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Pedepar. Crarbs mTOCBSIEHa akKTyalbHOH mpobieme
COBPEMEHHOH HEBPOJIOTMH — HEMEIUKaMEHTO3HBIM METOoJaM
JICUCHUSI ~ HACJIEICTBEHHOM  CEHCOMOTOpPHOII  HEeBpomaTHU
[Tapko—Mapu—Tyta. [lo HacTosIEro BPEMEHH HET YEeTKOIOo
MIPE/ICTABICHUs] O HEMEIUKAaMEHTO3HON aOHiIuTauuu U ee
KJIMHUYECKON 3HaYMMOCTH IIPU HAaCJIeCTBEHHOH CEHCOMOTOPHOM
HeBporatuu [llapko—Mapu—TyTa. PaGoTel 1o wmcciieoBaHUIO
KOMIUIEKCHOM aOUIUTaluu IPH HACIeICTBEHHOI CEHCOMOTOPHOM
HeBponatuu Illapko-Mapu—TyTa He NpPOBOAMIMCH paHee B
Poccuiickoit Denepauuu, 4TO MOCIYKWJIO OCHOBAHUEM JUIS
MIPOBE/ICHUS HACTOSIIIIETO UCCIIEI0BAHNUSI.

[pencraBiieH ONbIT A0MINTALIMH NTAIISHTA C HACIIEICTBEHHON
ceHcoMoTtopHoil HeBpomnarueil Illapko—Mapu—Tyra 1X Tuna
10 aBTOPCKOW mporpamme, npemaoxeHHoi C.M. T'oHuapoBoi.
Hacrosinmast mporpamma aGuinuranuy OOJIBHBIX HACIEACTBEHHOM
ceHcoMOTOpHO# HeBpomaruei [llapko—Mapu—TyTa MOKeT OBITh
HCTIONB30BaHa C IIEBI0 CHIDKEHHS TEMIIOB IPOTPeCCHPOBAHHS
3a00NeBaHMsl W YAy4YIIeHHS (YHKIMOHAJIBHOTO COCTOSHHS
HEPBHO-MBIIIETHOTO allapara, MEXaHH3MOB HEPBHO-MBIIICUHON
nepesiayn, ycTpaHeHus 00JeBOro CHHIPOMAa M, TEM CaMbIM —
TIOBBIIICHHIO SKESIHEBHONW (DM3MUIECKOI aKTHBHOCTH MAllUCHTOB,
YITy4IICHUIO Ka4eCTBa )KU3HN M TICHXO3MOIIOHAIBHOTO CTaTyca.

KmroueBble ciioBa: HacieAcTBeHHass HeBpomaTus Illapko—
Mapu—Tyra, aOuwmuranms, ¢u3HoTepanys, KHHE3HOTEparus,
NICUXO3MOLIMOHAIBHOE COCTOSIHUAE, KIMHUYECKUIN CIIydai.
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The article is devoted to an actual problem of neurology — the
methods of non-drugs treatment of hereditary sensory neuropathy
Charcot-Marie-Tooth (CMT). Up to now there is no distinct
conception of non-drug habilitation and its clinical significance
in hereditary CMT. Work research for complex habilitation has
not been performed in the Russian Federation and was the basis

for doing the present study. The experience of the habilitation of
the patient with hereditary motor-sensory neuropathy Charcot—
Marie-Tooth 1X type on the program S. Goncharova is described.
This patients ‘ habilitation program can be used to reduce the
rate of disease progression and improvement of functional status
of the neuromuscular system, mechanisms of neuro-muscular
transmission, elimination of pain, and thereby to increase daily
physical activity of patients, improve the quality of life and
psychoemotional status.
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«Huuez2o ne nomepsino, ROKa ne NOMePsIHO 6CEN.
(U.-B. I'éme)

aclIeICTBEHHAs] CEHCOMOTOPHAsl HEBPOIATHs

[Hapko—Mapu—Tyra (HHIIMT) - onna
3 HauOojee pacHpoCTpaHEHHBIX (opM Hacien-
CTBEHHBIX HEBPOINATHH, COMPOBOXKAAIOIIASCS Pa3BU-
THEM NPOrpecCUpPYIONIed MBIMIEYHOW cIabocTu H
CTOMKHUX JBUTAaTENIbHBIX HapylleHuid. Pacmpoctpa-
HeHHocTs HHIIIMT B Poccuiickoit ®eneparuu
BapeupyeT oT 7,14 no 13,3 ma 100 000 nHacenenus
B Ppa3HBIX peruoHax U cocraBinsier okono 80%
BCEX HACJEICTBEHHbIX HeWpomaruil [3]. Ha momro
HHIIIMT 1 tuna npuxoautcst okono 70% KiIuHU-
4yecKrux cirydaeB 3aboneBanus [3, 24]. IlpumepHO
1/3 manueHToB ¢ ONpPEAEICHHBIMH MYTALMSIMU NPH
HHIIIMT wuMeroT HOBYIO MyTalUIO I'€Ha, KOTOpas
OmnpenensieTcss Kak «CIOpaguyecKuil cimydaid» [2,
26]. IlpenBapuTenbHble HCCIECOOBAHUS IOKA3ajHy,
4yTO HamboJee pacrnpocTpaHeHHO# (opmoil 3abome-
BaHus ssisgercss HHIIMT 1 tuna, kotopas nporpec-
cupyeTr npumepHo Ha 1 myHkT no mkane CMTNS
(Charcot—Marie—Tooth Neuropathies Scale, anrm.)
B TeueHUEe AByxJeTHero mnepuoaa [2, 19]. Okono
20-40% nauuentoB umeror HHIIMT 2 Ttuna, mpu
KOTOPOM CTEIEHb MOPAKEHHUsI HIPKHUX KOHEUHOCTEH
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Oonee BeipakeHa, yeM nmpu HHIIMT 1 tuma [15, 17].
B monasnsromem GonpmuHCTBe ciyyace HHIIIMT
1X Tuma BO3HUKAET KaK CIIOPAIUYECKUM cIydai, 4To
SBIISICTCS PE3YJBTAaTOM BHOBBH BO3HUKIICH MyTaIluu
n cocraBmseT 10-15% ot Bcex cmyuaes HHIIMT.
OcHoBHBIE TIpOsIBIIEHUS 3a001eBaHus — c1ab0CTh U
arpodusi MBIII, PAaHHEE BBINAJACHUE CYXOXKHIIBHBIX
peduekcoB (axwmiobix B 100% ciydaeB, KoJeH-
HbIX — B 90% ciydaeB), OoJiee BeipakeHHas arpodus
MpIt rosenei, vem npu HHIIMT 1A Tuna [5, 15,
17]. Ora dpopma HHIIIMT gacto compoBoxmaeTcs
HEHPOCEHCOPHON TYTOYXOCTBIO, ¥ YacTH OOJBHBIX
HeaJieKBaTHas (pu3MUecKass Harpy3ka MOXET TPUBO-
JUTh K Pa3BUTHIO TPAH3UTOPHOW 3HIE]aIO-
matuu [15].

Kak moka3piBaeT Hall MHOTOJIETHHM  OMBIT
pab6otel, mammentel ¢ HHIIMT moryr mepBu4yHO
00paTUTHCS K CIIEIUATHCTY JIF000TO PO — Tepa-
MIEBTY, XUPYpPry-OpTONEAy, MeauaTpy, pEeBMaTONIOrYy.
OcHoBHbIe xan00b! nanuento ¢ HHIIIMT: napac-
Tarolas MbllleyHas ciabocTh, AedopMaluy KOHEU-
HOCTEH, HECTEePIUMBIC, IMPUCTYIIOOOpa3HbIe OOIH
B WKPOHOXKHBIX MBIIIIAX, OONHA B TOJEHOCTOITHBIX
CyCTaBaX, PaCTsHKCHHS W BBIBUXHM TOJICHOCTOITHBIX
CyCTaBOB, uacTele manmenus [2, 3, 7, 24]. Ilpu
HHIIMT 1X Ttuma HapyuieHus: 60JeBol 1 TeMIiepa-
TYpHOH 9yBCTBUTEIIBHOCTH BBIPAXKEHBI 1200, maIu-
€HTHI OBICTPO K HUM aJalTHPYIOTCSA. ITO CBSI3aHO C
MIPENMYIIECTBEHHBIM MOPAYKEHUEM TOJICTBIX MHEIH-
HU3UPOBAHHBIX BOJIOKOH, KOTOpBIE OTBEUAIOT 3a
[IyOOKYI0 YYBCTBHUTEIBHOCTh. BceiencTBue «amar-
Talluu» K JIBUTATCIILHBIM HAPYIICHUSM U MEIJICHHO
MIPOTPECCUPYIONIEMY TEUECHUIO0 3a00JIeBaHUS TaIld-
€HTBHI YacTO 00paIaroTcs K Bpady- HEBPOJIOTY TOIBKO
B CTaJIUU Pa3BEPHYTHIX KIMHUYECKUX MPOSBICHUH C
BBIPXKCHHBIMU JIBUTaTE€bHBIMHU, YYBCTBUTEIbHBIMU
HapyLICHUSMU, OTPAHUYCHUSMU  KU3HEACSTEIb-
HOCTH U, B PSNIE CIy4aeB, B COCTOSIHUU TSIKEIION
nenpeccuu. Korma OoJbHBIE OCO3HAIOT HEM3JIEUH-
MOCTH ITOTO HACIIEICTBEHHOTO 3a00JIEBaHMS, IEpeT
HUMHU BCTaeT HEOOXOJMMOCTh KOPEHHBIM 00pa3oM
U3MEHHUTHh CBOIO >KW3Hb. Pa3BUTHE ABUTATEIBHBIX
pacCTpOCTB, COMPOBOKIAIOIIUXCS OTPAHHMYCHUEM
TTOBCEIHEBHOMN JEATENBHOCTH, HETAaTHBHO CKa3bIBa-
FOTCS Ha TICUXO03MOIIMOHAIEHOM COCTOSTHUN OOJIBHBIX
[4, 24, 28]. ¥V yactu nmauuentoB ¢ HHIIMT pa3Bu-
BaeTCsl JETNpPEecCusi C YyBCTBOM O€3HAIIE)KHOCTH W
COOCTBCHHON HEHY)XHOCTU. YBEIMYUBACTCS 3aBU-
CUMOCTH TAIllMEHTa OT ceMbU W Bpaya. Jlempeccus
MOXKET COMPOBOXAATHCS OCTPOU KAJIOCThIO K cebe
WU caMOyHHUYIDKeHueM [3, 4, 8].

B nHacrosimee Bpemsi BemyTCsl aKTHBHBIE HCCIE-
JIOBaHUS MO pa3pabOTKe HOBBIX MEIUKAMEHTO3HBIX
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U HEMEIUKAMEHTO3HBIX MeToaoB JeyeHus HHIIIMT
C WCTIOIH30BAaHUEM CTBOJIOBBIX KIIETOK, OJIOKAaTOPOB
HaTPUEBBIX U KaJBIIMEBBIX KAHAJIOB, TEHHOMN Tepanuu
C UCIOJIB30BAHUEM PETPOBUPYCHBIX MEPEHOCUUKOB,
Tepamnusi CTBOJIOBBIMU KJeTKaMu u Ap. [6, 26, 27,
28], omHako 3((GEKTUBHOCTh U 0E30MACHOCTh ATHX
METOJIOB HYXJA€TCs B YTOUHCHHH. B TO ke Bpems
nanentsl ¢ HHIIMT myknatorcss B abuimuTarum,
KOTOpass B HACTOSIIEEe BpEMS MOXKET 3aMelIUTh
MporpeccupoBaHuie 3a00JIeBaHUS U YIYYIIUTh HX
€XKETHEBHYIO0 (PU3UYECKYIO U IICUXO03MOIMOHAIBHYIO
aKTHBHOCTH [6, 16, 25, 27]. B momaBistomeM 00/b-
ITUHCTBE CJIy4YacB Ha YPOBHE IIEPBHYHOTO 3BEHA
3IpaBOOXPAHEHUU METOMbl HEMEIUKAMEHTO3HOTrO
nedennss HHIIMT mnpumensitorcss OeccHCTEMHO,
SIU30JIUYECKH, a CBEJACHUS O BO3MOXKHOCTIX HX
MPUMEHEHUSI HE SIBISIIOTCS YIOBIETBOPUTEIBHBIMU
HU JUIS Bpadeil, HA JyUIsl marnueHToB [6, 19, 25]. Orto
SIBIIIETCSI IPUYUHON PacIpoCTPAaHEHHOTO MHEHUS O
TOM, YTO WX WCTOJIH30BAaHUC TPH JICUCHUN OOTBHBIX
¢ HHIIMT He no3BOJIsieT HOOUTHCH KIIMHHYECKU
3HaYMMOM CTa0MIIN3aIlNH ITATOJIOTMYECKOTO Ipoliecca
[6, 7, 26], uTO sIBIIsETCS OMIMOOYHBIM.

