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PE3IOME

BonesHb BunbcoHa-KoHoBanoBa — 370 TAXKenoe nporpeccrpytollee HacneacTBeHHoe 3aboneBaHre, B OCHOBE KOTOPOro
NeXMUT HapyleHne meTabonnsama Meau, NpuBoAsALLee K TAXKeNenwmm N3MeHeHNAM LeHTPasIbHON HEPBHOMN CUCTEMbI 1
BHYTPEHHMX opraHoB. Npu 6onesHn BunbcoHa-KoHoBanosa HabnogaeTca WMPOKNIA CNEKTP: HEBPONOIMMYECKNX, NOoBe-
AeHYeCKnX, NncnxmaTpmnyecknx CMMnTomoBs pa3nqu0|7| cTeneHn Bblpa*KeHHOCTU. |_|pl/| HapyLweHNAX rMoTaHuA, ronoca n
peun HeobXOAUMBIM ABNAETCA NOMOLLb KIIMHUYECKOTO Noroneaa, KOTopbli, NPUMEHAS fIoroTepaneBTUYeckmne METOANKY,
npoasieBaeT CamOCTOATENbHOE NUTaHUE NaLMeHTa Yepes poT, BOCCTAaHABNNBAET 3BYYHbI ronoc.
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ABSTRACT

Wilson-Konovalov disease is a serious progressive hereditary pathology, which is characterized by a violation of copper
metabolism and lead to severe changes in the central nervous system and internal organs. In Wilson-Konovalov disease
a wide symptoms spectrum of various severity is observed: neurological, behavioral, and psychiatric ones. In the cases
of swallowing disorders, voice and speech problems a help of a clinical speech therapist is necessary, who may prolong
the patient’s independent nutrition through the mouth and could restore a sonorous voice by the means of speech-
therapeutic techniques.

Keywords: speech therapy, massage, voice functions, articulatory gymnastics.

For citation: Balashova I.N., Goldobin V.V. Medical-psychological-pedagogical restoration of voice and swallowing in Wilson-
Konovalov disease (clinical case) Bulletin of rehabilitation medicine. 2020; 97 (3): 137-142. https://doi.org/10.38025/2078-

1962-2020-97-3-137-142

bonesHb BunbcoHa-KoHoBanoBa — 3710 TAXKenoe nporpec-
cupytoLee HacneacTBeHHoe 3aboneBaHue. B ero ocHose ne-
XWT HapylleHre meTabonmsma meau, NPUBOAALLEe K TAXKE-
NbIM N3MEHEHMAM LIeHTPasibHON HEePBHOW CUCTEMbl U BHY-
TPEeHHUX OpraHoB. B 1912 r. aHrnuincknn HeBponor Camioenb
BuUnbCOH KNUHUYECKM W NATONIOrOaHaTOMMYeCcKn onmcan
KapTUHY HoBOro 3abonesaHusA. OTeYeCTBEHHbIN HeBPONOr
akagemuk Hukonai BacunbeBny KoHosanos B 1948 r. co3nan
nogpobHyio knaccudurkaumio 6onesHmn. bonesHb BunbcoHa-
KoHoBanoBa pepgkoe 3aboneBaHue, pacnpoCcTPaHEHHOCTb
cocTaBnAeT B cpeaHem 1 Ha 25,000 yenosek [1].

YacToTa BbIABNEHMS HOBbIX CJly4aeB 3abofieBaHWA B
rof — ot 1 Ha 30,000 o 1 Ha 100,000 HaceneHus [2].

Hocntenem pedpopmmpoBaHHoOro reHa sasnfetca 1%
xutenen. MprunHa BO3HUKHOBEHUA 3aboneBaHuA — MyTa-
uum reHa ATP7B, pacnonoxeHHoro Ha 13 xpomocome. 3a-
6oneBaHVe Hacnegyetrcs MO AYyTOCOMHO-PeLecCMBHOMY
Tuny. KnuHnyeckue cMntombl 3aboneBaHUA NPOABNAIOTCA
Yy NauuveHToB C MyTauusMU B O0b6OUX annensax reHa mefb-
TpaHcnopTupytowein ATD-a3bl, BCeACTBUE XPOHUYECKON
WHTOKCUKaLUN meAabio. MNpu Hanuumm ogHom myTauumn Knu-
HMYecKne CUMMNTOMbI He npoasnatoTca [3].
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Megb HakanaMBaeTCA B NeYeHU, cefie3eHKe, NoyKax, ro-
JIOBHOM MoO3re, poroBuue (konbua Kansepa-Onenwepa),
XpycTanuke rnasa u apyrux opraHax. HakonneHue megu B
neyeHu NPUBOAWT K HEKPO3Yy remaTouMToB, BOCMaseHuto,
LmMppo3y; B rOIOBHOM MO3re — K rmbenu HelpoHoB ¢ 06paso-
BaHWEM NOJIOCTEN — KUCT U FMIMO3HbIX U3MEeHeHUN [2].

