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BOJIE3SHb LIAPKO - MAPH - TYTCA: OITHCAHHE JABYX
RKJIMHHUYECKHX CJIYHAEB 3ABOJIEBAHHUA
Y YJIEHOB OZHOH CEMBH (OTLUA H AOYEPH)

ITocmynuaa B pegaxyuzo 28.02.2020 r.; npurama K nevamu 26.06.20 r.

Peslome

Boaesus lllapko —Mapu — Tyrca (BILIM) OTHOCUTCS K TeHeTUUEeCKM FeTePOTeHHOM I'PyIIIie MOHOT€HHBIX 3a00AeBaHUM C IIpe-
MMYIeCTBeHHBIM HOPpaKeHHUeM llepudeprudecKoi HeEPBHOM CUCTEMEI, CBI3aHHBIM C IPDEUMYIIIeCTBEHHOM AeTeHepaljuell MUeAr-
HOBOY OOOAOYKM U (MAM) aKCOHA ABUTATEABHEBIX U 9YBCTBUTEABHBIX HEPBOB U CIIMTHHOMO3TOBBIX KOPEIITKOB, COITPOBOKAQIOIITIXCSI
ABUTraTeABHBIMHU HAPYIIEHUSIMHU U CIeU(PUIECKIM OOAEBBIM CHHAPOMOM. B cTaThe IpeACTaBACHO OIIUCAHUE ABYX KAMHUYECKHUX
CAydaesB (OTIa U A0uepH), 3a00AeBaHNe KOTOPBIX IIPOSIBASIAOCH XPOHIUUECKH IIPOTPeCCUPYIOIIel cAaOOCThIO M aTPOdHel AUCTAAD-
HBIX MBIIII], KOHEYHOCTEH, CHIDKEHUEeM IyOOKUX pedAreKcoB, pedpopMaliieli CTOII M KUCTeY, U3MeHeHNeM ITIOXOAKH U UyBCTBU-
TEeALHBLIMU HapyLIIEHUSMU. BLIAU BEITOAHEHBI TeHeTUUEeCKUE TeCThI ACTEKITUU AYIIAUKAITUN/AeAelinn reHa PMP22 1 sKclaHCuu
GAA-1oBTOPOB B reHe FXN, paBllTHe OTpUIlaTeAbHBIE pe3yAbTaThl. Ha ocHoBaHMM 5Kano0, HEBPOAOTHIECKOTIO OCMOTPaE, CEMEHHOTO
aHaMHe3a ¥ AQHHBIX HHCTPYMEHTAABHOTO HCCACAOBAHUS YCTAHOBAECH KAMHIYECKUY ArarHo3 « BIIIMT» ¢ ayTOCOMHO-AOMUHAHT-
HBIM TUIIOM HaCA€AOBAHMS U BBICOKOM CTEIIeHBIO IIeHeTPaHTHOCTU. Ha oTaeAeHnr narueHTaM IPOBOAUAM KyPChI TH(PY3MOHHOM
Tepalnuu (HelipoMeTabOANYeCKOM Tepalliy, BUTaMUIHOTEePAIln), KypChbl Ae4eOHOM (PU3KYABTYPEI 10 HHAUBUAYAABHOMY IIAGHY,
dusnoTepanuu u pedAeKCOTepanny C yMepPeHHbIM IIOAOKUTEABHBIM 9((EKTOM B BUAE CYOBEKTUBHOT'O YBEAUUEHUSI MbIIIIey-
HOM CUABI B HIDKHUX KOHEUHOCTSIX, IIOBBIIIEHNS YCTOMUNBOCTH U YBEPEHHOCTH IPU XOALOe. TakyKe ocBeIlleHbl OCOOeHHOCTH
IIaToreHe3a Pa3AUYHbIX reHeTUYeCKUX BapuaHTOB BIIIMT u niepcrieKTUBBI HaTOreHETUYECKOI'O AeYeHM I AQHHOT'O 3a00AeBaHUs.