B cBsi3u Cc HacneACTBEHHBIM XapaKTepoM 3a0o0-
JIEBAaHUS, €r0 HEYKIOHHBIM IPOTPECCHPOBAHUEM,
HEBO3MOXKHOCTBIO MOJTHOTO H3JIEYEHHS U BOCCTAHOB-
JIEHWsI yTpauyeHHBIX (DYyHKIMHA, IeNbl0 abuauTanuu
oonpabIx HHIIIMT sBiisieTcst 3aMeieHHe mporpec-
CHPOBAHMSI JBUTATEIBHBIX U YYBCTBUTEIBHBIX HapY-
IIEHUA W ajanTalys MNaldeHTOB K ITOBCEIHEBHOU
xwu3Hu [25]. AOowmmranwms (habilitation, aHrl.) —
3TO MOArOTOBKA K OMNPENCICHHOMY pOIY IEATENb-
HOCTH, CTaHAAPT MEIULUHCKOM MOMOIIM U ICUXO-
colMalibHbIe BMEIIATEILCTBA ISl aJlalTalliy Malu-
€HTOB (COIUANBHOM, OBITOBOM, MPO(ECCHOHAIBLHO).
B nenom, abuauTanus — 3To BCeOObEeMITFOITUH TTOIX0
(ToBeIeHYe CKMiA, HEMETNKaMEHTO3HBIN, MEINKaMEH-
TO3HBIN) K YXOIy 32 JIOABMH C MPOTPECCUPYIOIIHMU
HACJICZICTBEHHBIMH 3a00JIEBAaHUSIMHA U BPOXKICHHBIMU
MOopoKaMu pa3BuTus. PeaOumuTarius sk BO3BpaliaeT
MAIMCHTOB HAa paHHUU, OoJiee BBICOKUH YPOBEHb
(GYHKIIMOHUPOBAaHUS (HAIIPUMEP, B Cllydae MHCYIIBTa
WM YEePErHO-MO3TOBOM TpPaBMBbI, TPaBMarH4eCKOU
HeBpomnarun) [3, 5, 25]. OxHako Hem3BecTHA peadu-
mutanyst aast HHIIMT. AGunutauust Goxycupyercs
Ha ONTUMM3AIMU M PACHIMPEHUU TEX BO3MOXKHO-
crel, koropbele nanueHT ¢ HHIIIMT umeer celivac,
a He TOro, 4TO OH MMeNl B mponuioM. llens mcuxo-
jmorndyeckor admimmranuu OompHBIX ¢ HHIIMT —
CO37aHKe U MOANEPKAHUE MOIOKUTEIBHOTO 3MOLU-
OHAIILHOTO COCTOSIHUS TanueHTa. Llenp duznueckont
a0WIIUTAIIMK — CO3/IaHUE YCIIOBHIA JUIsl MAKCUMaIbHO
BO3MOXKHOTO COXPaHEHHUS JBUTATEILHON aKTUBHOCTH
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u camooOcyxuBanus 0onsHoro HHILIMT [4, 6, 24].
B crpanax CHI™ u Poccutickoit @enepanun BOIpoCH
JICUEHUS, METUIIMHCKOW W CONMAbHON aOWITUTAIH
IIPH HACJIEICTBEHHBIX HEPBHO-MBIIICYHBIX 3a00JIe-
BaHMsX, B ToM ymucie u npu HHIIIMT paccmarpusa-
nuchk Ha Ykpaune [10, 11], pazpaboTranbl METOIUKU
(hM3HOTEPANeBTUIECKOTO JIEYCHUS, PEKOMEHOBAaH-
voro nmpu HHIIMT 6e3 ydera Tuma 3a0oieBaHUS
(akcoHANBHBIN,  JNIEMUENHHU3UPYIOUINI),  BBIpa-
KEHHOCTH KIMHUYECKHX MpOSBICHUH, JaHHBIX
anekTponeiipomuorpadpuun [10, 11, 22, 23]. Ore-
YeCTBEHHBIMH aBTOPAaMH CJIEIaHa MOTbITKa CHUCTEMa-
THU3UPOBaTh (u3ndecKue (aKTOPBI, MCIOIB3yEeMBbIe
mpu HHIIMT no mexanusmy neticteus [9]. Tak, Bce
(bakTOpBI OBUTH pa3NENeHbl Ha CIEAYIOUINE TPYIIIbL:
(akTOpBI, HaNpaBJICHHBIC HA AKTHBALIUIO METabOIH-
YECKUX IPOLIECCOB B MBILIEYHOW U HEPBHOM TKaHSAX
(9H3UMOCTUMYNHpYIOLIHE  METONbI);  (aKTOPHI,
HalpaBJCHHbIE HA YMEHBIIEHHE TUCTPOPUIECKIX
poreccoB (TPo(OCTUMYIHPYIOIIHE METOABI (PU3HO-
Tepanuu); (hakTophl, HANIPaBICHHBIE HA YITydIICHHUE
PErHOHapHOTO KPOBOTOKA, MHKPOLMPKYIAIUN H
TuM(OOTTOKa B TKaHAX (COCYAOpPACIIMPSIOLINE,
THIOKOATYIIMpYIoIe ¥ JTUMGOIPEHUpPYIOIIHe
MeTOIbI); (aKTOpPHI, HaIpaBIICHHBIC Ha YIydIICHUE
HEPBHO-MBIIIIEYHOH  MPOBOIUMOCTH  (MHOCTHUMY-
JUpYIOUIMEe W HEHPOCTHUMYIHMPYIOIINE METOIBI);
(axTopbl, HOpManu3yIomye QYHKIUH HEHTPATbHOM
Y BereTaTMBHOM HEPBHOW CHUCTEMBI (CEIaTUBHBIE,
TOHM3HPYIOIINE MeToAsl) Oe3 ydera THma 3aboJe-
Baams [9, 22]. N.b. Tperpsx (2007) [18] ommcan
METOAWKY NPHUMEHEHUs UITHTEIBHON DJIEKTPOCTH-
MYJALUH Nepuepuieckux HEpBOB y 46 OONBHBIX C
MIOBPEXACHUSIMU HEPBOB U IUIEYEBOTO CIUIETEHUS C
[IOMOIIIBIO MPSIMOYTOIBHBIX OUIOIAPHBIX UMITYIHCOB
mmrensHocTeio 0,1-0,5 Mc, ammuutynod ot 5 mo
50 MKA u gacToToit 5 mmr/c. KoHTponb pereneparum
ABTOPHI OCYIIECTBISUIM KaK B PaHHEM MEPHOJE, TaK
U B OTAAJCHHBIE CPOKU. PaHHME CHMIITOMBI percHe-
paruu (TIO3UTUBHBIM CUMNITOM THHHENS, OSBICHNE
0O0JIE3HEHHOCTH B PEUHHEPBHPOBAHHBIX MBIIIIAX)
U e¢ OOBEKTHBHBIC TMPHU3HAKH (PETHCTpAIUs OpPTO-
JPOMHOTO TTOTEHITANa JCWCTBUS HEPBa, B JalIbHEH-
meM — nosineHne M-oTBeTa) y OONBHBIX, KOTOPBHIM
OCYIIECTBIISUIM  DIEKTPOCTUMYIALUIO, PETUCTPHU-
poBalii paHbllle, YeM Yy TMAIUEHTOB KOHTPOJIbHOU
TPYMIBI, KOTOPBIM 3JEKTPOCTUMYIISILUIO HE MPOBO-
IIWITH, JaKe y TaleHTOB, JaBHOCTD MOBPEXKICHAS Y
KOTOPBIX ObLTa 3HAYNTENBHO MeHbIe (110 4 mec.) [18].
OnHako HamMH He ObUIO HaMIEHO OT€UEeCTBEHHBIX MIIH
3apyOeKHBIX UCTOYHHMKOB, OMHCBHIBAIOMINX HCCIEI0-
BaHHE NIEKTPOCTUMYIMY Yy naiuenTos ¢ HHIIIMT
Y BIMSIHHE €€ Ha BBIPAKEHHOCTh Mape30B U yIyd-

meHue KadectBa ku3HHU. Cienyer OTMETUTh, 4TO,
HECMOTPS Ha IIIMPOKOE IIPUMEHEHHE (PU3UOTEPAITUH B
HAaIllel cTpaHe s JISUSHHS U PeadMINTAI[i MHOTHX
3a00NeBaHN ¥ HAJIWYHEe MHOXKECTBA METOAMK IS
JICYEHUS] HEBPOJOTHYECKHUX 3a00JIEBaHUH HCCIENO-
BaHUs, MOCBAIICHHBIC MPUMEHCHUIO (U3MOTEparuu
B KoMmIutekcHou aOwmutarmun HHIIMT eauauyHbI
W HE YHOPSAOYEHBl KaK B OTEYECTBEHHOM, TaKk U B
3apy0OexHoi muTeparype [9, 19, 22, 27]. Hamu Takxke
He OBLIO Haif/ieHo ucchenoBanmii o auddepermupo-
BaHHOM NpuMeHeHuH ¢uznorepanuu npu HHIIMT.

Kpome Toro, B Poccuiickoit ®eneparnuu uccre-
JOBaHHS TIO0 W3YYCHUIO KOMIUIEKCHOH (H3HUYECKOM
a0WIMTAallMA HAa KA4eCTBO XU3HU W COIUATHHYIO
ananraruio 6ompHEIX ¢ HHIIIMT panee He mpoBo-
JUJIACh, YTO OINPEAENWIO NPOBEICHUE HACTOSALIETO
uccienoBanusi. Kpome TOro BIepBbIE B OTEYECT-
BEHHOW MPAKTUKE OLEHUBAJIOCH BIUSHUE U3MEHECHUI
(GYHKIIMOHAJILHOTO  HEBPOJIOTMYECKOTO  Jeduiiura
npu HHIIMT Ha ncuxosoruyeckuil craryc naiu-
€HTA U Ka4€CTBO KU3HH.

[IpuBOIUM KIMHUYECKHUIA IPUMED.

Bompno#t JI. 33 ner, obpa3oBanue Bhicuiee. Briepsrie
obparuics K HEBPOJOTY-HEHPOTeHETHKY YHUBEPCHTET-
ckoit knmHuKH KpacT'MY nwM. ipog. B.®. Boiino-Scenen-
koro B 2012 r. ¢ )xaiobamu Ha te(popMannio KUCTEH U CToTI,
HOXyAaHHe TOJIeHeH, HEBO3MOXHOCTD THUIBHOTO CIrHOaHUS
CTOII, YacThle MaJeHus, ca00CTh B HOTax M HEJIOBKOCTh
npH xoap0e; 00IM B MKPOHOXKHBIX MBIIINAX, IIPEUMyILIe-
CTBEHHO B HOYHOE BPEMsI CYTOK, OOJH B TOJICHOCTOMHBIX
CycTaBax.