KnuHunuyeckme npusHakm 3abonesaHunsa Hanbonee yacto
NPOABNAIOTCA B BO3pacTe OT 5 00 45 neT, o4HaKO BO3MOXeH
1 6onee nosaHuin aebioT. CpegHuin Bo3pacT MaHudecTauum
3aboneBaHma 11-25 net. MoxeT 6bITb CMPOBOUMPOBaHA
BO3AeNCTBYEM HeBNaronpuAaTHbIX GaKTOPOB BHELLHEN Cpe-
abl [1].

be3 natoreHeTnuyeckol Tepanuu 3aboneBaHME HOCUT
NPOrpeccupyoLLnii xapakTep, COMPOBOXAAETCA CHUKEHU-
€M KauecTBa 1 NPOAOSIKUTENBHOCTM XU3HM.

OcHoBHble ¢popMbl 3aboneBaHuA:

1. ab0omMuHanbHas popma — renatonaTus, renaTut, Lup-
pO3 neyeHuy;

2. yepebpasbHas popma:

«  PUrMAHO-apUTMO-TUNEePKMHETUYECKAS;

«  OpoXaTenbHO-pUrngHas;

« OpoXaTenbHas;

+  IKCTPANMpPaMULHO-KOPKOBas.

TeueHne 6one3HN MOXHO pa3genuTb Ha 3 cTaguu:

1. naTeHTHaA CTaaus;

2. CTaanA KNUHUYECKUX NPOSBNEHWI;

3. cTapua oTpuuatenbHoro 6anaHca megun (npu sddek-
TUBHOM JleYeHUn).

Mpwn 6onesHn BunbcoHa-KoHoBanoBa Habntogaetca wn-
POKMin CnekTp:

+  HEBPOOrnYeckux,

+ MOBeAEHYECKUX,

«  MCUXMATPUYECKUX CUMMTOMOB pPasfIMYHON CTeNneHn

BbIPa’KEHHOCTW.

K HeBpONOrMyeckum CUMNTOMam OTHOCAT JUCTOHNYECKNE
($beHOMeHBI, aTakCcuio € NOCTYPasibHbIM MHTEHLMOHHBIM Tpe-
MOPOM, HapyLleHre Xoabbbl, paHHWI MAPKUHCOHW3M C F1Mo-
KMHEe3MeW, pUrMgHOCTbIO, ANCANALOXOKNUHE3NSA, AN3APTPUIO,
aucoaruio, AncoHmio, NOBbILLEHHYO canvBaumio [4, 5, 6].

BbonesHb BunbcoHa-KoHoBanoBa npossnsaeTca cnegyio-
LWMMU KNUHUYECKUMN popMamM.

AputmokmHeTnyeckasa dopma. HaumHaeTca B Bo3pacTte
oT 7 po 15 net. XapakTepu13yeTca apuUTMUYHbIMWA TUMNEPKU-
He3aMu B pasfIMYHbIX rpynnax MbiwL,. 1o Tsxenas dopma,
npu KOTOPOW ObICTPO HApPACTaeT MbllleYHas PUrngHOCTb,
CHW)KAETCS MHTENNEKT NauueHTa, BOZHUKAIOT NCUxXuYeckne
HapyLleHna 1 BUCLepanbHble paccTpoincTBa. bes neueHun
neTanbHbIN Ncxog vyepes 2-3 roga.

OpoxatenbHo-purngHas _dopma. XapaktepHo 6onee
nosgHee Hayano - ot 15 fo 25 net v 6onee [o6poKaveCcTBEH-
Hoe TeueHue. BctpeuaeTca yalle apyrux popm. XapakTepHo
OfHOBPEMEHHOE Pa3BUTME PUTMAHOCTUN 1 ApOoXKaHmMA. YacTo
HabnogatoTca ancharnua n An3apTpus, a TakKe NCUxnYeckmne
HapyLLeHWA 1 BUCLepasibHble NPOABEHNA Pa3HOW CTeMNeHN
BblpaXkeHHOCTU. be3 neueHuns 3aboneBaHre Nporpeccrpyert,
B TeueHue 5-6 net — neTanbHbIN UCXOA,.

OpokatenbHas Gopma oTnnyaeTcs Hanbonee 0o6pPoOKa-
yecTBeHHbIM (10-15 neT) TeueHnem 1 6onee NO3LHMM Haya-
nom 3abonesaHua (B cpegHem B 20-25 neT). B knuHuueckom
KapTUHe npeobnagaeT ApoxaHue. MbileyHbI TOHYC He U3-
MEeHEeH WM CHWXeH. [inuTenbHoe BPeMa COXPAHEH UHTeN-
nekT. OgHaKo Mo Mepe NpPorpeccupoBaHna 6onesHn, BMecTe
C NOBbILIEHNEM MbILLIEYHOrO TOHYCa, HabnloaaloTca 1 nme-
HEeHMA NCUXMKN C apPEKTUBHBIMM PACCTPONCTBAMMN.

