObicTpoTOM (< 1 MC), IUIMTEIHHOCTD I10-
3UTUBHOM (Da3bl OOLIYHO MEHEE 5 MC M aMITJIUTYIa HE Mpe-
Boiaet 1 MB. HeratusHast (haza mmeeT HU3KYIO aMILTATY -
ny u pmutenbHocts o 10—100 mc. [TocnemoBaTtenbHO
re”HepupyeMble [10B o6braHO omuckiBaroT Kak ceputo [TOB.
Cuuraercs, uto [TOB peructpupylorcsi ¢ moBpeKAeHHOMI
00J1acT MbIIIeYHBIX BoiokoH. @opma [TOB moxkeT 3aBu-
CETh OT PACITOJIOKEHMSI UTOJIBYATOTO JIEKTPO/IA, B KOTOPOM
OIpeNe/ISIIONIYIO POJIb UTPAeT PACCTOSIHUE DJICKTPOIA IO
JIETOJISIPU30BAHHOIO CETMEHTAa MBIIIIEYHOTO BOJIOKHA, aK-
TUBHUpYeMOTo 3j1ekTpoaoM. CiemayeT HoMHUTh, uto [TOB He
SIBJISTIOTCST CTIEIIM(PUIECKUM TIPOSIBJICHUEM TTOBPEXICHNS
MBILIIEYHOT'O BOJIOKHA, MOT'YT BCTPEYAThCs HAPSIIY C TIOTEH-
LMagaMy GUOPWLISILIMI, M HEKOTOPBIMU UCCJIEI0BaTEISIMU
paccMaTpUBaIOTCS KaK 9KBUBaJIEHTHbIE MOTeHIMabI. [1o-
TEHITWAJ IEUCTBUS ABUTATEILHON eAMHUIIBI Y TIOTCHITAATBI
B MMOTOHMYECKMX pa3psigax MoryT umeTsb ¢popmy ITOB.

Positive wave = moJioxuTtelbHasg BoJHbI. HeTouHoe
orpee/eHUE MOJOXUTEIbHOM OCTPOIi BOJIHBI, MPABUILHO
WCTIOJIb30BATh TEPMUH H0A0ICUMENbHASI OCIMPAsL BOAHA.

Postactivation = nocTakTuBauyus — repuo, Cleayro-
LM 3a MMPOU3BOJIBHON aKTUBALIMEN HEPBA WM MBIIIILIBI.
Cp.: posttetanic (IOCTTETAaHUIECKUIA).

Postactivation depression = MOCTaKTHBAIIMOHHAS Jie-
npeccHusi — CHIDKCHUE aMIUTUTYObI U TIoIagu M-BOJTHBI
B OTBET Ha OAMHOYHBIN CTUMYJ WM CEPUIO0 CTUMYJIOB,
KOTOPOE BO3HMKAET Yepe3 HECKOJIbKO MUHYT MOCJE KO-
potkoro (30—60 ¢) CHMJIBHOTO MPOU3BOJBLHOTO COKpAIlle-
HUSI WIM TIEPUOIa PUTMUYECKOI TeTAHUUECKOM CTUMYJISI-
LIMK HepBa. TepMUH nocmakmueauuoHHoe UcCmouieHue
HCITONIb3YEeTCSI TIPU ONMMCAHWUM KJIETOYHBIX MEXaHU3MOB
MMOCTaKTUBALIMOHHOM IETIPECCHM, a TAKKE IMPU OTTMCAaHUN
CHIDKeHUST M-BOJIHBI TIOCJIe TeTaHyca, KOTopoe OoJjece
NpaBUIbHO HA3bIBaTh MOCTTETAHUYECKOM JIeNPEeCcCUeii.

Postactivation exhaustion = NoCTAKTUBALMOHHOE UCTO-
HeHne — CHIDKeHMe (paKTopa HaIe:KHOCTH (pe3epBa) Hep-
BHO-MBILLIEYHON Mepeaayu MoCae MPOAOKUTEIbHON aK-
TUBALIMU CUHANTUYECKO nepenayn. MsmeHneHune (popMbl
M-oTBeTa BCJIeACTBUE MOCTAKTUBALIMOHHOIO UCTOLIEHMS
CBS3BIBAIOT C MOCTAKTUBALIMOHHOM JIETIPECCUEN.