U3 anamnesa: nedrot 3aboneBanus B Bo3pacre 14—15
JIeT, KOrAa BIepBble NpH (Gu3ndeckoii HarpysKe y manueHTa
MOSIBIINCH OONM B CTOMAx, HEYBEPEHHOCTh MPH XOIbOe.
Ha ypokax ¢pu3kynsryps! B 00111€00pa30BaTeIbHOM IIKOJIE
IOHOIIIA HE BBIMOJHST BO3pACcTHBIC HOPMATHBBL. B mocie-
JYIOIHE TOIbI 3a00JIeBaHHEe MEIUICHHO IPOTPECCHPOBAIIO.
B 2003 roxy B Bo3pacte 23-X JI€T HallUEHTY BIEPBbIE yCTa-
HOBIIeH quarHo3 Hespansaas amuoTtpodus Lllapko—Mapu—
Tyrta. [1aTOreHeTHIECKOr0 MEANKAMEHTO3HOTO JICUCHUS HE
HA3HAYaJIOCh, 00bEeM (H3MUECKON HArpy3KH IMAIlUeHT HE
OrpaHUYMBAI (3aHUMAJICS B TPEHAXKEPHOM 3aJie MO CTaH-
JapTHOH IporpamMe, XOTs paHee HeBpOJIOraMH aMOyia-
TOPHO-MOJUKINHAYECKOTO 3BEHa 3PaBOOXPAHEHHUS OBLIO
PEKOMEHIIOBAaHO OTpaHWYCHHE (HU3NIECKON aKTHBHOCTH).
3anepron 2003—2012 rr. mocTeneHHo HapacTaia ciadocTh
MBIIIII JUCTAIBHBIX OTJETI0B HIKHUX KOHEYHOCTEH, THITO-
TPO(UH MBILII[ CTOI U TOJIEHEH, 4acTOTa U HHTCHCUBHOCTh
KpaMIId, 4TO CII0OCOOCTBOBAJIO 3HAYMTEIBHOMY OIpaHH-
YEHHIO ©XKEIHEBHON JIBUTaTEIbHOW aKTHBHOCTH TAI[EHTa
Y Pa3BUTHIO ACTCHOAENPECCUBHOTO CHHAPOMA.

Hacneocmeennvlii anamues: cO CIOB HAIlUeHTa, HE
OTSTOIICH, HO TaHHbIe aHaMHe3a CKy/IHbIE.

Hesponocuueckuti cmamyc Ha MOMEHT II€PBHYHOTO
OCMOTpa: 4YeperHble HEepBbl HHTAKTHBL JIBHTaTeNIbHAs
chepa: TAlMEHT TEPEABUralics CaMOCTOSITENbHO, HO
HoXoAKa ObLIa 3aTpyJHEHa M3-32 JBYCTOPOHHEIO CTell-
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Puc. 1. Crumyasiuuonnas snexrpomuorpapus M. Abductor hallicus, n. Tibialis (L.-S,) cnpasa (a) u caesa (6), nposenennas
a0 abuauranuu doasHoro JI., 33 r., c HHIIMT (2011 rox). [TosryueHHbIe JaHHbIE CBH/AETEJILCTBYIOT 0 3HAYHTEILHO
BBIPAKEHHBIX MPU3HAKAX CHMMETPHYHOI0 AKCOHATBHO-1eMUeTHHU3NPYIOIIEro HAPYIIeHHs MPOBeJeHHsI N0 JBUTaTeJIbHBIM
BoJiokHaM n. Tibialis ¢ 06enx cTopoH.
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Puc. 2. KomnblotepHas najijiecTe3uoMeTpHs ¢ HAPYKHbBIX JoAbLKek (MeToquka npod. Ilnaiinep H.A. u np. [12].),
NpoBeeHHas 10 abuauTanuu 6oabHoro JI., 33 r., ¢ HHIIIMT (2011 r.). BoisiBjieHO BbIpa:KeHHOE ABYXCTOPOHHEE CHHZKEHHE
BHOPALMOHHON YYBCTBUTEJbHOCTH 0€3 KIIMHUYECKH 3HAYUMOIi pa3HMIIbI CTOPOH, YTO CBHAETEIbCTBYET 0 NOPAKEHHH
TOJICTBIX MHEJIMHU3MPOBAHHBIX BOJIOKOH Ab THIa U KoppeupyeT ¢ KJIHMHMYeckuM quardozom HHIIMT.

maka W HerpyOoil CEHCHTHBHOW aTaKCHUH; YMEpEHHEIC
CUMMETPHYHBIC THUIOTPO(UH MBI CTOM, TOJCHEH,
KHCTeH, MedopMalnu 1O THITY «IIOJBIX CTOID» W «HOT
auctay. Croiika Ha MsATKaX HEBO3MOXKHA. MBIIIeUHas cuiia
B pasruOarensx cron 3 Oamra, crudarensx crom — 1 Ga,
crubareliix W pasrudarensx HanbleB crom — 2 Oaia.
CyXOXWIBHBIE PEQICKCH: OWIUIHUTATBHEIC — CHIKCHBL,
0e3 acMMMETPUM CTOPOH; KapropajguajbHble — HHU3KHE,
Ha TPaHW BHIMAJCHUSA, 03 aCHMMETPHH CTOPOH; KOJICH-
Hble — HHU3KUE, 0€3 aCMMMETPHH CTOPOH; aXWILIOBBI —
OTCYTCTBYIOT ¢ 00emx CcTOpoH. PaccTpoiicTB OomeBoii
YyBCTBUTEIBHOCTH HE BbIsABICHO. OLEHKAa MPONpPHOLEH-
THBHOW YYBCTBUTEIHHOCTH BBISBHJIA JICTKUE HAPYIICHUS:
2 GaJija COrIaCHO CTaHIAPTHOM IIKaIe — 2 HePaBHUIbHBIX
OTBETa TIPM TCECTUPOBAHWM TMANbIEB CTOM. Jlerkwii
JMUCTANBHBIN TUNIEPTUApo3 Kuctedl m crom. Koopawna-
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TOPHBIE MPOOBI MALMEHT BBIIOJIHSII YIOBIETBOPUTEILHO.
OTMmedancst TpeMop KUCTEH.

[lo pmaHHBIM  HEHPOICHXOJIIOTHYECKOTO  TECTHUPO-
BaHUS HA MOMEHT NEPBUYHOM KOHCYJBTAI[MH BBISBICHO
CHIDKEeHHE o011ero oHa HACTPOSHMS C HU3KOHW KOMILIa-
E€HTHOCTBIO K BBHINIOJIHCHHUIO PEKOMEHIAINH Bpada, HEmo-
BEpUEM K JIeyalleMy Bpady, CaMOyHHYIXEHHEM, CTpax
nepex OyoyIIMM C SBICHUSAMH YMEPEHHO BBIPA)KCHHOM
TPEBOXHOCTH.

CrumyisiiuonHast aiekrpomuorpadpus (OMIY) mposo-
munackHaarnmnapare «Heiipo-MBII» (Heitpocodt, Pocenst)—
puc. 1. KommbroTepHasi maaiecTe3HOMETpUs TPOBEACHA
Ha KommbloTepHoM «Bubporecrepe — MBH» BT-02-01
(MBH, Mocksa) mo meronuke mpod. H. A. Iluaiinep
(marert Ne 83906 ot 27.06.2009 1.) IO CKPUHHHTOBOMY
MPOTOKOITYy Ha yactoTax 64, 128 u 250 'ty (puc. 2) [12].
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I Tum HHIIIMT

Du3uyeckasi A0UINTAIUS

II Tumn HHIIIMT

HauanbHas PasBepHyTas
craaust cTaust

HavaabHasi

Pa3BepnyTas
cTaaus

CTaaust

) ( J

¥ ¥

Cc-)f:;lﬁpoq)opea YabTpa3Byk Dnextpodopes Japcoupau-
YJISITOPOB HEPBOB €OCY10pacIIMPSIIO X/
MeTab0JIM3Ma M MBIIIIIT AHTHXOJHHeCTePa3HbIX/ sanuas
¥ €OCYI0PACHIMPSIIOIIAX
NpenaparoB
4 CMT-¢ope3 MarnuTtorepanusi/
DJ1eKTPOCTUMY IS LM CTUMYJIITOPOB MarHuTogopes
\ MBI MeTadoauzma DJIeKTPOCTHMY. IS
MBI

E feaon
Maccaxx
H CErMEHTApPHBIX

30H

HoOpomaccak
cerMeHTapHbIX
30H M KOHEYHOCTEN

Pyunoii
Maccax

Kune3uorepanus (JI®K, IIUP,

cTpeiiy-Tepanus, JeyeHue
NO0JIOKEHHeM

Puc. 3. Anroputm ¢pusnorepanesruyeckoro jJeyenuss HHIIIMT (I'onuaposa C. U., Hnaiinep H.A.)

Ha ocHOBaHMH BBIIIEU3IOKEHHOTO, OBUI YTOYHEH
KIMHUYECKUH nuarHo3: HaciencTBeHHas CEeHCOMOTOpHAs
HeBponarus [Hlapko—Mapu—Tyra 1 Tima? (criopaamdecKui
ciydait?) ¢ yMepeHHBIM Mepru(epuIecKuM AUCTAIbHBIM
napanape3oM HIDKHUX KOHEYHOCTEeH, yMEpEeHHBIMH aMHO-
TPOGUSMH MBI KACTSH, CTON ¥ TOJCHEH, YMEpEHHOMN
nedopmarelt KUCTeH M IUCTANbHBIX OTJENIOB HIKHHUX
KOHEYHOCTEH, HapylIeHHMEeM  CTaTUKO-AMHAMHUYECKHUX
¢yHKIMH 1 CTEeneHn TSHKECTH, HapyIICHHSIMH TITyOOKHX
BUJIOB YyBCTBUTEIBHOCTH 2 CTEIIEHH, CEHCUTHBHOM aTak-
CHel, MeJUIEHHO IPOTPEIUEeHTHBIN THUIl TEUESHUS.

[TaupeHty peKOMEHIOBaHO  MOJICKYISIPHO-TCHETH-
yeckoe TectupoBaHue ans yrouHenus tuna HHIIMT u
IporxHo3a 3a0os1eBaHysl B IUIAHOBOM IOPSIJIKE.

B teuenne 2012-2013 rr. Ha Oa3ze YHHMBepcHTETCKON
KIMHUKA TIAIUEHT TOIy4Yal ITOBTOPHBIE KYpChl MEIH-
KaMEHTO3HOW M HEMEIMKAMEHTO3HOW aOMIMTalOHHOW
Tepanuy, BKJIIOYasl TIperaparbl THOKTOBOM KHCIOTEHI,
BuTamMuHbl Tpynmel B (B, B, B ,), BeIcOKOn03HBIE NIpETIa-
patel  ackopOuHOBOM KuCIOTH (o 500-1000 wmr/cyT),
ogoOpaHsl OpTE3bl VIS MOIJEPKKH TOJIEHOCTONHBIX U
KOJICHHBIX CycTaBoB. Knmuudeckuit 3pdexr or menuka-
MEHTO3HOTO JIeYeHUs] ObLT HU3KHH, B CBSI3U C YeM pa3pa-
6oraHa mporpaMma (pU3NOJIECUECHHS C LENBI0 3aMEJICHUS
JIETCHEPAaTUBHOTO  BTOPUYHO-MBIIIEYHOTO  MOPAXKEHUS,
yiydiieHus (pyHKIMOHAIBLHOTO COCTOSIHUSI BEreTaTHBHON
HEpBHOM CHCTEMBI, YBEIWYEHHUsS CHIJIBI ITapeTHYHBIX
MBIIIL, CTUMYJSIIUM AKCOHAJIBHOTO TPAHCIOPTA, YIIyd-
LIeHNsT HEepBHO-MbIIIeUHON mepemadn [9]. BnepBeie B
KIIMHUYECKOHM TpaKkTUKe HaMH cJejlaHa MOMBITKAa pasJie-

muTth ¢usndeckne ¢akropsl npu HHIIMT B 3aBucu-
MOCTH OT 0COOEHHOCTEH KIMHUYECKHUX MPOSIBICHUH, THIIA
HHIOMT, manasrx DHMI (puc. 3) [6, §].