KAroueBple CAOBa: HACAEACTBEHHAss MOTOPHO-CEHCOPHAaA HelponaTtus, 60oae3Hb [Ilapko —Mapu — TyTca, ayTOCOMHO-
AOMMHAHTHBIM TUII HAaCAeAOBaHms, cTonla Opuaperixa, HOTH aucTa
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CHARCOT - MARIE - TOOTS DISEASE: DESCRIPTION OF 2 CLINICAL
CASES OF THE DISEASE IN MEMBERS OF THE SAME FAMILY
(FATHER AND DAUGHTER)

Summary

Charcot —Marie — Tooth disease belongs to a genetically heterogeneous group of monogenic diseases with a predominant
lesion of the peripheral nervous system associated with predominant degeneration of the myelin sheath and/or axon of the
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motor and sensory nerves and spinal roots, accompanied by motor disorders and specific pain syndrome. The article presents
a description of 2 clinical cases of patients (father and daughter), whose disease was manifested by chronically progressive
weakness and atrophy of the distal limb muscles, reflexes reduction, foot and hand deformation, gait changes and sensory
disorders. Genetic tests were performed to detect duplication/deletion of the PMP22 gene and the expansion of GAA repeats
in the FXN gene, which yielded negative results. Based on complaints, neurological examination, family medical history
and data of instrumental research (EMNG), we made a clinical diagnosis of the CMT with an autosomal dominant type of
inheritance and a high degree of penetrance. At the department, patients received the infusion therapy (neurometabolic
therapy, vitamin therapy), physical therapy courses according to an individual plan, physiotherapy and reflexotherapy with
a moderate positive effect in the form of a subjective increase in muscle strength in the lower extremities, increasing walking
stability and confidence. The article also highlights the peculiarities of the pathogenesis of different genetic variants of CMT

and prospect for pathogenetic treatment of this disease.

Keywords: hereditary motor sensory neuropathy, Charcot —Marie — Tooth disease, autosomal dominant inheritance,

Friedreich's foot, «stork legs»
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BBEZEHHE

Boaesur Ilapko—Mapu—Tyrca (BLLIMT, uau
HaCAeACTBEHHasi MOTOPHO-CEeHCOPHasl HelpoIaTus)
SIBASIETCS OAHUM M3 HauOoAee PaclIpOCTPaHeHHBIX Ha-
CAEACTBEHHBIX HEPBHO-MBIIIIEYHBIX 3a00A€BaHUM, Xa-
PaKTePU3YIOUIUXCSA XPOHUUECKHU IPOIPeCCUPYIOLen
CAA00CTBIO U aTpoueil AUCTAABHBIX MBIIII] KOHEeU-
HOCTeH, CHUYKeHHEeM CYXOKUABHBIX peAeKCcoB, Ae-
dopmaluent CTON U KUCTEHU, U3MeHeHUeM [IOXOAKU U
CeHCOpHBIMH HapyieHusmH [ 1, 2]. B 1886 r. so ®pan-
umu npogeccop Kau Mapren Llapko (1825 — 1893) u
ero yyeHuk [Tbep Mapu (1853 — 1940) onryOAMKOBaAU
IepBOe OIIMCAHNE AUCTAABHOU MBIIEYHOM CAAOOCTH
U aTpouu C HAYaAOM B HOTaX, Ha3BaB 3a00AeBaHUe
IIepPOHEAABHOM (MarOOeprOBOM) MBIIIEYHOU aTpo-
dueir. l'osapp 'eapu Tytc (1856 — 1926) onmcan sty
>Ke OOAe3HBb B CBOEN KeMOPHUAKCKOU AMCCEPTAllU B
1886 r., AaB el Ha3BaHUE IIPOTPECCUPYIOILIEN IIepPOo-
HeaAbHOU MBIIIeYHOM arpodun. OH OBIA IEPBLIM, KTO
IIPABUABHO OO'BICHUA PA3BUTHUE CUMIITOMOB 3a00Ae-
BaHUSA 3@ CUET HEUPOIIaTUH, & He MUEAOIATUH, KakK
cumTanrock A0 Hero [3]. PacnpocTpanennocts BILIIMT
B HacTosdlllee BpeMd olleHuBaeTcsa B 10 —28 cayuaes
Ha 100 000 HaceareHusa. XOTS OLLEHUTH TOYHYIO pac-
npocTtpaHeHHOCThb BIIIMT TpyaHO M3-3a HIMPOKOTO
pasHoOOpa3nus KAMHUYECKUX CUMIITOMOB U Pa3AU4-
HBIX (bOpM 3a00AeBaHUSA, YTO OOYCAABAUBAET BBICO-
KYIO BApHMaObeABHOCTE ITOKa3aTeAel paclipoOCTPaHeH-
HOCTHU B 3TIUAEMUOAOTUUECKUX UCCAEAOBAHUAX [4].