DKCTpanupamMmaHo-kopkoBas Gopma He ABNAETCA CaMo-
cToATenbHON Gpopmoli. XapakTepunsyeTca OCTPO pa3BuBalo-
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WUMUCA NMPAMUAHBIMU Nape3amn U 3NunenTudopPMHbIMA
npunagkamu. bbiCTpo nporpeccrpyloT ncuxmyeckue Hapy-
WweHnA. XapakTepHO BO3HNKHOBEHME B FOIOBHOM MO3re, Ha-
pAAY C XxapaKTePHbIMU U3MEHEHUAMMU, OOLLINMPHBIX pa3msarye-
HWIA B KOpe 6onblumx nonywapwii [3].

KnuHuuyeckmi cnyyaim.

MauueHT N, 1985 r.p. Hauano 3abonesaHus B 2007 I. ¢ Tn-
MUYHOTO ANA AaHHOW GOopPMbl COUeTaHNA TMNOKNHETUYECKO-
ro CMHAPOMa U MOCTypPasibHOro TPEeMOopa, YTO MOCYXWUNOo
npu4YmHon foobcnenoBaHUA.

Mpwn nabopaTtopHOM MCCNefoBaHNUM BblABMIEHbI TUMWY-
Hble gnAa 3aboneBaHuA rMnouepynonnasMMHeEMns, FMNOKy-
npemusa C NOBbILEHNEM NPAMON (HeuepynonnasmMmnHOBON)
bpakuumn meguy, runepkynpypus.

3aboneBaHue 6bIN0 NOATBEPKAEHO MONEKYNAPHO-TeHe-
TUYECKUM METOLOM: BbiAB/IEHA KOMMayHA-reTepo3uroTHas
MyTaums B reHe ATP7 B c. 2304ins C/c.3649-3654del6.

Mo pesynbratam MPT uccnepgosanua (puc. 1) 6oinm Bbl-
AIBJIEHbI FPyOble M3MeHeHNs B 6a3asibHbIX FrAHIIMAX, CTBOJE
Mo3ra.

Mpy nabopaTopHO-MHCTPYMEHTaNlbHOM Ao006CneoBa-
HUWN BbIAB/IEHbI XPOHUYECKUA BUIIbCOHOBCKUI renatut C
NPOABNEHMAMN NOPTANIbHOW FMNEPTEH3UN U XPOHUYECKUI
MaHKpeaTuT, BCNIEACTBME Yero BeleHne nayneHTa ocyLecT-
B/IASIOCb COBMECTHO C renaTosioramu.

B peabunutaymm faHHOro nauyMeHTa Mbl MPUMEHANN HO-
Bble Hay4YHble NoAX0Abl, ONTUMasibHble OPraHN3MOHHO-METO-
AVNYECKMX MPUEeMbl, METOAbI NPaKTUYECKOro NCMOSb30BaHUsA
peabunmTaymoHHbIX ycnyr [7].

MaToreHeTyeckoe neuyeHve y MauuveHTa HEBPOSIOrOM
6bI710 HauyaTo C Ha3HayeHuA D-neHuumnnammHa C nocTe-
MeHHbIM MOBbIWEHMEM [03bl B KOMOMHauuM C npenapa-
Tamu cynbdaTta LUMHKa, OfHaKo B TeyeHue 1 roga npuema
D-neHMUMNNaMMHa BO3HMKAW BbIPAXKEHHbIE W3MEHEHUA
CMCTEMbI KPOBU (nelikoneHusa, TpomboLmToneHna), pacue-
HeHHble HaMKn Kak nobouHble a3dpdeKkTbl NPOBOAMMON Tepa-
nun 1 notpebosaslune eé oTMeHbl. OCHOBHbIM NpPenapaTom
CTano Ha3HayeHVe YHUTUONA B KOMOMWHaUMK C aueTaTom
UMHKa. 1o BOCCTaHOBNEHUN N3MEHEHWIA reMorpamMbl ObIo
NPeAnPUHATO MOBTOPHOE Ha3sHauyeHue D-neHuumnnammHa
B MWHUMaNbHOW J03MPOBKE C MOCTENEHHbIM YBENNYEHNEM
[0 750 Mr/cyTkn, KOTOpOe He CONPOBOXKAANOCh NaTosiornye-
CKVMIMM N3MEHEHWAMMN NoKasaTenen KpoBu.