Bri6op uzmdeckux ¢GakTopoB W cxema BO3ICUCTBUS
Obuta OO0ycJOBJIEHa HaJMYMEM Yy TalUeHTa CMeIlaH-
HOTO (2KCOHATBHO-IEMHUCIHMHUZUPYIOMIET0) MOPaKEHHS
C BBIPOXCHHBIMHA aMHOTPO(UIMHU, HAIUIHEM «KPaMIIH»,
MPOIPUOIICITUBHBIX HApyHNICHUHA. B CBA3M C 3THM MBI
KOMOWHHPOBAJIA METOABI C YYETOM 3ajad aOWIUTALUU B
JIaHHBIH BpEMEHHOW MpoMexyTok. IIpoBomwinck cneny-
IOIIME TPONEAYphl: HW30UpaTeNbHBIA PY4YHOHW Maccax
MAPETHYHBIX MBI HIDKHIX KOHEYHOCTEU C 3JIeMEHTaMH
MMOCTU30METPUIECKOHN pellakcalliy nepenHer 6ombiieoep-
IIOBOW MBIIIIBI, aXUJUIOBBIX CYXOXKHIIMH, 3aT€M 3JIEKTPO-
(hopes mo Bepmenro ¢ mnaHOKOOOTAMUHOM Ha JUCTATBHEIC
OTJENbl HUKHUX KOHEYHOCTEH, ¢ MOCIEAYIOLIEN IIEKTPO-
CTHUMYIISIIEH MBI TIepoHeadbHOW rpynmbsl depe3 30
MHUHYT — 3 110J151 10 3 MUH C MHTEPBAJIOM 3 MUH 3-X KpaTHO
Kaxoe oie [7, 9, 25] 12 exxeAHEBHBIX IPOLIEAYP HA KYpC;
HanbleB CTOI Mo MeTofauke, npeanoxeHHoi C.M. I'onua-
poBoit (12 exemHEBHBIX IIPOLEAYp Ha Kypc); Mocie
30-MHHYTHOTO MHTEpBajla — KUHE3HOTEpanus C dIeMeH-
TaMu cTpeitu-tepanui [6, 8]. 3ansatus JIOK nposogunucs
3 pasza B Hexemo no 40—60 mMuH B Teuenue 9 Hemenb ¢
mocrenyromeil koppekiueir Harpysku [6, 8, 16]. Ha 4-i
npoleaype KOMIUIEKCHOW —(u3uoTepanuu  MarueHToM
CyOBEKTHBHO OTMEUCHO yBeJIHUYCHHE 00bhEeMa BBHIMTONHS-
eMoll (pU3MUYECKON Harpy3KH, KOTOPBIH COXpaHSICA [0
KOHIIa Kypca aOwimranmu. Ha 6-if mpoueaype amekTpo-
CTUMYJSIIIAM — CHU3WIACH TIOPOTOBAas BEIMYMHA CHIIBI
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Puc. 4. Crumyasiunonnas sjaekrpomuorpadgus m. Abductor hallicus, n. Tibialis (L4, L.-S,) cupasa (a) u ciesa (0),
NpoBeeHHAs nocJe 1-ro kypca adujmurauuu 6oabHoro J1.,33 ., 2012 .
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Puc. 5. Uronsuaras syekrpomuorpadus m. Biceps femoris brevis, n. Peroneus ciesa 6oasnoro JI., 33 r., (2012r.) nocie
1-ro kypca aGuiMTanun: a — noreHUaNb! ABUrareabHbIX enunul (IIJAE); 6 — nimrensnocts [1/IE. [oayyeHnble 1aHHbIE
BbISIBHJIY NIPU3HAKHU XapakTepHoii a1 DMI'-kaprunsl IIIA cragun feHepBallMOHHO-PEHHEPBALIMOHHOIO NIPoLEcca B
m. Biceps femoris brevis cieBa. Onpenesnsijiach CHOHTAHHASI AKTHBHOCTH B BH/Ie eAMHMYHBIX MOTEHIHAI0B (PUOPHILISIHIA.

TOKa, HeoOXoauMmas MJisi TONydeHHs O0e300JIe3HEHHOTOo
COKpAIIeHHs MBI (B CpeIHEM Ha 5 MA) CHMMETPUYHO
Ha 00enx KOHeUHOCTsX. JlaHHas BeTMYMHA COXPAHSIIACH JI0
12-¥i mpoueaypbl, TO €CTh JI0 KOHIIA [IEPBOTo Kypca adbuiu-
taiuu. Yepe3 5 MecsieB mocie MepBoro Kypca adwmiu-
TallMU COCTOSIHME MallMeHTa ObUIO CTAOMIILHBIM, IIOBTOPHO
MPOBEJICHBI KOMIIbIOTEPHAs MajuiecTe3uoMeTpus [3, 5, 14]
¥ urojipdatas u crumyisnunonHas OMI (puc. 4-6).

Ha 2-it kypc abunutanuu B siuBape 2013 r. manueHT
oOparmiicss 4yepe3 8 Mec ¢ jkajno0aMu Ha HEMPUSTHBIC
OLIYIIEHHSI B 00OEHX CTOMAaX MPU XOIb0E, MEPUOAUUECKOTO
Xapakrepa, B MecTax Hanboupliero nasnenus. [lanuent Ha
npueme B opresax (puc. 7) mepenBuraiicsi yBepeHHo 0e3
CTEIIaXa U MOCTOPOHHEH MOMOIIIH.

I[Ipn pUHAMHYECKOM JHCHAHCEPHOM HAONIONEHUHU
MalyeHTa B YHUBEPCUTETCKOM KIMHUKE OTMEYEHO, YTO 32
MPOLICIIINI TOJ MOCHE MOBTOPHBIX KypcOB (husmdeckoit
aOWIMTaluK U YBEJIMYCHUs] JBHIATEIbHOW AKTUBHOCTH
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Yy MY)XKYMHBI 3HAYMTENIHO MOBBICHJIACH TOJEPAHTHOCTH
K (u3mdeckuM Harpyskam, OH CTall MOOWIIBHEE, MHOTO
XOJUT MEIIKOM, KaTaeTCs Ha BEJIOCHUIIEE; KPAMITH PEIKHUE,
HETNPOJIOKUTENBHBIE, CpeJHE WHTEHCHBHOCTH; YMEHb-
IIAINACH MBIIIEYHBIE THIOTPO(UHN HIKHIUX KOHEYHOCTEH.
YMeHbIIWIACh BEreTaTHBHAs CHMITOMATHKA (THUIIEPrH-
JIpO3 KUCTEH U CTOI HE3HAYUTEJIbHBIN).

Hesponoecuueckuii cmamyc: oduwii (OH HACTPOCHHS
POBHBIH, MAIUEHT YPaBHOBEIICH, HACTPOCH ONTHUMH-
cTudeckd. YepenHble HEPBbl MHTAKTHBI. [IBUrarenbHas
ctepa: ymepeHHBIE (HO MEHEE SPKHE) TUIOTPOQPIH MBIIIIII
CTOII, TOJICHEH, KHCTeil 0€3 aCHMMETPHH CTOPOH, «IIOJIbIC
CTOIIbI», CTOMKA Ha MATKaX He BO3MOXKHA, TIPH X01b0e 0e3
0pTe30B NETKMI cTenmnax. MpledHas cuia: crudaTeny u
pasrudaTeny MpoOKCUMAaIbHBIX OTEJI0B BEPXHHUX U HIDKHUX
KOHEUYHOCTEN — 5 0ajioB, B IUCTAIBHBIX CrHOATENAX U
pasrubarensx roiieHel — 5 0aioB, B pa3rudaTesax CTOI —
4 6anna, B crubarensx — 2 6amia, B crudaresx u pasruda-
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IIpaBas nogpixka 24,0 15,4 20,6 18,0 20,3 24,0 13,1
JleBas nogpbKka 17,6 15,4 15,8 21,0 19,1 24,0 24,0

Puc. 6. KomnbloTepHas najijiecTe3noMeTpusi ¢ HAPY:KHBIX JIOAbIKEK 00sbHOTO JI., 33 I., mocJie mepBoro Kypca aGuInTanun
(2012 r.): mo cpaBHEHMIO ¢ JAHHBIMH KOMIIbIOTEPHOIi masiecTesnomerpun oT 2011 r. oTMedeHa TeHAeHIMS K YIy4YllIeHHI0
BUOPALMOHHOH YYBCTBUTEJIHLHOCTH Ha yacToTe 64 I'n 6osible BhIpaxenHas crnpasa (¢ 24.0 1o 18.0 dB) u cieBa
(c 22,12 o 21 dB).

Puc. 7. Bua Hor manuenTa B opTe3ax, MO3BOJISIIOIINX HOCHTH
00BIYHYI0 00YBb, KOMIIEHCHPOBATD SIBJIEHHS CTEMMaXKa
(uenarwuei NOX0AKN) H MUHMMHU3HPOBATH PUCK NadeHHI.

TEJISIX MTAJIBIEB CTON — 2 Oania. B mpokcuManbHBIX oT/Ienax
PyK — 5 6amioB, crubaTensax U pa3rudaressax KUCTeH — 10
4 oamnoB. CyXOKUIbHBIC PEQIICKCHI: OWUIUIUTATBHBIC —
CHIDKEHBI, KapropajuaibHble — HU3KKE, HAa TPaHU BbIA-
JeHns1, 0e3 aCHMMETPHH CTOPOH; KOJICHHBIE — HU3KHE 0e3
ACHUMMETPHUHU CTOPOH; aXWJUIOBBI — OTCYTCTBYIOT € 00€HX
cropoH. YyscTBuTenbHas cdepa: jerkas OoneBas Tuie-
CTE3Usl JUCTAIIBHBIX OTHEJIOB HIDKHUX KOHEYHOCTEH 10
YPOBHS KOJICHHBIX CYCTaBOB IO TUITy BBICOKHX «TOIb(».
OmueHka TPOINPUOLEITUBHON YyBCTBHUTEIBHOCTH COCTa-