OINIHUCAHHE ABYX KJIMHHUYECKHUX CJTYYAEB

BUIMT Y YJIEHOB O,H,HOFI CEMbH

(OTUA H AO4YEPH)

[ManmenT C. B. 1., 1941 r. p. (77 AeT), HAXOAUACS Ha
00CAEAOBAHUU U ACUEHUU B HEBPOAOTUIECKOM OTAE-
AeHnU N 2 KAMHAKHA HayYHO-UCCAEAOBATEABCKOI'O MH-
cturyTta HeBpoaoruu [TCTI6I'MY um. 1. IT. TlaBaoBa
c 11.01.2019 1. mo 25.01.2019 1. >KaroObl Ha cAabOCTH
B KUCTAX (CAOKHOCTH IIPU IIUCbME, 3aCTETMBAHUU ITy-
TOBUII), TOAEHAX U CTONAX (HEBO3MOJKHOCTH BCTATh
Ha HOCKU M IATKH); IOXyYAQHUE KUCTEU, TOACHEeUN U
CTOII; CHUJKEHNE YYBCTBUTEABHOCTH B PyKaX M HOTax;
HEeYCTOMYUBOCTE, IIQTKOCTh IIPU XOABOE.
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[TepBble IpOgBA€HUSA 3a00A€BAHMS CTAA OTMEYaTh
B Bo3pacTe 14 aeT (B 19551.), KOTAQ 3aMeTHUA U3MeHe-
HUEe IIOXOAKH, CAADOCTB B CTOIIaX, U3MEHEHUe CBOAQ
ctronbl. OTMeuaeT OCTelleHHOe Pa3BUTHE YKa3aHHBIX
BBIIIIe CUMITOMOB. K KOHITy 1970-X I'T. pa3BHUAACH BBI-
pa’keHHasi CAaDOCTh B CTOIIaX, CBOA CTOIIBI CTAA BEICO-
KM, IPUCOEAUHUAACH CAAOOCTE B roaeHax. K 2000 r.
B BO3pacTe 56 AeT OTMeUYaAaCh BEIpA’KeHHAsA MbIIIey-
Has aTpousd CTOI U roAeHel, AepopMaliusd CTOIEL
no tuny Opuapeiixa, a TakKe BIepBble IalleHTa
cTara 0ecnoKOUTh cAabocTh B KucTax. C 2004 r. ctaa
OTMeYaTh IOXyAaHUe KUCTel, Ha CTollaX — rpyodas
MBbIITIeuHast aTpodus; TUMeCTe3MsI 110 TUIY «HOCOK»
U «IIePYaTOK».

HacaepCTBEHHOCTB: y OTII@, CTapllel CecTphl U
podepu — AedOpMalys CTOIEL IO TUITY cTolbl Dpu-
Aperixa (puc. 1).