Postactivation facilitation = nocrakTuBanuoHHas ¢a-
cumaramusa (ooneruenue). Cwm. facilitation (bacuraius,
obJeryeHue).

Postactivation potentiation = NoCTaAKTUBALMOHHAS MO~
TEHIUAIUS — YBEeJTMYSHUE CUJTbI COKpaIlleHUsT (MeXaHuue-
CKOTI'0 OTBETa) MOCJIe CUJILHOIO ITPOM3BOJILHOIO COKpallle-

nus. Cp.: postactivation facilitation (ITOCTaKTUBALIMOHHOE
oberyeHue).

Posttetanic = nepuon, cienyloluii 3a TETaHYCOM.
Cp.: postactivation (MOCTaKTHALIMS).

Posttetanic depression = mocTreTaHUYeCKas AeNpPecCusi.
CM. postactivation potentiation (ITOCTaKTUBALIMOHHAS
MOTEHILIMSI).

Posttetanic facilitation = nocTreTannyeckas acuim-
Tamusa (ooneryenue). Cwm. facilitation (pacumuranms, o0-
JIeTYCHUE), potentiation (TIOTEHIINALINS).

Posttetanic potentiation = nocTreTannyeckasi NOTeHIM-
amud. 1) MHkpemeHT (YyBeMueHre) MexaHMu4eCKoro oTBeTa
MBIIIIIBI BO BPeMsI M TIOCE PUTMHYECKON CTUMYJISIIIAA
HepBa; 2) B (pU3MOIOTUN LIEHTPAIBHON HEPBHOM CUCTEMBI
— YBEJIMUEHUE BO30YAUMOCTU WX pedIeKTOPHBIX BIUSHUI
B HEMPOHHBIX CUCTEMAX IT0CJIe ITPOIOJIKUTEIHEHOTO TTepH-
0J1a BBICOKOYaCTOTHON CTUMYJISILAN. B sKciepruMeHTab-
HBIX UCCJIEJIOBAHUSIX HA CITMHHOM MO3T€ MJIEKOITUTAIOIINX
(GeHOMEH MOCTTETAHMYECKOM MOTEHLMALUU IIUTCS OT
HECKOJIbKMX MUHYT 10 HECKOJIbKUX YacoB. CM. facilitation
(bacunuranus, odaeryeHue), potentiation (MIOTEHUAALMS).

Potential = norennuan. 1) PazHOCTb 3apsimoB MeXIy
NIBYMs ydacTKaMu, usdmepsiercs B BossTax (B). B ouonorumn
OOJIBILIMHCTBO MOTEHIIMAJIOB BOZHUKAET U OIPEICISETCS
MEXIy 3apsiiaMy Ha ABYX CTOPOHAX KJIETOYHON MeMOpPaHBI
(BHyTpeHHel W BHEIIHel); 2) TepMUH, UCTIOJIb3yeMbIit
B HEpOGU3UOJOTUM MPU OMMCAHUU PETrUCTPUPYEMBIX
OTBETOB (BOJIH).

Potentiation = noTeHumanusi — B GU3UOJOTMU TEPMUH
WCTIONB3YeTCs TMPU HAOMIONEHUM YBEJIMYECHUST OTBETA.
B pamkax maHHOro cioBapsi: TEPMUH HOMEHUUAUUs UC-
IOJIb3YETCs ISl ONIMCAaHMSI TIPUpPAIeHUSI MEXaHNYeCKOTro
OTBETa MBIIIIIBI B OTBET Ha PUTMMYECKYIO CTUMYJISIIUIO
HepBa (TPUMEPOM SIBJISIETCS TTOCTTETAaHUYECKAs TOTEHITU -
amus), B TO BpeMsl KaK TepMUH facilitaton (obnerdyeHue)
KCIIOJIb3YETCS IUISI ONMCAHMSI MTHKPEMEHTA JICKTPUIECKO-
TO OTBETa HA PUTMUYECKYIO CTUMYJISIIIMIO HepBa (IprMe-
POM SIBJISIETCST TIOCTAaKTUBAIIMOHHOE O0JIETYeHUE ).

Prolonged insertion activity = npono/xkurebHas (yBe-
JIMYEeHHAs) aKTUBHOCTH BBeleHus. CM. insertion activity
(aKTUBHOCTb BBEIEHMSI).