BruIa 2 Oaiia o CTaHgapTHOH mkane [ 1], omHako ¢ molo-
JKUTETHFHON KIMHWYEeCKOH nuHaMukoi (1 HempaBHIBHBIN
OTBET TIPU TECTHPOBAHWH Ha MaJbI[aX CTOI BMECTO IABYX
HEMpaBUIBHBIX OTBETOB [0 IPOBEJCHUS aOWIHMTALUK).
KoopnunaTtopHbie TpOOBI BBIMONHSUT YAOBIETBOPUTEIBHO.
OTtMeuancs Terkui NoCTypallbHbIN TPEMOp KHCTEH.
[IpoBenens! cnexyronye aOMINTAINOHHBIE MEPOIIPH-
SITUS, BKITFOYasi MEJMKaMEHTO3HYIO (TIperaparhsl THOKTOBOM
KHUCJIOTBHI, SHTApPHOW KHUCIIOTHI, aCKOPOWHOBOI KHCIIOTHI)
U HEMEAMKAMEHTO3HOW Tepanuy: HOIIEHHE OpTe30B Ha
HIDKHHE KOHEYHOCTH C ITOAJIEP)KKON KOJIEHHBIX U TOJICHO-
CTOIIHBIX CyCTaBOB, IIPOU3BEJICHA KOPPEKIUs (hH3HIECKON
Harpy3KH IpH 3aHATHSIX KHHE3HOTEpanueld — yBEIN4eHO
KOJTMYECTBO ToaxoaoB (¢ 3 1o 5) u moBTropeHHit (¢ 6 1o
10) Ha mOpaXeHHBIC TPYIIBI MBI, CKOPPEKTHPOBAH
MaKCHMaJbHO PA3pELICHHBI BeC CHApSAAOB, ONpEAEIIeH
MaKCHUMaJIbHO JIOIYCTUMBIH ypOBEHb a3pOOHOW Harpy3Ku
[6, 8]. Kpome ToOro, ¢ y4eToM yBEIUYEHHsS MBILIEYHON
CHIIBl JTUCTANBHBIX OTIENIOB KOHEYHOCTEH, Ui Yymyd-
IICHNS] TITyOOKOH M TOBEPXHOCTHOW YYBCTBUTEIHHOCTH,
CTUMYJISIIIAHA TIEpUPEpPUIECKOT0 KPOBOOOPAIICHUS YIyd-
IICHHS KayecTBa PEMHUEIMHHU3AINH IAIEeHTY Ha3Ha4YeH
CeAyonmid Kypc (hU3MOTpanuu, KOTOPBIH BKIIFOYAT B
ceOsi: TapCOHBANM3ALNIO JUCTAIBHBIX OTAEIOB BEPXHHUX
W HIDKHUX KOHEYHOCTEH 4 mouis Mo 5 MMH Ha IoJie uepe3
JICHb BEPXHIE U HIDKHNAE KOHEYHOCTH, Yepenys ¢ poHodo-
pPe30M mpemnapaToB HATHBHOM TPS3U HA 00JIACTh HEPBHBIX
CTBOJIOB U MOPAKSHHBIX MBbIIIL (CPEIUHHBIH HEPB, 00JIb-
nrebepIioBas ¥ MajxoOepIioBasi TPyIa MBIIIIT), MOIITHOCTb
0,3 Br/cm?, 4 munyThl Ha mone, 4 mons [6, 9, 25] uepes
neHb. Ha kypc — ot 10 no 15 mponenyp. Ilocne ¢usmo-
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Puc. 8. Uroapuaras anekrpomuorpadus m. Biceps femoris brevis, m. Peroneus cnpasa (a) u ciieBa (0).
IHosyueHHbIe JaHHBIE CBUAETEILCTBYIOT 00 yMepeHHbIX U3MeHeHusX IIIA cTaauu neHepBalMOHHO-pPeMHHEPBAIMOHHBIX
MPOILECCOB B KOPOTKOii roJIOBKe ABYIJ1aBOii MBIIIIBI Oepa ciieBa. [1o cpaBHeHnI0 ¢ urojbuaroii muorpadgueii m. Biceps

femoris brevis, Peroneus cieBa ot 2012 rona cpegnss anuteabHocTh [I/IE He n3MeHnIach (HapacTaHus CTeNeHH THKECTH
HHIIMT Her).

Tabnuya 1
JIuHaMuKa U3MEeHEeHUI CTUMYJISAIHOHHOMT
jiekTpomuorpaduu y nanuenrta JI. ¢c HHIIMT 1X Ttuna

Uccnenyemas | Kanennapusiii Pesunyansias CPBMm
obnacTb roj JIATCHTHOCTH (m/c)
(mc)
m. Abductor 2011 4,08 80*
hallicus, | 2012 4,69 28,6
m. Tibialis
cnpaa 2013 5,0 313
m. Abductor 2011 8,55 18,2
hallicus, 2012 9,62 26,8
m. Tibialis
crieBa 2013 4,03 26,7
*3HaYeHHE CKOPOCTH pacCHpOCTPaHEHUs  BO3OYKICHUS

(CPB) cmpasa (2011 r.) MBI TOCYUTANIN HEJOCTOBEPHBIMH BBUIY
TE€XHHYECKHUX MOTPELIHOCTEH NPU NPOBEAECHUH UCCIIEJOBaHHUS.

TepareBTHYECKUX Mpoueayp mnpooxwics nuddepeHun-
POBaHHBI MacCak HIDKHUX KOHEYHOCTEH C 3JIeMEHTaMH
KUHe3uoTepanuu B TeueHue 30 MUHYT, Ha Kypc — 12 exen-
HEBHBIX Iporenyp (mo 15 mpouexyp Ha Kypc).

Ha 3-ii kypc abminTanuu maiuydeHT MOCTYNui yepe3 5
MecsIIEeB 10 cOOCTBeHHOI MHMIMaThBe. OTMEYal MoiHoe
OTCYTCTBUE OOJiel B HOrax, yBEIMYEHHE EKeTHEBHOU
(¢u3MUeCKO AaKTUBHOCTH, HECKOJIBKO pa3 Ioceman
CTpaHBI JaJIbHETO 3apyOesKbsl, T1€ MHOTO XOIMII B OpTe3ax
MIEIIKOM, HE HCIBITBIBAas KAaKOTO-THOO aucKoMdopTa B
HIKHUX KOHeYHOCTAX. CyObeKTHMBHO OTMeYasl YiIyd-
LIEHHE HACTPOCHUs, CTPOMJI IIaHbl Ha Oynyliee, B TOM
YHCle MMOUCK CHYTHHIBI XHM3HU (cynpyru). B minanoBom
TIOPSIIKE  TIPOJIOJDKAIICS  TIOMCK  NPUYMHHOM — T€HHOM
MYTAalMH, MOCKOJIBKY MYyTallly TeHa, KOAUPYIOIIETro MepH-
¢deprueckmii Oenox muenuHa PMP22, Ha xpomocome 17
He BbIBIeHO W auarHo3 HHIIMT 1A Ttunma (nauGonee
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paclpoCTPaHEHHOTO B MOMYJSAIMU) HE IOATBEPXKJEH.
Ousnorepanusi TPOBOAMIACH C  LENBIO  YITyYIICHHS
TPOQUKH TOPAKEHHBIX HEPBOB M MBI, YCKOPEHUS U
HOPMaJIM3aIMU TPOLIECCOB PEMHUEINHHU3ALNH, YTy IICHHS
KauecTBa MHUEIMHOBON OOOJIOUKH, YITy4IIEHHUsS aKCOHAIb-
HOTO TPaHCIIOPTa M CTUMYJISIHMHM aKCOHAJIBHOTO pOCTa H
KOPPEKLMHU BEreTaTUBHBIX HApYyLIEHWH B 30HaX WHHEp-
BallMy nepudepuieckux HepBOB, CTAOMIM3AINH MTpoIiecca
HEpBHO-MBIILIEYHON naereHepauuu [15, 25]. IlpoBexneHo:
Ips3EBBIC ANIUIMKAlWU 110 THILY BBICOKHX «IEPYaTOK»,
«HOCKOB» Temrepatypsl  20-24° («xonomHast TPs3by),
BpeMs 3kcno3uimu — 40 MHHYT ¢ IpeABapUTEIbHBIMH
pacTHpaHUsIMH ITOPAKEHHBIX KOHEYHOCTEH, uepe3 IeHb, Ha
kypc 10-20 mpouenyp; nociue npouenyp neaougoTepaniu
yepe3 30 MuHYT — 1 yac MPOBOAMIIACH 3IEKTPOCTUMY-
JSIOUS MBI TIEPOHEaTbHON TPyl (TepeHelt Gonbie-
OepII0BO MBIMIIIEL, TIEpeTHEH OONIBIIEOePIIOBOI MBITIIIEI,
KOPOTKOTO pasrubarens manbles) [7, 9, 22, 25] Ha obe
KOHEYHOCTH, MapaMeTpbl TOKa MOAOUPAINCh MHAUBUILY-
AJBHO C yYETOM JaHHBIX JIEKTPOMHOTPAdHH; HEKTPOCTH-
MYJSIIHS TIPOBOAMIIACH SKCIIOHEHIMAIBHBIMA OWUIOISP-
HBIMHM UMITyJbCaMH, ¢ 4yactorod 10 I'll, AIUTENBHOCTHIO
nmnynsca 100MKe mo 3 MUHYTHI Ha TIOJIE C TIEPEPHIBOM B 3
MUHYTHI, TPEXKpaTHO Ha Kaxkgoe moine [9, 25]. [lamuenty
PEKOMEHIOBAHO NMPOAOJIKATh TOCTOSIHHOE HOIIEHUE UHU-
BU/IyaJIbHO TIOI0OPaHHBIX OPTE30B, a B TEX CIIydasx, KOTna
3TO HEBO3MOXXHO — O0YBH C OPTOINEIUYECKIMH CTEJIbKaMU
JUISL TIOJIOM CTOTIBI C BEICOKMMH 3aIHUKaMu [7, 8, 26, 27].
ITo oxoHYaHWM aOWIMTAIMU TPOBENEHBI HEBPOJIOTH-
YEeCKUH OCMOTp I10 CIELHaJbHO pPa3pabOTaHHOM IIKaie
OLIEHKH HeBpoJioruyeckoro craryca OonpHpix HHIIMT
(o metonuke, npemnoxkenHoi H.A. [naiinep, C.1. 'on-
gapoBo#t, 2013r. [6]), CTHMyISIMOHHAS W HWTOIBYATas
OMI (puc. 8, Tabn. 1), KOMIBIOTEpHAS MAJUIECTE3NOMET-
pHs OUCTANBHBIX OTENIOB HIDKHMX KOHEYHOCTEH (cocTo-
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Tabnuya 2
Pe3yabTarsl TecTHpoBanus nanuenta JI., 33 rona, c HHIIMT 1X Tuna no onmpocanky MOS SF-36 B nunamuxe [10]
Jlo mpoBezeHns Kypca [Mocne nmpoBexeHus Kypca
Kpurepuit abwuiuranyu abunmuranun P
(6asursl, abc. YnCIIO) (6asutel, abc. unCio)
HurencuBHOCTH GONIN 51 84 <0,05
ConmanbHoe GyHKIIMOHUPOBAHNE 62 100 <0,01

[Tpumeuanue: MOTHOLEHHO MALMEHTOM OBLIM 3aMOJHEHBI TONBKO OJNIAHKK OTBETOB, OTHOCAIIUECS K mKanam «HTeHCHBHOCTH
6omm» n «ConuanpHoe GyHKIIMOHUPOBaHKE». HEeKOTOpBIE BOIPOCHI, OTHOCSIINECS K OCTAIBHBIM IIKallaM, OCTaIHUCh Oe3 OTBETA, UTO

HE MO3BOJISAET B IOJTHON Mepe HHTEPIPETUPOBATH PE3YIIBTATHI.

Tabnuya 3

Pe3yasTarsl TectupoBanus nanuenta JI. ¢ HHIIMT 1X tuna no meroauke, npeajioxenHoii E.b. ®anTanoBoii «YpoBeHb
COOTHOLLIEHHUS HEHHOCTH U I0CTYNHOCTH B Pa3JINYHbIX ;KH3HEHHBIX cepax» 10 aduaurtanuu (B 6aj1ax)
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OOmwmii mokas3arenb ypOBHS HHTETPaldM MOTHBAIMOHHO-MMYHOCTHOH cdeprr (R) = 47. CooTHomeHHs 30H BHYTPEHHETO
xoHpukTa (BK), BHyTpeHHero Bakyyma (BB) n metitpansbix 30 (H3): BK/BB/H3=4/2/6; BK/BB/H3= 33,3/16,6/50,1%.

sIHAE CTaOWIbHOE), TICHXOIOTHIEeCKOe TecTupoBanue [12,
13, 20, 21]. Ha MOMeHT ocMOTpa CO CTOPOHBI JBHIa-
TeNbHOI cdepbl OTMEYEHbI yMepeHHble (MEHee BbIpa-
JKCHHBIC) TUTIOTPO(HH MBIIII] CTOT, ToJCHEeH, kucteil. [Ipu
X0IB0e — JIETKUHU CTeMax, mojas cromna. OueHka 6011 1o
mkaie BAIIl — 0 6amtoB (10 abunuranuu — 2 6amia) [6].
Meimeynas cuia B pasrudarersx crom — 4 6anna, cruda-
TEJIAX CTOM — 5 OaylioB, pasrudaTeNsX MajbIeB CTOI —
2 Gamma, crubarensx I mampna crom — 5 Gamnos, cruba-
tensx [I-V manenes obenx crom — 3 Oamra (o abwiu-
taruu — 2 O6aira). OIeHKa M0 IIKajie KOMIICHCAIIUH Ma-
HyanbHBIX QyHKIHH (TecT JIn) [1, 6] cHr3mnace ¢ 6 6aios
no 3 0ammoB, YTO CBUAETEIBCTBOBAIO OO YBEIHMYCHHU
TOBCEIHEBHOM JIBUTaTEIbHOM AaKTUBHOCTH M XOpOIIEH
¢dusnueckoii ananraimu. CyXoKHIbHbIE peduieKchl: OUIIHn-
MUTAJILHBIC — HOPMa, KapropaanaabHbIC — HU3KUE, KOJICH-

HBIE — HOPMa, aXHJUIOBBI — HU3KHE, HA TPAHU BEHISBIICHIS.
3oHa 0OJEBOH THIECTE3MH YMEHBINIWIACH IO CpeTHEH
TPETH TOJIEHU CHUMMETPUYHO ¢ 00eux CTOpoH. B mo3ze
PoMbepra manueHT yCTOWYHMB, KOOPAMHATOPHBIC MPOOBI
BBITIOJTHSUT YAOBJIETBOPUTENBHO.