Ha MOMeHT IOCTyTIAeHUS B HEBPOAOTHYECKOM CTa-
Tyce y naumenTa C. B. ['1., 77 AeT: co3HaHUe — SICHOe€.
OpHeHTUPOBaH B IIPOCTPAHCTBE, BPeMeHU U COOCT-
BEHHOUN AMYHOCTH BepHO. [IcuxoTnueckue Hapyle-
HUS: He BBIIBA€HBI. OMOIIMOHAABHBIE U UHTEAAEKTY-
AABHO-MHECTHYeCKMe HapyllleHUs: 3MOIMOHAABHBIN
doH poBHBIU. KOrHUTHBHBIE (DYHKIIUN HE CHUKEHHI.
YepenHble HEPBBL: TEMUAHOIICUY HE BEIIBACHO. 3padyKy
paBUABHOM (popMBI, cpepaHero pAuamerpa, D=S. Pe-
aKITWs 3PavKOB Ha CBeT (IPsIMasi U COAPY’KeCTBeHHas)
SKUBasl, CHMMeTpUYHasi. ABM>KEeHUS TAa3HBIX IOAOK B
oAHOM oO0beMe. Huctarma HeT. AUTIAOIIMIO OTPUIIAET.
[Taabnanus ToueK BEIXOAQ TPOMHUYHOTO HepBa 0e3060-
Ae3HEHHA C ABYX CTOPOH. YOEAUTEABHBIX AQHHBIX 3a
HaAWd¥e HapyUIeHUH YyBCTBUTEABHOCTH Ha AUTIE He
noAy4deHO. CTAaKeHHOCTb HOCOTYOHOM CKAQAKY CAEBA.
Peus He nHapymena. Aucdaruu, AucoHum HeT. SA3bIK
no cpepHent amauu. Uvula o cpepHeid auHuu. Mar-
KOe HEOO MOABUYKHO, TAOTOUHBIE PeAEKCHI JKUBHIE.
CHUMIITOMOB OPAABHOTO @BTOMATU3Ma HeT. ABUTATEAb-
Hasl CUCTeMa: BhIpa’kKeHHasl aTpOusl MBI, KUCTeN
(puc. 2), ronenett u cromn. opma roreHer n3MeHeHa
II0 TUIIy NEPEBEPHYTHIX OYTHIAOK (puc. 3). OOBeM
MBIIIIT TTpaBoro 6eapa — 58,5 cM, AeBoro — 56 cM,
npaBoi roreHu — 27 cM, AeBoi — 28 cm. DopMma cTon
uameneHa 1o tury Opuapetrixa (puc. 4). [Toxoaka 1mo
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Puc. 1. PopocroBHas cembu ¢ 60ae3Hblo Hlapko —Mapu — TyTca
Fig. 1. Family tree with Charcot —Marie — Tooth

TUITY «CTEIITIa>X». MglnieuHasi craa ¢ BEPXHUX KOHEY-
HOCTEN: IPOKCUMAABHO — 5 OAAAOB, AUCTAABHO: Pas-
rubaTteAn Kucter — 3,5 6aara, pa3rudaTeAu MaAblieB
(AmcTtanpHBIe haraHTu) — 0 GaanoB, crubaream — 3
0anAQq, II/TIoCTaBAeHKEe OOABIIIOTO MaAkllda — 1 0ana; ¢
HUDKHUX KOHEUYHOCTEHN: IPOKCUMAABHO — 5 OAAAOB, AU-
CTaAbHO: crubaTeAn U pasrudaTean cTorl — 0 6arrOB.
TOHYC MBIIII BEPXHUX U HUJKHUX KOHEUHOCTeH He 13-
MeHeH. ['AyOokue pedAeKChl C BEpXHUX KOHEYHOCTEN:
ourlernic-peaekchl S = D, cpeapHelr >)KMBOCTH, KapIiopa-
AMaAbHBIE U Tpunenc-pedaekcel S=D, Huskue. Ia-
TOAOTHYECKUX KHCTEBBIX 3HAKOB He BLIIBACHO. [ AY-
Ookue pepAeKChl C HUJKHUX KOHEYHOCTEM: KOAEHHBIEe
D =S, au3kue, axunroBel D = S = abs. [TaTorormueckmx
CTOIHBIX 3HAKOB HE BBISIBAEHO. DKCTpalvupaMUAHAS
crCTeMa: 9KCTPAITNPaMHUAHBIX PACCTPONUCTB Ha MOMEHT
OCMOTPa He BBIIBA€HO. HyBCTBUTEABHOCTD: TUIIAATE3UST
BEPXHUX KOHEUHOCTEM (A0 YPOBHS IINEUEBOTO CYCTaBa)
U1 HWDKHUX KOHEYHOCTEH (AO YPOBHS IIAaXOBOU CKAAQA-
Ku). BuOpallmoHHas YyBCTBUTEABHOCTH C BEPXHUX
KOHEYHOCTeH CHUKEHa, C HIJKHUX KOHEUYHOCTEN OT-
cyrcTrByeT. CyCTaBHO-MBIIIEYHOE YYBCTBO COXPAHEHO.