[ina KoppeKkunmn MMeLNXCA HapyLeHNiA NauneHT B pas-
HOe Bpemsa NprHMMan npenapaTtbl JIEBOAOMbI, LLeHTpabHble
XONUHONUTUKN, 6aknodpeH, KnoHasenam, MeMaHTVH, MUp-
TasanuH, aMMHOdEHWN MacnAHYI KWUCIOTY, KJoHasenam,
NPONpPaHoNos, BUTaMUHbI rpynnbl B, ¢onmeByto Kucnorty,
BuUTamuHbl A 1 E, Kypcbl umTodnasurHa, rmMoTUANHA, Npena-
paTbl TUOKTOBOW KUCNOTbI, S-aAeHO3UIMETUOHMHA. B ¢BA3M
C Bblpa)XeHHbIMY HenponaTnyeckumm 6onamm, CBA3aHHbIMK
C ANCTOHMEN OPOMAHANOYNAPHBLIX MbILLLL U MbILLL, KOHEYHO-
CTel, NauneHT NPUHUMaN HecTepouaHble NPOTUBOBOCMANU-
TesibHble NpenapaTbl, TPaMagos, rabaneHTVH 1 nperadanuH.

Ha ¢oHe npoBoanmon mefkaMeHTO3HOWN Tepanun oc-
HOBHOro 3aboneBaHUA yganocb AOOUTbCA 3aMenfieHusa U
OCTaHOBKM MPOrpeccnpoBaHunA MMNOKNHETNYECKOTO, rnnep-
KWHETNYECKOrO 1 aTaKTUYeCKOro CMHAPOMOB, O4HAKO Bblpa-
YKEHHOCTb OCHOBHbIX NMPOABNEHMI 3a60N1eBaHMA OCTaBanacb
TAxenon. Hannume rpy6bix opomaHanOYnApHbIX ABUraTeNb-
HbIX PAcCTPONCTB, Ancharnn, AuchoHnn, aHapTpum Tpebo-
BaJI0 NPOBEAEHUA Kypca peabuinTauMOHHOrO NleyeHus ¢
6onee akTMBHbIM NPUBJIEYEHMEM Jloroneaa.

MaumneHT KOHTaKTeH, KOFHUTUBHO COXpaHeH. KpuTuka
K CBOEMY COCTOAHWMIO CHUXKeHa. B 6biTy Tpebyetca nocto-
AHHaA nomoub. Mpn BM3yanbHOM OCMOTPE BUAHbI KOMbLa
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Puc. 1. Pesynemamel MPT-uccrnedosarus 8 pexume T2-BU: usmeHeHus 8 6a3asbHbIX 2aH2/IUAX U 8 CMBoJie Mo32a

NoKa3sdaHol cmpesikamu

Fig. 1. MRl results in T2-VI mode: changes in the basal ganglia and brain stem are shown by arrows

Kaizepa-Onenwepa, NoATBEPKAEHHDIE OCMOTPOM Ha Le-
neBoi namne. [ABUKeHWA rnasHblx A6/10K B MOHOM 06beme,
HUCTarMa He BbliBIeHO. BblpaXkeHHasa rmunomMmmMmums, OpoMaH-
anbynapHasa gucToHnA. BoipaxkeHHble guchoHna, gucdarms,
anzapTtpus. TunepcanusBaumaA. rOTOUHBIA U HEGHbIN ped-
JIeKCbl NMOBbILWEHDI. f3bIK B MOIOCTU PTa MO CpefHeln NMNHUK,
rnocconnerus.

MblweyHasa cuna MonHasA, rMNepToHYC KOHEUYHOCTEN C
N3MEHEHMEM MO SKCTpanpaMuaHoOMy TUMy, onmMrobpagukn-
He3uA. [JUCTOHnYeCKe YCTaHOBKM KUCTEN 1 NPaBoii CTOMbI,
orpaHnumnBamlme obvem ABUMMKeHUN. CTaTOKUHETUYECKINIA
Tpemop pyK. CMOHTaHHbI cMnToM BaBUHCKOTO ¢ ABYX CTO-
poH. D>S. B no3e Pombepra HeycToinuume. [oxoaka HapyLue-
Ha, XOAUT C MOAAEPKKOM, Ha LUIMPOKO PacCTaBAEHHbIX HOrax,
LONVHA Wwara yMeHbLUeHa.

JunarHo3s: renatoneHTUKynApHaa gereHepauua (6onesHb
BunbcoHa-KoHoBanosa, E 83.0). gpoxaTenbHo-purngHas
dopma, C BbIPaKEHHbIM FUMOKMHETMUYECKUM CUHAPOMOM,
aMmumuien rpybo BbipaXKeHHbIM NceBaoOyNbOapHbIM CUH-
OPOMOM.

bonbHOW 6blfl 3MOLMOHaNbHO NabuieH, oTMevanuncb
arpeccuBHble BCMbILWKKW, Mepuogbl Aenpeccun, anatuin.

[na makcumanbHOM noMoLm 6bin NpUBReYEHbl NCUXO-
Jior 1 noroneg.