B 2014 rony mauveHTOM IOJIy4€HbI pe3yJbTaThl MOJe-
KYJSIPHO-TEHETHYECKOTO TECTHPOBAHUSI METOIOM MIPSIMOTO
aBTOMAaTHYECKOTO CEKBEHUPOBAHMS B 9k30HE 2 reHa GJBI:
BeisiBiieHa wmyTaiusi ¢.841T>C (Ser281Pro) B remusu-
TOTHOM COCTOSIHMM Ha XpoMocoMe X, paHee He ONMCaHHas
B 0a3zax. Pe3ynbraThl MpOBEICHHOTO UCCIICIOBAHUS CBH/IC-
TEJIBCTBOBAJIU O TOM, YTO y nauueHTa BoisisieHa HHIIIMT
1X tuma, cBfi3aHHas ¢ MyTalueil reHa KOHHEKCHHA 32, ¢
X-CHEMJICHHBIM ~PELIECCUBHBIM THIIOM HAcJeIO0BaHUS.
I'en CJBI (gap junction beta 1 protein, aHrI.), MyTaIHu
B koTopoM mnpuBoAsaT k pazputuio HHIIMT 1X tuma,
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Tabnuya 4

Pesynbrarsl TectTupoBanus nanuenta JI. ¢ HHIIIMT 1 X tuna no meroauke, npeano:xentoi E. b danraiosoii «YpoBenn
COOTHOLIEHHS HEeHHOCTH M JOCTYNHOCTH B Pa3JMYHBIX ’KU3HEHHBIX cepax» mocjae abuaurauuu (B 6aaiax)
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OOu1umit mokasareinb ypoBHs HHTETPAlluK MOTHBALIMOHHO-TNYHOCTHOHU cepbl (R) =27. CooTHOLIEHNS 30H BHYTPEHHET0 KOH(IUKTa
(BK), BayTpennero Bakyyma (BB) u Heiirpansusix 301 (H3): BK/BB/H3= 0/0/12; BK/BB/H3=0/0/100%.

JIOKaJI30BaH B o0macTi xpomocoMmsl Xq13.1 u cocTout u3
JIByX 9K30HOB, OJMH U3 KOTOPBIX SIBISIETCS] KOIUPYIOIINM.
IIponyxT rerna — 6enok konHekcuH 32 (Cx32) — mpuHaz-
J&KUT K KIaccy OENKOB MEXKIETOYHBIX KOHTAKTOB.
B ocnoBHOM Cx32 skcnpeccupyercsi ¥ (yHKIMOHUPYET B
[IBAaHHOBCKHX KIJIETKax Iepudepnieckux HepBoB. Mecra
JIOKaJIN3allMy KOHHEKCHHA 32 — 3TO HEKOMITAKTHBI MUEJINH
B 0071aCTH KOHTAKTOB MEX/IY COCETHUMH IMIBAHHOBCKHMH
KIIeTKaMH (iepexBaToB PaHBbE) 1 HEKOMITAKTHBIN MHUEINH
weneit [lImunra—Jlanrepmana o0osouku mnepudepuue-
ckux HepBOB [13, 15]. Takum 00pa3oM, TeHETHUYCSCKUH TUTT
HHIIIMT 06511 yTOYHEH ¥ MOATBEPXKICH. 3alUIaHUPOBAHO
MOJIEKYIIPHO-TEHETHYECKHE  TECTHpPOBaHUE Jj000cIe-
JIOBaHUE UWICHOB CEMbH IMalueHTa (IpobOaHma) ¢ IENbio
muddepeHInaIbHON AUMATHOCTHKH MEXKIY CIIOpajndec-
kuM u ceMmeitapM crygaeM HHIIMT 1X tuna.
Hapy1enust co cTopoHbI ICUXO3MOLIMOHAIIBHOH cepbl
y Oompubix HHIIIMT BcTpewaroTcst JOBOJBHO 4acTo —
0k0110 93% OT 00I1Iero KoIMYecTBa MaueHToB C JaHHBIM
3aboneBanueM [3, 4, 24], mo3TOMY HaMH OBUIO JTOTIOTHH-
TENBHO MPOBEAEHO 00CIIeN0OBaHKUE MAIMEHTa JI0 U TOCIe
KypCOB aOWJIMTAIMK 0 CICAYIOIIMM IKayiam: EBporeii-
ckuil ompocHuk kadectBa xu3sHu MOS SF-36 (tenec-
Hast Oonb, conuaibHOE (QyHKIMoHWpoBaHue); Illkama
TpeBoru u aenpeccuu beka; barapes tectoB ¢pusnueckux
Bo3MoxkHOCTe# Panp; Illkama Tsokectn acrenuu [1, 4, 6],
Ixara mcuxonorndeckoro Omaromonmyunst Kapon—Pudd;
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MeTroauka, npeaiaoxennas E.b. ®danranoBoii: «YpoBeHb
COOTHOIIICHNSI IIEHHOCTH W JOCTYITHOCTH B Pa3IMIHBIX
KU3HEHHBIX cdepax» (Tadm. 2, 3) [13, 20, 21].

Pe3yHI)TaTI)I TCCTUPOBAHUA CBUACTCIILCTBOBAJIN O
MOHMKCHUU BIUSHUS OOJEBBIX OIIYIICHUNH Ha CIOCO0-
HOCTh TAIlMCHTa 3aHUMAThCS TOBCCIHCBHOW JCATCNb-
HOCTBIO M OCYHIECTBISATH MEXKIHMYHOCTHOE OOIICHHE.
CornacHo maHHBIM TectrpoBanus o [Ikane beka (omenka
TpeBoru u gemnpeccun) [1, 3, 6], 10 mpoBemeHHs Kypca
A0MIMTALMU Pe3yJbTaT cocTaBmwil 21 0ai, 4TO COOTBET-
CTBOBaJIO HAJIMYUI0 YMEPCHHO BBIPAKCHHOW JCTPECCHUH;
MOCIIe TPOBEICHUS AOWIHUTAIIMH — PE3YIIbTaT TECTHPO-
BaHU COCTaBWI 9 0ayuIOB, YTO COOTBETCTBOBAIO OTCYT-
CTBUH JETPECCUBHBIX TCHIACHIWN H XOPOIIEM SMOIIHO-
HAJIBHOM COCTOSIHUH TTAITCHTA.

Taxoke Obla MPOBEACHA OICHKA CTEIICHH agarTaliu
MAaIMeHTa K MOBCCIHCBHOW JKM3HU C AKICHTOM Ha €ro
MOOWIIEHOCTE C MOMOIIEI0 batapen TecToB (u3M4ecKux
Bo3MokHOCTe Panp [1]. o mpoBenmeHus aOumuTamuu
PEe3yNbTaThl TECTUPOBAHUS COCTABIUIN 28 0OamyioB, mocie
aOmwmnranm — 35 0ajIoB, 4YTO CBHIETEIHCTBOBAIO O
pacmiupeHir (PU3MYSCKUX BO3MOXHOCTCH MAaIlMeHTa U
MOBBINICHUY YPOBHS (DU3UYCCKOW ajanTalii K TOBCEI-
HEBHOU JNIeATENBPHOCTH. B Hawane kypca aOmwiuranuu y
MaIMeHTa M0 CYOhEKTUBHBIM OIIYIICHHEM HaOIIONANach
acteHm3anus (52 Oamra mo mkajae TSHKECTH acTeHHH),
KOTOpasi TOJIHOCTBIO KYITUPOBAaHA IMOCIIE MPOBEACHHUS 3-X
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KypcoB abwimrarun (14 6amros). Kpome toro, B xozme
MIPOBEICHUS JIEUEHUS W JUCIIAHCEPHOTO HaOIIOICHUS
B YHUBEPCUTCTCKOM KJIMHHMKE OTMEUYEHO IIOBBILLIECHUE
KOMIIJIAEHTHOCTH OOJIEHOTO K COTPYIHHYECTBY CO CIIeLa-
JIFCTaMH HEBpOJIOTaMu, (PU3HOTEpaNieBTaM1, OPTOTIEAAMH,
MOSIBUJIOCH TTO3UTHBHOE OTHOIICHHE TTAIlIEHTa K IPOBO-
IUMBIM KypcaM aOWJINTaIlil, OTMEYCHO (OPMHPOBAHUE
OpMEHTAIMH Ha yCIleX, YBEPEHHOCTH B OyIyIIeM, pacIIu-
peHue Kpyra oOLIeHHs C OKPY)KAarOIMMH, B TOM YHUCIE C
apyrumu moaemu, crpagaroumMu HHIIMT, xotopsim
TIAIMEHT CTajl OKa3blBaTh MOCHIBHYIO TICHXOJIOTHYECKYIO
MOAJEPIKKY C MCIIOJIb30BAHIEM HHTEPHET-TEXHOIOTHH.

B pesynbrare mpoBeeHNs TECTUPOBAHHS 110 METOIHKE,
npemnokenno K. Pudd «lllkana mncuxomornyeckoro
Onarononyuus» [3, 6] MCHBITYeMBIH IMOJIYYMJI BBICOKHE
cpenHue Oajulbl O BCEM IIKajlaM TeCTa, YTO CBUJIETENb-
CTBOBaJIO 00 ypOBHE IICHXOJIOTHUECKOTO OIaromoirydus,
cootBercTByoIero Hopme. [lo mkane Nel «Ilo3utruBHbIE
OTHOIIEHUS C APYTUMM» MAIMEHT MOTyYWII CPeHUNA O6armt
70 (mo mpoBenenus adunutauu — 50). DTOT MOKa3aTeNb
MO3BOJISIET 3AKJIIOYUTh O HAJIMYUM OJM3KHX, JOBEPH-
TEJbHBIX OTHOIIEHUI C OKPYXKAIOIUMH.

ITo mkane No2 «ABTOHOMUS HCHBITYEMBIH MOIYUHIT
cpemHUi 0ai, YTO CBUIETEIBCTBYET 00 YHOBIETBOPH-
TEJIHOH CIIOCOOHOCTH MPOTHUBOCTOSTH COLHMAIBEHOMY
JTABJICHUIO, PETYIUPOBATH U ONPENEeNIATh CBOE OBEACHHUE,
PYKOBOJICTBYSICH COOCTBEHHBIMHU CTaHIAPTaMH.

ITo mxane Ne3 «CaMomnpuHsTHE» HCHBITYEMBIN
noydws1 cpepHuit 6amur 66 (58 no abwimranum), 9TO
MIO3BOJISIET 3AKJIFOUUTD, YTO WHAWBHI MPU3HACT U MIPUHH-
MaeT CBOE COOCTBEHHOE JINYHOE MHOT000pasHe.

ITo mxane Ned «YrpaBneHue OKpyKaromei cpeaom» —
cpenuuii 6amt 65 (mo adwmuranuu — 60), YTO MO3BOJSICT
clenaTh BBIBOJL O MOSBJICHUU Yy HEro 4yBCTBA YBEpEH-
HOCTH U KOMITETEHTHOCTHU B YIIPaBJICHUH ITOBCEIHEBHBIMU
JIeTIaMH.