Puc. 2. ATpoduss ME;KKOCTHBIX MBIIII], YCUAEHUE CYXOKHUAB-
HOT'O PUCYHKa KUCTel. AedopMalnysg AUCTaAbHBIX (DaraHT
KHUCTEeH 110 TUITY KKOTTUCTOU AQIbI»

Fig. 2. Interosseous muscles atrophy, hand tendon pattern
enhancement. Distal phalanx deformation according to the
clawed paw type

KoopauHanus: maAblleHOCOBYIO IPOOY BBIIIOAHSET
C MEUMOIIOTIAA@HVEM C ABYX CTOPOH; IITOYHO-KOAEH-
HYIO IIPOOKI BEIIIOAHSIET C MHTEHIUEN C ABYX CTOPOH.
B nmoze PomGepra HeycTOW4UB, Oe3 4eTKOU AaTepa-
AM3AIIUN. MeHuHTeaAbHBIe CUMIITOMEL: Ha MOMEHT
OCMOTpAa MEHUHTeaAbHbIE€ 3HAKW HE BBIIBACHBL.

AQHHBlEe gONOAHUMEABHBIX MEemogoB 00CAegoBa-
HuA. AabopaToOpHEBIE Pe3yABTATHL: OOIINN aHAAU3 KPO-
BU, OMOXUMMWYECKUM aHAAU3 KPOBU, OOIIMUN aHAAU3
MouMn — 0e3 0COOeHHOCTel. BBIAO BEIIOAHEHO reHe-
THUYECKOe NCCAeAOBaHNE B AaOOPATOPHUY AUAaTHOCTHUKHU
AyTOMMMYHHBIX 3a00AeBaHNN HaydHO-MeToAYeCKO-
ro LlenTpa o moaekyasipHoi Mepunuse [ICTIOIMY
uMm. U. I1. TTaBrOBa: AETEKINS AYIIAMKAINN/ ASASTTIN
reHa PMP22 npu 6oae3nu Lllapko — Mapu — Tytca 1A
1 HAaCAEACTBEHHOM HEUPOIIATHUM C IOABEPKEHHOCTHIO
IIapaAudy OT CA@BA€HHS C IToMolbio MeTtopa [TLIP B
PEearbHOM BPeMEeHHU: AyIIAuMKanuu resa PMP22 ue 006-
Hapy>kKeHO, Aeaellnu reHa PMP22 He oOHapy’KeHO.
O6Hapy>keHue 3kcriancuu GAA-IOBTOPOB B reHe FXN
npm atakcuu Opuaperixa ¢ moMorkio Metoaa [TLP-
TPOMHBIX IIOBTOPOB U (DPAarMeHTHOTO aHAaAN3a: YACAO

Puc. 3. «Horu ancra», MAK 110 TUITY «IIePeBEePHYTON OYTHIAKK»
Fig. 3. «Stork legs», or «inverted bottle» type
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GAA-TIOBTOPOB B iepBoY aareau reHa FXN — 7 (<33
GAA-1oBTOpOB — HOpMa), yucA0 GAA-TIOBTOPOB BO
BTOpOU arreAan reHa FXN — 7 (<33 GAA-TIOBTOPOB —
HOpMa).