O6cnepoBaHve  MEAUUWHCKUM  MCUXONOTOM  MPOBO-
OWNOChb C Uesblo BbIABMEHNA KOFHUTUBHON ANCOYHKLMUN U
Hanuuus Tpeeorn n genpeccun. Mo MoHpeanbCcKon LWwKane
OLEHKN KOTHWUTUBHbBIX GyHKUMA (MoCA) maumeHT cymmap-
HO Habpan 26 6anfoB, YTO COOTBETCTBYET HUMKHEN rpaHu-
ue Hopmbl. [1o rocnnTanbHON LWKane TPEBOrn 1 aenpeccuu
(HADS) - 9 6annioB, UTO XapaKTePHO AJ1A CYOKIUHUYECKN Bbl-
paKeHHOW TPeBOr UK [ENPECCUN.

Mpn ob6cnepoBaHMK noronegoM BbIABIEHO HapyLueHue
apTUKYNALMNOHHOM MOTOPUKU U3-3a FMNepPTOHyca OpraHoB
apTUKYnALUN.

[B/KeHMA A3blka rpybo orpaHmuyeHbl (MPaKTUYECKM
OTCYTCTBYIOT); A3bIK HaMPAXKEH, KKOMKOM» OTTAHYT BrNy6b
potoBoi nonoctu. KoHumK A3bika He odopmneH. HeBos-
MOHOCTb BbITAHYTb A3bIK BNepef 1 AOTAHYTbCA XOTA 6bl 4O
HVXHWX Pe3LoB.

HapyuweHne cmbikaHusA ry6. POT NOCTOAHHO MPUOTKPLIT
(OTKpbITBIN NepenHWn MPUKYC) U3-3a aedopmaLim BEpXHeNn
N HUXKHEN YentocTu (roTnyeckoe He60). COMKHYTb YenocTy,
UM HaobopOT, PacKpbITb LWMpPE POT — HEBO3MOXHO. KeBa-
TeNbHble ABUXEHNA OTCYTCTBYIOT.

OnpepenAloTcA BblpaXkeHHble HapyLIeHNA NOABMKHOCTU
BUCOYHO— HIPKHEUENOCTHOrO CyCTaBa, KOTOpble COMpOBO-
XgarTca 601bio, 6051€3HEHHOCTBIO NPU Nanbnauun, popmm-
poBaHMeM CyCTaBHbIX, M1odacLmManbHbIX, NepuocTanbHbIX
TPUIrepHbIX 30H. [laHHble NPOABMEHNA TaKXe HapyLlalT
NpoLecchl XeBaHWA, roTaHus, 3BykoobpasoBaHua. Onpe-
[enAlTCA BblpaXkeHHble HapyLleHNA NOABUKHOCTW BUCOY-
HO-HWXXHEYESTIOCTHOTO CYCTaBa, KOTOPble COMPOBOXAAOTCA
601AMUB MbILLLIAX B 0651AaCTV FOMOBbI, LWeu ¢ GOpMUPOBAHM-
€M CYCTaBHbIX, MrodacumanbHblX, NEPUOCTanbHbIX TPUITep-
HbIX 30H. [laHHble NPOABIEHNA HapYLAlOT XeBaHue, rnoTa-
Hue 1 apTukynaumio [8].

Y naumveHTa BbiABneHa adoHuA. MNaureHT He Mor Npoms-
HecTun 3BYKM (gaxke npu cToHe). ObLieHre C OKpY»KatloLWymMm
6b1/10 BO3MOXKHO TOJIbKO MMCbMEHHO (4epes KOMMbIOTEP UK
TenepoH).

Jlndo 6bINO MackoobpasHoe M3-3a BblpakeHHOW amu-
Mun. JlnueBble MbIWLbl CMACTUYHbIE N 00e3ABUKEHHbIE.
Cnabble aBMKeHMA HabNIOAANMCh TOSTbKO B KPYTOBbIX MbiLLI-
Lax rnas v No6HbIX MbILLLIAX.

CnioHa BblTeKana 130 pra n3-3a runepcanusaumn. Mauw-
€HT MOCTOAHHO Mcnonb3oBan bymaxHole candeTtku. Onpe-
LenAnncb Bblpa)KeHHble HapylueHue opanbHO-MOAroToBY-
TeNIbHOWM 1 opanbHo-TpaHcdepHon dpa3 rnoTtaHusA. KeBaHune
OTCYTCTBOBASIO. A3bIK Obin 06e3aBMKeH. Mpy AaHHbIX Hapy-
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Puc. 2. [layueHm - 0o sloeomepanuu (A3blk-8 NOJI0CMU pmda,
2y6bl He CMbIKAMCA, HAPYWeHUe NOXBUXHOCMU HUXHe-
YesIICMHO20 cycmasa

Fig. 2. Patient — before Logotherapy (tongue - in the oral cav-
ity, lips do not close, violation of mobility of the lower jaw joint

Puc. 3. [JsuxeHue 2y6 0o u nocsie 102omepanuu
Fig. 3. The movement of the lips before and after of logotherapy

Puc. 4. [lsuxeHue A3bikd 00 U hocsie loeomepanuu
Fig. 4. The movement of the tongue before and after of logothera