Propagation velocity of a muscle fiber = ckopocTb npo-
BeJIEHHsI 10 MBIIIEYHOMY BOJIOKHY — CKOPOCTb PacIpocTpa-
HEHUs ITOTeHIIMaa IeCTBUS 10 OAMHOYHOMY MBIIIIEYHO-
My BOJIOKHY, BBIpaXkaeTcsl B M/C; OHa OOBIYHO MEHBIIIE,
YeM CKOPOCTh MIPOBEICHUS TI0O HEPBaM U TPeOYeT CIeI-
aJIbHOM TEXHUKU [JIS1 PETUCTPALIIN.

Pseudodecrement = mceBaoaeKpeMeHT — apTedakT,
BO3HMKAIOIIWIA TTPU CMEIIEHUU CTUMYJIUPYIOLIETO SJIEK-
TpoIa BO BPEMSI pUTMUYECKON CTUMYJISIILIMM HEpPBa, UYTO
TMPUBOIUT K KOJIEOAHUSIM aMIUIUTY/IbI U TUToIaau M-BoJi-
HbI, HAIIOMUHAIOIIMM JEKPEMEHT. B oT/inuMe OT MCTUH-
HOTO JeKPEMEHTA IICEBIOACKPEMEHT MMEET HEPETy/ISIPHYIO
¢opMy 1 He BOCTIPOM3BOIUM.

Pseudofacilitation = nceBmodacuiMTaNUs, NCEBI00-
oneruenne. CM. facilitation (pacuaurauus, odjieryeHue).
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Pseudohypertrophy = ncepaoruneptpodus — ygennye-
HUE pa3MepoOB KaKOTo-nOO opraHa WM CTPYKTYpHI,
BbI3BAHHOE M30BITOUHBIM POCTOM COEIMHUTEIBLHOM TKaHH,
a He MapeHXUMbl, KOTOpasi BHITTOJIHSIET OCHOBHYIO (DyHK-
uio. KimmHuuecku TiceBIOrunepTpodus TpOosIBISIETCS
YXYIILIEHUEM OpTaHa, HECMOTPSI Ha YBEJIMYEHUE €TO pa3-
MepoB. Cm. muscle hypertrophy (runiepTpodusi MBIIILIbI).

Pseudomyotonic discharge = nceB1OMHUOTOHUYECKUI
pa3psin — yCTapeBIINI TEPMIH, UCTIONB30BAJICS IJIST OTIH-
CaHMs CJIOKHbBIX IOBTOPAIOIIUNXCA pa3pAa0B, ITIOCTOAHHBIX
10 YaCTOTE 1 aMIUIMTYJE U MPeKpallalonixcsi BHE3aIMHO.

Pseudopolyphasic action potential = ncesnonomda3snbiii
notenima neiicreus. CM. 6osiee MpearnoYTUTEIbHbIN TEPMUH
serrated action potential (3y04aTblii MOTEHILIMA ISHACTBUSI).
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AHTUrMNOKCAHT N AaHTUOKCUAAHT, NPUMEHAIOLMINCA B KOMMJIEKCHOW Tepanum
HeBpPONIOrnyYecKnx, MeTabonnyecknx n Xmpypru4eckux sabonesaHum,
a TaK)Ke UX OCNOXXKHeHUNn

e  Mertabonuueckue u cocyancTbie 3aboneBaHNA roiIoBHOro Mo3ra (MHCYNbT,
YyepenHo-mMo3roBas TpaBMa, pa3nimyHble opmMbl HEAOCTAaTOYHOCTU MO3rOBOIO
KpOBOOOpaLleHna, AeMeHLMA).

e  [Nlnabetnyeckaa NoNIMHEBPONaTuA.
e [lepudepuyeckne cocyanctbie, MeTabonuyeckue HapyLweHua u UX NocseacTBUA.

o 3axxusneHue paH (Tpoduyeckme HapyLLeHUA KOXMW, A3Bbl, CUHAPOM AnabeTnyecKom
CTOMbI, MPOJIEXXHN, OOMOPOXKEHMA).

CoveTaeTcA ¢ npuMmeHeHnem HapyxHbix popm AktoBernHa: 20% renb, 5% kpem, 5% ma3sb.