Oaekmponelipomuorpagus (OHMI): npusHaku
A dy3HOTO TpydOro mnopaskeHus Iepudepude-
CKMX HEpBOB (MOTOPHO-CEHCOPHAS IIOAWMHENPO-
naTusi). YUUTBHIBasA 3HAUUTEAbHbIEe CHUJKEHUS CKO-
pPOCTH TIPOBEAEHUS], MOJKHO AYMaTb O II€PBUYHO-
AEMUEAVHU3UPYIOIEeM IIPOIlecce CO BTOPUYHBIM
IrpyOBIM aKCOHAABHBIM INOpakeHHeM. Crabmaome-
TPUYECKOE NCCAEAOBaHNE: YMepeHHast PPOHTaAbHAS
aCUMMEeTPUS BAEBO, CAaTUTTaAbHAs aCUMMETPHS B HOP-
Me, yMepeHHOe HapyuieHre (QyHKIIUU PaBHOBECHUS,
mpeoOAapaeT 3PUTEABLHBIN KOHTPOAB (PHUC. J).

Ha ocHoBaHWU A@HHBIX aHaMHe3a, HeBPOAOTHUYe-
CKOU CUMIITOMATUKU B BUAE TTOAMHEUPOTIATHUH C MO-
TOPHBIM U CEHCOPHBIM KOMIIOHEHTaMU AUCTAABHBIX
OTAEAOB BEPXHUX U HUKHUX KOHEUHOCTEH, CMelllaH-
HOM aTakcuu, paHHBIX OHMI 3a mepBUUYHO-pAeMUe-
AMHUBUPYIOIIUH IIPOTECC BEICTABAEH KAMHUYECKUY
AmarHos: «HacaepcTBeHHast MOTOPHO-CEHCOpPHAs
noanHeriponaTtus [llapko —Mapu — TyTca».

IMTanmenTtka C. E. B., 1987 r. p. (31 rop) (A0oub ma-
nuenta C. B. Tl.) HaxopuAach Ha OOCAEAOBaHUU U
A€UEeHUU B HEBPOAOTUUECKOM OTAEAeHUU N2 2 KAU-
HUKU HaYYHO-NCCAEAOBATEABCKOTO MHCTUTYTa HEBPO-
aorum [TCTI6GIMY um. WM. T1. TTaBaoBa ¢ 11.01.2019 .
mo 25.01.2019 .

2Kano0Ob! Ha HEyCTOMYHUBOCTD, IIIATKOCTh ITPH XOAB-
0e; cAabOCTh B CTOIax (HEBO3MOJKHOCTHL BCTaTh Ha
IISITKH); ONTyIIIeHYe TTOKAABIBAHUS B CTOIIAX.

[NepBBIe TIpOsIBAEHUS 3a00AEBaHUS CTara OTMe-
4aTh B Bo3pacTe 14 aeT (B 2000 r.) B BUAE HApyIIeHUI
TIOXOAKY, TIOSTBA€HUSI OHEMEHUsT, CAaOOCTH B CTOTIAX,
M3MEeHEHUs CBOAA CTOIThI, KOTOPhIE TOCTETIEHHO ITPO-
rpeccupoBaau. C 22 aet (2008 r.) cTara oTMedaTh Ha-
pyllIeHre YyBCTBUTEABHOCTH B CTOTAX U ITOKAABIBA-
Hue. Cpepu iepeHeCceHHBbIX 3a00AeBaHMM: KOKAIOII B
14 AeT (B 2000 1.). XpoHMYeCcKHe 3a00A€BaHU4: caXxap-
HBIM AabeT I Tuna ¢ 2000 r; y3A0BOM HETOKCUUECKUU
300; y3eA AeBOM ITUTOBHUAHOU >KeAe3Bl; 3yTUPEO03.

Ha MOMeHT mocTymAeHUsT B HEBPOAOTHUYECKOM
craryce y nanuenTtku C. E. B., 31 ropa: co3Hanmue —
sicnoe. OpueHTUPOBaHa B IMPOCTPAHCTBE, BpeMeHU