Puc. 5. [JsuxeHue HuxHel Yetocmu 0o U hocsie jozomepanuu
Fig. 5. Movement of the lower jaw before and after logothera

WweHusAx GopmrpoBaHre NMLLEBOro 60J10Ca 1 ero TPaHCMop-
TUPOBKA B IMOTKY Obl/IN HEBO3MOXHbI. Bu3yanunsumposanocb
CKOMJIEeHNe OCTaTKOB MULLU Ha A3blKe 1 TBepaoM HEGe. Da-
pUHreanbHasa cTagua rnoTaHnA Hbina BO3MOXHa NauMeHTomM
TONbKO MpWY 3anpOKMHYTON Ha3ag ronose. [MoTaHue 6bino
OTCPOYEHO, ONpPeaenANNCb MHOroOKpaTHbIe NOMbITKM FOTKa.
MepuctanbTvika rMoTKy 6bina cHKeHa. Pednekcbl (HEOHDIN,
rMIOTOYHbIN, PBOTHbIN) MOBbILIEHDI.

OunarHo3s: aHapTpus, gucdarna cpefHeTAXeNIon cTeneHu,
adoHMA.

Ona nayuwenta N 6binn paspaboTaHbl MHANBUAYaNbHbIE
(KpaTKOCPOYHBIN 1 AOMFOCPOYHBIN) MNaHbl peabunutaum-
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OHHOW noroTepannu, HafnpasBfeHHbI1 Ha BOCCTaHOBNEHME
yTpayeHHbIX GYHKLMI rIOTaHWA 1 rosioca.

KpaTKOCpOUHbIN NnaH peabunutaymm BKAoYan B cebs:
1) ymeHblueHMe cuMnToMOB Aucdarum (BoccTaHOBNEHME
opanbHbIX a3 rMoTaHUsA U Koppekuus dapuHreanbHOM
¢da3bl), 2) ymeHblUeHMe runepcanmeauny, 3) Hopmanmnsaumo
TOHYCa MbILUL, OPaJIbHO-aPTUKYNALMOHHbIX OPraHOB — pac-
cnabneHve Mol A3blKa, MPeofosieHne ero CNacTMYHOCTH,
BOCCTaHOBNEHMWE NOABUXHOCTU A3blKa;4) ynyulieHne dyHK-
UM XKeBaTesTbHbIX MbILLL, U OBUXKEHWI HUXKHEN YeniocTu, 5)
HopManu3auuio GyHKLUM KPYroBoOW MblWLbl PTa, 6) CTUMY-
NMpOBaHue NoABneHUA GoHaLUN 1 peyeBon NpoayKLuK, 7)
NoCTaHOBKa HWXHe-anadparmanbHoro abixaHus [9, 10, 11].

Jlorotepanus.

1. PyyHon paccnabnaioLmin maccax nmueBoi MycKynaTy-
pbl: OCHOBHbIM NPUEMOM ABAIAETCA NOrnakmeaHue. Bce mac-
CaXHble ABUXKEHWA NEerkue, NOBepPXHOCTHble. MNpoBoaaTca B
3amepSieHHoM Temrie. [naBHble, MOrnaXxkuBaLmne ABUXKe-
HWA YKa3aTesNbHbIM 1 CpeAHMM MasibLamuy OT cepefyiHbl f1ba
K BMCKaM; OT 6poBeil K BOsIOCaM, OT MOUEK yxa Mo Lekam K
KPblNbAM HOCa; OT IMHUKN N6a BHU3 Yepes BCe NIMLO K Lee;
Mo BepXHeN 1 HUXKHeN rybe oT yrna pTa K cepeguHe [11, 12].

2. Paccnabnawowmin maccax rybHom Myckynatypbl: mno-
rna)<nuBaHme HOCOryOHbIX CKNagoK OT KPbIIbeB HOCA K yriam
ry6, nornaxviBaHue BepHeln/HWXHel rybbl oT yrna pTa K
cepeaviHe, nerkoe MnocTyKrBaHWe MogylleykaMun nanbLeB
«nanbueBON Ayll» BepXHEW/HWXKHeW rybbl oT yrna K cepe-
[ViHe, Nerkoe pactupaHue ry6 ot yrnos pTa K ueHTpy [11, 12].

3. PaccnabnsioLwmin Maccax A3bIYHON MycKynaTypbl: BUGpu-
pytoLme ABUXKEHUSA YKa3aTenbHbIM NanbLem B 0bnacTy nogye-
TIIOCTHOM MKW, 15 CeKyHfl, BUOpaLusa ABYMA yKa3aTeslbHbIMU
nanbuamMmun nop yrnamm K HUKHEN YencTuy, nerkoe nornakmBa-
HVe, NOXJIOMNbIBaHME UK PacTPAXMBaHME B TeueHue 15 cekyHa
A3blKa AePEeBAHHbIM LINaTeNeM, HANOXKEHHbIM Ha KOHUMK A3bl-
Ka, MacCax MblLUL, A3blKa pyKamm C UCMOMb30BaHNEM CTEPUNb-
Hol candeTtku (no metoguke E.B. Hoerkosown) [11, 12].