ITo mkane Ne6 «JIMIHOCTHBIN POCT» — CpeqHH Gat
naiuenTa coctasui 70 (66 g0 abunuranum). ITOT MOKa3a-
TeJb CBUAETENILCTBYET O TOM, UTO MTALMEHT B IOJTHON Mepe
peanusyer CBOM JIMYHOCTHBIM MOTEHIIHAT.

B pesynbrare IBYKpaTHOro IpPOBEAEHUS TECTHPO-
BaHus naunenta c HHIIIMT no metonuke, npennoxeHHON
E.b. ®anranoBoii (Tabn. 3—4) y manmeHTa BBISBICHO Cy-
IIECTBEHHOE YBEIUYEHUE YPOBHS MHTEIPAIlIM MOTHBAIH-
OHHO-THYHOCTHOU ceprl. L[eHHOCTH, BOCIIPUHUMAEMbIC
UCIIBITYEMBIM TIPH TIEPBOM IIPOBEIICHUH UCCIIEI0BAHUS KaK
XKeJaeMble, HO HEJOCTIXHMBIE («HHTepecHas paboray,
«T1000Bb», «HAMYUE XOPOIIMX W BEPHBIX ApYy3ei» u
cYacTIMBas CeMEeHHas XKHU3HbY), TOCIE MIPOBEACHUS Kypca
KOMILJICKCHON a0MINTaluu ObUTH CYyObEKTHBHO OLICHEHBI
UM Kak JIOCTyIHbIe. B 11enom, no pesyasraraM IOBTOPHOTO
uccie0BaHusl ObIJIO BBISIBICHO B3aMMHOE COOTBETCTBHE
3HAYMMOCTH ¥ IOCTYITHOCTH BCEX JABEHAIATH KM3HEHHBIX
LICHHOCTEH, CHIXEHHE WHTEHCHBHOCTH TIE€PEKNUBaHUS
BHYTPEHHHX KOH(DINKTOB U BaKyyMOB, OOIIlEE YBEITHUCHHE
YAOBIETBOPEHHOCTH kU3HbIO [13, 20, 21].

3axnrouenue. Mytanuu B reHe GJBI sBustorcs
BTOPBIMH 10 YacToTe cpemu apyrux ¢dopm HHIIIMT
mocie AyIiuKanud TeHa PMP22, smisromieics
npuanHoi pazsutuss HHIIMT 1A twmma. Cnemyet
OTMETHUTB, YTO HOBEIE (PaHee He OMMCAaHHbBIE B MEXKIY-
HapoAaHOW O0a3ze JaHHBIX MOHOTCHHOW IaTOJOTHH
genoBeka — OMIM) myTtanum Bo 2 3k30He reHa GJB
BCE€ Yallle BCTPEUYAIOTCS B IYOJMKAIMSIX ITOCIETHIX
nmet. Tak, T.B. Ocaguyk u nap. [15] B bemapycu
OTHCaTF MyTaIliK BO 2 dk30He reHa GJBI B 7 ceMbsax
y 16 genoBexk: y 7 u3 33 mpobannos (21,2%) ny 9 u3
11 poncTBennnKoB. M3 ceMu naeHTU(HUIIUPOBAHHBIX
MyTalnuid 9eThIpe MyTaluu OBUIA aCCOLMHUPOBAHBI C
TSOKEITBIM (DEHOTHIIOM, BBISBICHBI M OIHMCAaHBI aBTO-
pamu BriepBele B mupe. K HacTosmemMy BpeMeHH B
rene CJBI unentndunupoano 6onee 300 MmyTanuid,
KOTOpBIE HAPYIIIAlOT CHHTE3 OelTka KOHHEKCHHA 32, U,
COOTBETCTBEHHO, MPHUBOAAT K pa3zButuio HHIIIMT
1X Tuma, ¥ UX KOJIMYECTBO C KaXIbIM IrOJOM YBEJIU-
yuBaercs. [l03ToMy mTpoBeneHre MOIEKYIIPHO-TEHE-
TUYECKOTO TECTHPOBAHUS HEOOXOIMMO BCEM WICHAM
CeMbH OOJBHOTO C IIENIbI0 BBIABICHHS HOCHUTENEH
BEISIBIIGHHOW T€HHOW MyTallid W YTOYHEHUS T€HEeTH-
YECKOTO PHCKa MOBTOPEHMS CITydaeB 3a00JE€BaHUS B
POIOCIIOBHOM.

[IporpeccupoBanne HHIIIMT 1X Tuma B 6016-
[IMHCTBE CIy4aeB MEUIEHHOE, WHOTAA COCTOSHHE
ocTaeTrcs CTaOWJIBFHBIM MHOTHE Tofpl. MHBammmn-
3amys TMaMeHTOB HAOMIONAeTCs JIWIIh Ha TO3THUX
CpOKax pa3BUTHS 3a00JICBaHUS, OOBITHO «HETPYOasD»,
OOJBITMHCTBO MAIIMEHTOB TIPOIOIKAIOT C TPYIOM, HO
CaMOCTOSITENTFHO, TIepeIBUTaThesa Aaxke B 70-1eTHEM
Bo3pacte. 3a cyeT X-CIEIUIEHHOTO PeIeCCHBHOIO
THTIA HACTENOBaHHWS KIMHUYECKAass CHMIITOMAaTHKa
JAHHOTO 3a00NIeBaHMS PAa3BUBACTCS y MAIIBUHUKOB
(My)XK4HH), B TO BpeMs KaK JEBOYKH (YKCHIIIMHEI)
SBIISIFOTCS.  ACHMITTOMHBIMH ~ (MaJIOCUMIITOMHBIMH )
TeTepPO3UTOTHBIMA ~ HOCHUTENbHUIIAMH  TIPHYUHHON
TeHHOW MyTaruu. Pa3BuTre 3a001eBaHusA Y TEBOUYCK
(’KeHIIWH) BO3MOXHO TIPH TOMO3WTOTHOM HOCH-
TeTsCTBE JaHHOHW myTtammu [15, 17]. Kpome Toro,
MOSIBJIEHHNE BBIPAYKEHHBIX KIMHUYECKUX CHMIITOMOB
3a00MeBaHmsl y JKEHIIWH MOXET OBITh CBA3aHO C
MPEUMYIIIECTBEHHON WHAKTUBaIMEl X-XpOMOCOMBI,
HeCyIIel HOpMaIbHYI0 Komuto reHa GJBI, a Takxke
CO 3HAYUTEILHON (PYyHKIIMOHATHHOW HETIOTHOIICHHO-
CTBIO T€HA NPY HAUYWAW psfa HOHCEHC-MyTaIllii B
rene CJBI [17].

Hecmotpst Ha penkocts BbisiBieHus BIIIMT 1X
THTIA, TIPAKTHKYIOIIIM BpadaM-HEBPOJIOTaM CIIEIyeT
MMOMHUTH O BO3MOXKHOM HAaKOIIIEHHH CITydaeB 3a00-
JIeBaHWS B OTAENBHBIX PETHOHAX HaIled CTpaHBbI,

87



C.1. TOHYAPOBA, H.A. IIIHAMJIEP, C.A. IIEBYEHKO

B YacTHOCTH, B BocTouno-CHOHUPCKOM pernoHe
Poccun. BrniepBrie B oTeuecTBEeHHOW M 3apyOexHON
npakTrke abunuranuu naruentos ¢ HHIIIMT namu
Obu1 paspaboran audQepeHIUpOoBaHHBIA MOAXON K
BBIOOPY HemenukameHto3Horo jedenuss HHIIMT c
YYIETOM THIIOB 3a00JIeBaHUs: (AKCOHAIBHBIHN, TeMUe-
JTUHU3UPYIOMIUN, CMETIIaHHBIH ), JAHHBIX CTHUMYJISIIH-
OHHO AIeKTpoMHUOrpadu, BBHIPAKEHHOCTH JBUTaA-
TEJNBHBIX PAaCCTPOMCTB, Pe3ylbTaThl KOTOPOTO OBLIH
MOATBEPKACHB KIMHUYCCKUMHU JaHHBIMA MU Tapa-
KIMHUYECKUMH HCCIEAOBAHUSAME (KOMITBIOTEPHOM
MMAJUIECTE3UOMETPHEH, 3JIEKTpOHEeHpOMHOTpadHeii).
Bmepseie Oplla TpoBeAEHA OIEHKA  BIIHMSHUSA
KOMIDIEKCHOM aOWIUTallMd Ha KadeCTBO JKU3HU
manmedrta ¢ HHIIMT no u mocie aOWIMTALUH,
YTO MOCITY>KUJIO OCHOBOM IIJISl MPOBENCHUS MYJIBTH-
LIEHTPOBOTO HWCCJIECNOBAHUS JAHHOW TPYMIBI TMaIld-
eHToB. Pa3paboTka 1 mpuMeHeHne mporpaMM UHAN-
BunayanpHON abwmmramuun npu HHIIMT, pannee
Hayajo aOWINTAMOHHBIX MEPONPHUATHI MO3BOISIOT
CYILLIECTBEHHO 3aMEJIUTh TEMII MPOTPECCUPOBAHUS
3a00JIeBaHMSI, TOBBICUTH KAYECTBO KU3HU MAlEHTOB
1 UX COIMAJHHYIO aanTallulo.

JINTEPATYPA
1. Benora A. H., IIpokonienko C. B. HeitpopeaGunuranms
.M., 2010. C. 129-153.
2. T'enermueckue 3a00eBaHusl. Ileponeanbhas

muctpodus Llapko—Mapu—Tyta (dacte nepsas). [ DMEeKTPpOHHBIN
pecype ] Pexxum nocryna: http://vse-pro-geny.com/ru // 2014

3. I'mymenko E. B. Kinauko-reneTnueckas
XapaKTepUCTUKa HacieNCTBeHHOM Heliponaruu Ilapko-Mapu—
Tyra (na npumepe KpacHosipckoro kpast): aBropedep. aucc. ...
KaHA. Mex. Hayk. KpacHospck, 2011. 24 c.

4. TImymenko E.B., Tonuaposa C.U., Illnaitnep H.A.
TpeBoXKHO-JIETIPeCCUBHBIE  PacCTpPOHCTBA W Jie3aJaNTaIfus
monei, crpamatromux — Oonesnpto  [llapko—Mapu—TyTta /
CoBpeMeHHast ICUXOJIOTHA: TEOpUs U MpaKTHKa. Marepuansl [X
MEKIyHApOAHOI HayYHO-PAKTUUECKON KOH(pepeHHU 23 HIoHS
2013 roga. M.: Crenknnra, 2013. C. 32-35.

5. I'mymenko E.B., Inaiinep H.A., BoeBoma M.U. u
np. Knmandeckoe HaOmroseHMe NOKIMHUYECKOW JUArHOCTHKH
HACJIeICTBEHHOH MOTOpPHO-CEHCOpHOM Heifponarun Illapko—
Mapu—Tyra 1A tunma y 7-metHero Mmainpunka // BecTHHK
Knunanueckoii 6onpauIp: NeS1. 2011, T. IV, Ne 51. C. 104-108.

6. TomuwapoBa C.M. AOwnmuranmms NAUEHTOB C
HacnencTBeHHOHM — HeBpomatued — Illapko-Mapu—Tyra  Ha
aMOyJIaTOpHOM 3Tame: Auce. ... KaHA. Mel. Hayk. KpacHospck,
2015. 177 c.

7.  Tonmuwapoa C.M., Illnaiinep H.A. HacnenctBennas
HeBpomatus llapko—Mapu—TyTa: BO3MOXXHOCTH HedapMaKoo-
rugeckoro JredeHust //  dusnorepamus, OanbHEONOTHS H
peabmwmranus. 2013. Ne 6. C. 13-19.

8. T'onuyaposa C.H., lnaiinep H.A. OneIT
KHHE3UOTepaluy HacyeAcTBeHHON Heliponaruu [llapko—Mapu—
Tyra // Cubupckoe Memunmuckoe ob6ospenue. 2014. Ne 3(87).
C.91-97.