1 COOCTBEHHOM AMYHOCTU BepHO. [lcuxoTuyeckue
HapyLIIeHUs: He BBIIBAECHBI. DOMOIMOHAABHBIE U MH-
TEeAAEKTyaAbHO-MHECTHYeCKHe HapyIeHUs: WHTEeA-
AEKTYaAbHO-MHECTHYECKM CHIKeHa (MoHpeanbcKast
IIIKaAa OIleHKU KOTHUTHUBHBIX QYyHKIUN (MoCA) —
16 6aanoB). YUepemHble HEpPBLI: TeMUAHOIICUU He
BBISIBA€HO. 3Ppauyku MPaBUABHOU (POPMBI, CPEAHETO
AmaMeTpa, D =S. Peakiius 3paukoB Ha CBeT (IpsiMast
U COAPY’KeCTBEHHasl) )KUBasl, CMUMMeTpHUYHas. ABU-
JKEHMS TAA3HBIX I0AOK B TTOAHOM o0beMe. HucTtarma
HeT. AUTIAOTINIO OTpUIlaeT. [ [aAbITaIlis TOUEeK BEIXOAA
TPOMHNYHOI'O HepBa 0e300Ae3HEeHHa C ABYX CTOPOH.
Y6eAnTEeABHBIX AQHHBIX 38 HAaAMYVe HapYyIIeHUH 9yB-
CTBUTEABHOCTH Ha AHIlE He ITOAYYEeHO. Aerkast acuM-
MeTpUs AUILeBOU MyCKYAAQTYPHI (3a cueT Au3paduue-
CKUX U3MeHEeHUH B BUuAe AepopManiuy yepena). ['Aas-
Had I1eAb CIIpaBa mupe. AuzapTpuu HeT. Aucdaruy,
AUC(OHUM HeT. A3BIK o cpepHel auHuu. Uvula o
cpepHer AmHUM. MsiTkoe HEOO0 MTOABUYKHO, TAOTOUHBIE
pedrekchbl KuBbie. CUMITTOMBI OPAaAbLHOTO aBTOMATH3-
Ma He BBIIBAEHBI. ABUTATeAbHAs CUCTEMA: TUTIOTPO-
pust mprr kucten u cror. DopMa roreHelr n3MeHeHa
IO THITYy «IIePeBEPHYTHIX OYTBIAOK» (pucC. 6). O0beM
MBIIII] TpaBoro 6eapa — 58 cM, AeBoro — 58 cM, mpa-
BOM ToreHU — 35 cM, AeBout — 35 cMm. Dopma crom
uameHneHa o Tuny Opuapetixa (puc. 7). [Toxoaka mo
THUITY «CTenmna’ka». MEIIeuyHas cuAa ¢ BEPXHUX KO-
HEYHOCTEeN: TPOKCUMAAbHO — 5 0AaAAOB, AUCTAABLHO:
pasrubaTeAn KUcTerl — 4 6aanra, pa3rudaTeAd MaAb-
1eB (AUCTaAbHBIE paraHTru) — 4 6aana, CrTubaTeAr —
4 6aAAa, II/TIOCTaBACHUE OOALIIIOTO AALIIA — 3 0AAAQ;
C HMDKHUX KOHEUHOCTEN: IPOKCUMAABHO — 5 OAAAOB,
AUCTAaABHO — 2 6aana. TOHYC MBI BEPXHUX U HUK-
HUX KOHEUHOCTeM He u3MeHeH. [AyOoKue pepAeKChI
C BepXHUX KOHEUHOCTEeN: Outienc-pedAeKChl, KapIiio-
paaviaAbHble U TpUIlenc-pedaekckl S=D, cpepHen
KUBOCTH. [ JaToAOTHUECKIEe KUCTEBbIE 3HAKU: CUMIITOM
Poccoanmo caeBa. 'Aybokue pedAeKChl ¢ HUKHUX
KOHEUHOCTeM: KoAeHHble D =S, cpeaHel >KUBOCTH,
axuAAOBBEI D =S, Huzkue. [TaTOAOTMYECKUX CTOTTHBIX
3HAKOB He BBIIBAEHO. DKCTpPANTMPaMUAHAS CUCTEMA:
SKCTPANUPAMUAHBIX PACCTPONCTB Ha MOMEHT OCMOT-
pa He BBIIBAEHO. HyBCTBUTEABHOCTD: THUIIEPECTEe3Us
cron. BubpanyoHHas 9yBCTBUTEABHOCTE C BEPXHUX
KOHEYHOCTEeH CHMU’KeHa B KUCTIX, C HUJKHUX KOHed-