4. \cnonb3oBaHMe NAaCCMBHOW U NMaCcCMBHO-aKTUBHOW ap-
TUKYIALNOHHOW rMMHAaCTUKK, MprumeHanca, Takxe, norone-
OMYEeCKNA Macca) apTUKYNALMOHHbIX OPraHoB (A3blka, MAr-
Koro Heba, ry6, LweK) C MOMOLLbIO IoroneAnyeckmx 30HAOB, C
Liefiblo YMEHbLUEHWA TMNepTOHYCa MbILUL, U BOCCTaHOBNEHNA
KMHeCTeTnYeCKmX oLlyLieHnin (no metoamke E. B HoBukoBon)
N TOYEUHbIA MacCaXk GUONOTNYECKN aKTUBHBIX TOYEK METO-
oM paccnabneHmns (no metoamke W.B. bnbickmHon) [10, 11].

5. Koppekuna HapyLweHuin apixatenbHol ¢yHKUMK: no-
CTAaHOBKA HWXHe-anadparmManbHoro AbixaHus, pabota Hag
NAaBHbIM peyeBbIM BblOXOM, Mocne BOCCTaHOBIEHUSA MaB-
HbIX 1 NPaBWUbHbIX KNHECTE3UI AblXaTeNbHbIX ABVXXEHNI (B
NONIOXKEHUN NEXA U CUAA) B MeOJIEHHOM TeMMe 1 B MOKOE Mo-
ABMIAaCb BO3MOXKHOCTb YMPaBATb fAbIXaHWeM, 1 CTan BO3MO-
XKeH yXopf OT BepxHe- K cpefiHepé&bepHomy AbixaHuto [9, 11].

6. KoppeKuna HapyLeHHbIX rofiocoBbIX GpYHKUUA C nc-
Monb30BaHVEM Pa3fiMYHbIX GOHONEANYECKUX YPAaXKHEHWIA.
HaumHanacb paboTa ¢ NOCTaHOBKM FyXUX LeSIeBbIX COrnac-
Hbix — C, W, @, C. 3aTem npv BOCCTaHOBNEHWUN ronoca bbinm
npucoeanHeHbl rnacHble, 3aTeM — 3BOHKWE COHOPHble CO-
rnacHole [9, 11].

Mo wutoram npoBefeHHbIX NOroneanYecknx 3aHATUN,
HampaBfieHHbIX Ha BOCCTaHOBMIeHWE OYHKUMMW FNOTaHWA,
HOpPManu3aLuio MbILLEYHOrOo TOHyCa OpasibHO-apTUKYNALN-
OHHbIX OPraHoOB, MOABJIEHNE FOSI0OCOBOW MPOAYKLUN U MUHN-
MasibHOW apTVKYIMPOBAHHOWN peuu, HabnogaeTca NoNoXu-
TeNbHasA ANHaMUKa.

MauuweHT N cTan nprHMMaTh NULy cnas (a He néxa). Ctan
€e XOpOoLUIO NepeXeBbliBaTb M NPOrNaTbiBaTb B HOPMaNbHOM
nonoXeHnu (a He € 3aNPOKNHYTOWN Ha3ag rofioBoNn).
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CHu3unacb runepcanueauyma. CnoHa npekpatuna Bbl-
TeKkaTb CTpyewn 130 pTa (MaumeHT NpogosKan Nosb30BaTbCA
6yMaxkHbIMU candeTkamu, HO CKoOpee No NPUBbLIYKE, a He Mo
HeobxogmmocTn). PoT nepectan 6bITb MOCTOAHHO B NONYOT-
KpbITOM cocToAHMM. [yObl CTanm CMbIKaTbCA U NOMOraTb Xe-
BaTeNbHbIM MbILULLAM YAEP>KMBaTb HUXKHIOKO YeNoCTb B MoA-
HATOM COCTOSAHWUN.

MosaBnnunck He ToNbKO rnacHble 3B8yKkK (A, O, U, 3) n 3agHe-
A3blYHble cornacHble (K, I, X), HO 1 ry6Ho-ry6Hble (M, 1, B),
ry6Ho-3y6Hble cornacHble (B, ®) n ux couetaHus co 3ByKamu
A 1 D - oTKpbITble 1 3aKkpbiTbie cnorv (MA/AM, TTA/AT...), a
Takke mexgomeTua (AN, 3X,.) n kopoTkue cnosa (MAMA,
MANA...).