9.  Typnens AM., Barens T'E., Cmbruex B.b. ®usnore-
panus B HeBponoruu. M.: Men. nut., 2008. C. 236-237.

88

10. Esrtymenko O.C., SlnoBckas H.B. OnbIT peabunutanuu
JeTeil ¢ Pa3IHYHBIMH OPTaHUYECKUMH 3a00ICBaHHSMN HEPBHOMN
cucTeMbl B JIOHEIIKOM 00JIaCTHOM JIETCKOM KIMHUYIECKOM LIEHTPE
Helpopeabuuranuu // MexayHap. HeBpoiL. xypH. 2010. Ne 7.
C. 11-21.

11.  Esrymenko C.K. Hlaiimyp3un M.P., EBrymenko O. C.
Heiipombliieunble 3a0oieBaHus y JeTel: MpoOieMbl paHHEH
JIMaTHOCTUKM W COBPEMEHHOW MEIULMHCKOW M COLMaJIbHOMN
peabunuranun [DnekTpoHHBIA pecypc] / HoBoctn MenummHel,
tdapmanmu. Pexxum goctyma : http://www.mif-ua.com/archive/
article/36745.

12.  HWHcTpykuus mo oOpaboTKe NAaHHBIX, MOITYyYEHHBIX C
oMol onpocHuka SF-36. [OnexTpoHHBIN pecypc] Pexum
nocryna: info@evidence-press.ru /20/03/2014

13. Kammpckuit . B. Ilcuxonorus JIHMYHOCTHBIX
LEHHOCTEH: Uce. JIOKT. ICUXOoJ. Hayk. M., 2014. 550 c.

14.  KupuukoBa I'A., YcrunoBuu M.A., IlerpoBa M.M.
u ap. IlarenT Ha nosesnyro mozens Ne 83906 YerpoicTBo s
Kperienus aaruuka BubOporectep-MBN BT-02-1 npu custun
MoKka3arenell BHOPAIMOHHOI YyBCTBUTEIBHOCTH C HIDKHUX
KOHe4HOCTeH / 3aperucTpupoBaH B ['0cymapcTBEHHOM peecTpe
mosie3HeIX Mogeneit P®. Mocksa, 27 nrons 2009 r.

15. JleBun O.C. IlonuHeiponatuu: KIMHHUYECKOE PYKO-
BoacTBO. M.: MUA, 2005. C. 358-383.

16. JleueOHas ¢uskyabTypa mpu Gomeznu llapko—Mapu—
Tyta: yueb. mocobme I MOCICAUILTIOMHOTO OOpa30BaHUS
Bpaueit [C.1. Tonuaposa, H.A. lnaiinep, J.B. Jmurpenko].
Kpacnospck: I'poreck, 2015. 31 c.

17. Ocaguyk T.B., Moccs K.A., Pymsuuesa H.B.
Cnektp Myrauuii reHa konHekcuHa-32 (GJBL1) y OonbHBIX
¢ HeBpasnbHOi amuortpodueit Illapko—Mapu—Tyc tun 1X B
Benapycu. [Onexrponnsiii pecypc] Pexxum mocryma: http://old.
bsmu.by/files/mj/26.pdf //04/2009.

18.  Tperbsx 1.B. Hcnons3oBanue JUIMTEIIEHOM
EKTPOCTUMYJIALMHA TP HOBPEXKACHUH HepH(eprUIecKuX
HEPBOB M CIUIeTeHUH // YKpauHCKUi HEBpOIL. xypH. 2007. Ne 2.
C. 58-61.

19.  ¥Yamm T.M. HepBHo-MbIeuHble 3a00neBanus. B kH.:
Hespomnorus [mox pen. M. Camyansc]. M.: Ipakrtuka, 1997.
640 c.

20. ®anranosa E.b. BHyTpeHHuUi KOHQIUKT, BHYTPEHHUIT
BaKyyM U HEHTpajbHas 30Ha KaK EHHOCTHO-OPUEHTUPOBAHHBIE
JMYHOCTHBIE KOHCTPYKTBI B 9K3UCTEHI[HATBHOM IIPOCTPAHCTBE
genoBeka / Bompocer. Tmnotessl. Otersl: Hayka XXI Beka:
Mownorpadus. Kpacronap, 2012.

21. ®anranosa E. b. YpoBeHb COOTHOIIECHUS (LIEHHOCTH»
U «IOCTyTHOCTH» B pa3iMYHBIX JKU3HEHHBIX cdepax»:
HCUXOMETPHYECKOe HCCIeN0BaHUe Iokasareneil. Meroquka //
Mup ncuxonoruu. Haywuno-merommueckmii xypramr 2011. Ne
2(66). [Electronic resource] Access mode: http://psyjournals.ru/
mpsi_worldpsy/

22.  YacrHas ¢pusnorepanus: yueo. mocodue [pen. I.H. ITo-
HoMapeHKo]. M. : Menununa, 2005. 744 c.

23. [Haiimyp3un  M.P. Hossle MomuduunupoBaHHbIe
CTaHAApPTHl JUATHOCTHKU M Tepaliuy MUEIMHO- U aKCOHOMATHH
y JeTell ¢ HacIeACTBEHHBIMH MOTOCEHCOPHBIMU HEBPOHATHIMHU
(Hay4HBIA 0030p U JTHYHBIC HaOMIOneHNs) // MexayHap. HEBpOIL.
xKypH. 2012. T. 47, Ne 1. C. 11-21.

24. HInadinep H.A., I'mymenko E.B., Kosymuna E.A.
OneHka KadecTBa JKH3HM OONBHBIX C  HAcIeACTBEHHOU
Heifponarueir Illapko—Mapu—Tyra B KpacHosipckom kpae //
Bromnerens Cubupckoit MmequnuHsl. 2011. Ne 2. C. 57-62.

25. IMnaiinep H.A., Tonuapoa C.M. ®usuorepanus
6ose3nu [llapko—Mapu—Tyta // HepBHO-MBbIIICUHBIC OOJIC3HH.
2013. Ne 4. C.18-22.



OIIBIT ABMJIMTALIUY ITALIMEHTA C HACJIEJICTBEHHOM CEHCOMOTOPHOM
HEUPOITATUEM IITAPKO-MAPU-TVYTA 1X TUIIA B YHUBEPCUTETCKOI KJIMHUKE

26. Bird T. D. Excerpt from Charcot—-Marie-Tooth.
Hereditary neuropathy overview. CMT Facts 6. 2008. Vol. 6.
P. 8-9. [Electronic recourse] Access mode: http://www.cmtausa.
org./journal/2011/07

27.  Grandis M., Shy M. E. Current Therapy for CMT.
CMT // Facts VI. Special Report. 2008. Vol. 6. P. 28-30.
[Electronic recourse] Access mode: http://www.cmtausa.org./
journal/2011/07

28.  Shy M. E. Therapeutic strategies for the inherited
neuropathies // Neuro Molecular Medicine. 2006. Vol.8.
P. 255-278.

REFERENCES

1.  Belova A.N., Prokopenko S.V. Neiroreabilitatsiya.
Moscow, 2010. pp. 129-153. (in Russian)

2. Geneticheskie zabolevaniya. Peroneal’naya distrofiya
Sharko—Mari—Tuta (chast’ pervaya). [Elektronnyi resurs]: http://
vse-pro-geny.com/ru // 2014 (in Russian)

3. Glushchenko E.V. Extended abstract of PhD
dissertation (Medicine). Krasnoyarsk, 2011. 24 p. (in Russian)

4. Glushchenko E.V., Goncharova S.I., Shnaider N.A. In:
Sovremennaya psikhologiya: teoriya i praktika. Proceedings of
the IX international scientific-practical conference on June 23,
2013. Moscow: Spetskniga, 2013. pp. 32-35. (in Russian)

5. Glushchenko E.V., Shnaider N.A., Voevoda M.IL
et al. Vestnik Klinicheskoi bol’nitsy Ne51. 2011. Vol. IV, Ne 51.
pp- 104-108. (in Russian)

6.  Goncharova S.I. PhD dissertation
Krasnoyarsk, 2015. 177 p. (in Russian)

7.  Goncharova S.., Shnaider N.A. Fizioterapiya,
bal’neologiya i reabilitatsiya. 2013. Ne 6. pp. 13—19. (in Russian)

8. Goncharova S.1., Shnaider N.A. Sibirskoe meditsinskoe
obozrenie. 2014. Ne 3(87). pp. 91-97. (in Russian)

9. Gurlenya A.M., Bagel’ G.E., Smychek V.B.
Fizioterapiya v nevrologii. Moscow: Med. lit., 2008. pp. 236-237.
(in Russian)

10. Evtushenko O.S., Yanovskaya N.V. Mezhdunar. nevrol.
zhurn. 2010. Ne 7. pp. 11-21. (in Russian)

11.  Evtushenko S.K. Shaimurzin M.R., Evtushenko O.S.
Novosti meditsiny, farmatsii: http://www.mif-ua.com/archive/
article/36745. (in Russian)

(Medicine).

12.  Instruktsiva po obrabotke dannykh, poluchennykh
s pomoshch’yu oprosnika SF-36. [Elektronnyi resurs]: info@
evidence-press.ru /20/03/2014 (in Russian)

13.  Kashirskii D.V. MD dissertation
Moscow, 2014. 550 p. (in Russian)

14. Kirichkova G.A., Ustinovich M.A., Petrova M. M. et al.
Patent na poleznuyu model’ Ne 83906 Ustroistvo dlya krepleniya
datchika Vibrotester-MBN VT-02-1 pri snyatii pokazatelei
vibratsionnoi  chuvstvitel’nosti s nizhnikh konechnostei /
Zaregistrirovan v Gosudarstvennom reestre poleznykh modelei
RF. Moscow, on June 27, 2009. (in Russian)

15.  Levin O. S. Polineiropatii: klinicheskoe rukovodstvo.
Moscow: MIA, 2005. pp. 358-383. (in Russian)

16.  Lechebnaya fizkul tura pri bolezni Sharko—Mari—Tuta:
ucheb. posobie dlya poslediplomnogo obrazovaniya vrachei
[S.I. Goncharova, N.A. Shnaider, D.V. Dmitrenko ed.].
Krasnoyarsk: Grotesk, 2015. 31 p. (in Russian)

17.  Osadchuk T.V., Mosse K.A., Rumyantseva N.V. Spektr
mutatsii gena konneksina-32 (GJBLI) u bol’nykh s nevral’noi
amiotrofiei Sharko—Mari—Tus tip 1X v Belarusi. [Elektronnyi
resurs]: http://old.bsmu.by/files/m;j/26.pdf //04/2009. (in Russian)

18.  Tret’yak 1.B. Ukrainskii nevrol. zhurn. 2007. Ne 2.
pp. 58—61. (in Russian)

19. Uelsh T.M. In: Nevrologiya [M. Samuel’s ed.].
Moscow: Praktika, 1997. 640 p. (in Russian)

20. Fantalova E.B. In: Voprosy. Gipotezy. Otvety: Nauka
XXI veka: Monografiya. Krasnodar, 2012. (in Russian)

21. Fantalova E.B. Mir psikhologii. Nauchno-metodicheskii
zhurnal. 2011. Ne 2(66). [Electronic resource] Access mode:
http://psyjournals.ru/mpsi_worldpsy/ (in Russian)

22.  Chastnaya fizioterapiya: ucheb. posobie [G.N. Pono-
marenko ed.]. Moscow: Meditsina, 2005. 744 p. (in Russian)

23.  Shaimurzin M.R. Mezhdunar. nevrol. zhurn. 2012.
Vol. 47, Ne 1. pp. 11-21. (in Russian)

24. Shnaider N.A., Glushchenko E.V., Kozulina E.A.
Byulleten’ Sibirskoi meditsiny. 2011. Ne 2. pp. 57-62. (in Russian)

25. Shnaider N.A., Goncharova S.I. Nervno-myshechnye
bolezni. 2013. Ne 4. pp.18-22. (in Russian)

(Psychology).

ITocrynuna 14.12.15.

89