Kpatkaa nHdopmaLma no MeANLIMHCKOMY NPUMEHEHUI0 NpenapaTta AKTOBErvH:

PernctpauuonHbie Homepa: [N 14635/01 ot 26.02.08; NN 014635/01 ot 19.11.10; NN 014635/04 ot 19.12.07; N 014635/04 ot 26.11.10; NN 14635/03
ot 19.12.07; NN 14635/03 ot 11.01.10; NN 14635/03 ot 18.10.10; NN 014635/02 ot 14.03.08. Toprosoe Ha3BaHue — AKTOBErMH. AKTUBHOE BELLECTBO:
LenpoTenHU3NPOBaHHbIN reMoLepuBaT KPOBY TENAT.

@opmbl Bbinycka: pacTtBop AnA MHbekumii — 40 mr/mn, amnynbl no 2 ma, 5 mn, 10 mn; pactBop AnA UHGY3un — 4 mr/mMmn 1 8 mMr/mn B pactBope
Hatpua xnopuga 0,9% 250 mn; 4 mr/mn B pactBope Aekctposbl 250 mn. MNokasaHuA: MeTabonMyeckme W COCyAWCTble HapyLUEHWUA FONIOBHOMO
Mo3ra (B TOM 4ucCne WLIEMMYECKWI WHCYNLT, YepernHo-Mo3roBas TpaBMa, pasfiuyHble hopMbl HEAOCTATOYHOCTM MO3rOBOTO KPOBOOOPALLEHWA,
JeMeHumA); nepudepunyeckue (apTepuanbHble U BEHO3HbIE) COCYANCTbIE HAPYLIEHWA U UX NOCNEACTBUA (apTepuanbHan aHrvonatua, Tpoduyeckue
fA3Bbl); 3aXWUBNEHNE PaH (A3Bbl PA3NUYHON STUONOTUMU, TPOPUYECKMUE HAPYLUEHUA, NPONEXHM, OXOrM, HapyLIEHUA MPOLIECCOB 3aXUBNIEHUA PaH);
npodunakTuka 1 neYeHne ny4eBbIX MOPAXEHNIA KOXIM U CAM3UCTbIX 060104k Npu ny4eBon Tepanuu. [poTMBonokasaHuA: runep4yBCTBUTENBHOCTb
K npenapaty AKTOBErMH WU aHaNOrMYHbIM NpenapaTam, 4EeKOMMEHCUPOBAHHAA CEPAEYHAn HEQOCTaTOYHOCTb, OTEK NErKMX, ONUTYpPUA, 3afepXxKa
XUAKOCTN B opraHname. C oCTOPOXHOCTbIO: rUmepxnopemus, runepHatpuemua. MoboyHoe AENCTBUE: annepruyeckne peakumm (KoxHasa Cbifb,
rMnepeMus KoXxu, runeptepmua) BnaoTb A0 aHathuUnakTMYECKOro LWoKa. B cBA3M ¢ BO3MOXHOCTbIO BO3HUKHOBEHUA aHauNaKTUYecKol peakuum
PEKOMEHJYETCA NPOBOAMTL TECT — 2 MA A0 Hayana WHbeKUMM, MHby3uu. Cnocob npumeHeHUA U Jo3bl: 40 5 M BO3MOXHO BHYTPUMbILLEYHOE
BBeaeHue, ot 200 go 2000 mr (250-500 mn) BBOAAT BHYTPUBEHHO KanenbHO MeaneHHo (2 mn/muH). B Tabnetkax — no 1-2 Tabnetku 3 pasa B CyTKU
nepen enon. [1o3bl 3aBUCAT OT CTENEHU TAXKECTU W BbIPAXKEHHOCTY CUMNTOMOB KaXA0ro KOHKpeTHoro 3aboneBanua. [pogomkutensHOCTb NeveHna
3aBUCUT OT UHAUBMAYaNbHOTO HasdHaveHuA. [MonHaa HhopMaumMA No NpenapaTty COAePXUTCA B UHCTPYKLMM MO MEANLIMHCKOMY NPUMEHEHMIO.

WNHdopmauua ansa cneunanmcToB 34paBoOXPaHEHUA.
000 «Takena PapmacbtoTukancy»: 119048, r. Mocksa, yn. Ycayesa, gom. 2, ctp. 1 www.actovegin.ru

TenedoH: +7 (495) 933 55 11, Pakc: + 7 (495) 502 16 25 www.takeda.com.ru

AKTOBEI'iH

[ara Bbinycka peknamsbl: uonb 2013