MNcrxokoppeKuna BK/Yana B ceba cHATMe smMoumo-
HaNIbHOrO HaMpPAXeHWA, CHUXXEHME TPEBOXHOCTU, 0byyYeHne
HaBblkaM MCMXOCAaMOPEryNALUN Y KOHTPONA SMOLMOHaNb-
HbIX COCTOSAHUI, NOWNCK anbTepHaTMBHbIX CTPaTernii noeege-
HWA, dopmMMpOBaHME MOTUBALMU ANA AaNbHeWLWero neye-
HUA 1 peabunmTaymn.

B paboTe Ncnonb30BanNnCh d11EMEHTDI KIIMEHT-LIEHTPUPO-
BaHHOW NcmxoTepannmn

K. Pogepca M KOrHUTMBHO-MOBEAEHUYECKON Tepanuu
A.beka. TakkKe B NCMXOKOPpPEeKLMU MPUMEHANNCH: pauu-
OHaJIbHO-3MOLIMOHaNbHON MeTod A.Onnuca, U3MeHeHune
HeraTMBHbIX MbiCiel No Mmetoanke «OCO3HaHMe HeraTUBHbIX
MbICen», MPném «wKanuposaHue» 4yscTs no C.A. Kynako-
BY. Ha npoTaxeHUn Bcero ncuxotepaneBTMYeCKoro Bo3gen-
CTBMA Ha NaLMeHTa Benacb paboTa c ero cembeit 1 6M3KUM
OKpY>KeHUneM.

MNMocne ncmxonornyeckom Koppekumn y nauueHTa Ha-
651108anacb NONOXKNUTENIbHAA AVHAMMUKA: CHU3WIUCD addek-
TUBHbIE BCMbIWKW, YMEHbLUMANCD NPU3HAKK TPEeBOrW 1 Je-

npeccum (5 6annos no wkane HADS), NosABUNOCh xenaHune
KOMMYHWKaLUN 1 fanibHenero BOCCTaHOBNEHUA yTpayeH-
HbIX GYHKLMI, HECMOTPA Ha AIMTENBHOCTb 3aboneBaHus.

Mocne Kypca neyeHnsa 1 BOCCTaHOBUTENbHOMO 06yyeHns
y NayueHTa yaanocb 3HaunTesIbHO 3aTOPMO3UTb NPOrpeccu-
poBaHue 3aboneBaHuA, ynyyLnTb NCUXONOTNYECKNIA CTaTYC,
BOCCTAHOBWTb MPaBWSIbHBIN aKT rNOTaHUA, BepHOEe Npowns-
HOLLEHWe, 3BYYHbII ronoc.

Hactoawas pabota faéT onucaHne COBOKYMHOCTU Ha-
pyweHWiA Y AaHHOro naumeHTa, UMEeIOLLEro CIoXKHOe Npo-
rpeccupytoulee  3aboneBaHue  BunbcoHa-KoHoBanosa,
NPUMeHeHNEe B BOCCTAaHOBUTENbHOW MeAuUUHe Meauka-
MEHTO3HOW Tepanuu, MeTOLOB U MPUEMOB NMpPaKTUYeCKOn
paboTbl cneunanncToB (HEBPOMOra, loroneaa, NCUXonora).
MpepnctaBneH NoApo6GHbIA NOA6GOP NoronefnMuyeckux npu-
éMOB, nepeuncneHbl NPUémMbl PaboTbl NCMXONora, KOTopble
no3BonunnN JO6UTbCA MO3UTVBHBIX Pe3ynbTaToB B BOCCTa-
HOBJIEHUW TNIOTaHWA, TO1I0Ca, MPOU3HOLIEHMWA U NCUXONOT-
YecKoro cTaTyca nauueHTa. [JaHHOe onucaHe MOXeT BbITb
nonesHbIM A CneuuanmcToB nefarormyeckoro npoduna
(noronefos, Ncnxonoros), paboTaoLiMx B BOCCTaHOBUTESb-
HOWM mMepguuuHe. [InA noaaepKaHna afekBaTHOrMoO KayecTBa
XM3HM naumeHTa ¢ 3aboneBaHnem BunbcoHa-KoHoBanosa,
3aTOPMaXkMBaHUA HapacTaHUA HEBPOSIOrMYECKON CUMMTO-
MaTUKK, C NoABNEHNEM BblpaXXeHHbIX HapyIJJEHI/IIZ rMOoTaHuA,
NPON3HOLWEHNA, NCNXNYECKNX VI3MEH€HI/IVI, KpomMme meaunka-
MEHTO3HOW Tepanuu Ha NOCTOAHHOWN OCHOBe, HEO6XOAUMO
NPOBOAUTL NOAAEPKMBAIOLIME KYPCbl NCUXONOrMYECKOn U
noroneauyeckon nomouwm. Heobxoanma pdanbHenwas wuc-
cnepoBaTeNibCcKasa M UHHOBaLMOHHO BHefpeHYecKas paboTa
no MeaANLNHCKON, noroneanyeckon peabunmrtayum C NnCuxo-
Nlornyeckum conpoBoxaeHvem [13].
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