Puc. 4. Arpocus roreHelt u cro. Aedopmarnus cTomsl o Turry Opuaspeixa

Fig. 4. Legs and feet atrophy. Friedreich's foot
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Puc. 5. Ctaburomerpuueckoe uccaeposanue nanuenra C. B. I1., 77 aeT
Fig. 5. Stabilometric study, patient S. V. P., 77 years

HOCTeM CcHH>XKeHa B cronax. CycTaBHO-MBIIIEUYHOE
YyBCTBO COXpaHeHo. KoopauHaIys: IaablleHOCOBYIO
U IATOYHO-KOAEHHYIO IIPOOLI BEITOAHSIET YAOBAETBO-
puTeAbHO. B mo3e PoMOepra HeyCcTOMYNBa, 0€3 4eTKOU
AaTepasusanyu. MeHUHTIeaAbHble CUMIITOMBL: Ha MO-
MEeHT OCMOTpa MeHWHIeaAbHbIe 3HAaKU He BBISIBACHEL.

AanHble gONOAHUMEAbHbIX MeMOGOB 0OCA€GOBAHUA.
AabopaTopHble Pe3yAbTaThL: OOINY aHaAN3 KPOBH, 00-
MUY aHaAn3 MO4YUd — 0e3 ocobeHHocTe!. B 6rnoxmumu-
YeCcKOM aHaAM3e KPOBHU OBIAO BBHISIBAEHO IIOBBIIIIEHNE
YPOBHS KpeaTHHMOCHOKUHA3HI A0 166 (HopMa — 26 —
140 Ep./A). OcTarbHBIEe OMOXUMUYECKHe ITIOKa3aTeAn
0e3 0coOeHHOCTeN. BBEINO BBIIIOAHEHO ITeHeTUYeCcKoe
HUCCAEAOBaHNUE B AAOOPATOPUU AUATHOCTUKU ayTo-
UMMYHHBIX 3a0oneBaHmMN HayuHO-MeTOAUYEeCcKOro
Lleutpa no MoaekyagpHo¥ MepuninHe [1CITOIMY
uM. V. I'T. TlaBroBa: AeTeKIUS AyIAUKAIUN/AeAelun
re"Ha PMP22 nipu 6oae3nu [llapko —Mapu — Tytca 1A
U1 HaCAeACTBEHHOW HEUPOIIATUH C IOABEPKEHHOCTBIO
apaArudy OT CA@BAeHUd ¢ nomolnbio MeTopa [P B
pearbHOM BpeMeHU — AyIAUKaumu reHa PMP22 ne
oOHapy>KeHo, AeAelium reHa PMP22 He oOHapy>kKeHO.
OobHapy>keHue skcriancuy GAA-1oBTOpoB B reHe FXN
npu aTakcnu Opuaperixa ¢ momMoIbio Metopa [TLP-
TPOMHBIX IIOBTOPOB M (pparMeHTHOIO aHAANW3a: YHICAO
GAA-TI0BTOPOB B IepBOM aareau reHa FXN — 7 (<33
GAA-nioBTOpOB — HOpMaA), YucA0 GAA-TTOBTOPOB BO
BTOpOU aarean reHa FXN — 7 (<33 GAA-TIOBTOpPOB —
HOpMa). 9HMTI" BEIIBA€HA CEHCOMOTOPHAA AUCPYHK-
s IPOBEAEHUS TI0 HEPBAM HOT M PYK, C IIPEuMYyIIie-
CTBEHHBIM (BBIPa’KEHHBIM) IOPa’kKeHWEeM MOTOPHBIX
BOAOKOH HOT' CMEIIaHHOTO XapaKTepa, C IpeoOAaaa-

DHeprozarpars

Puc. 6. «Horu aucra», uau o tuiry
«IIepeBePHYTOM OyTBIAKK»
Fig. 6. «Stork legs», or «inverted
bottle» type

HUeM AeMueAnHuzanmu. Cmaburomempuyeckoe uc-
CAegoBaHUe: yMepeHHasd (DPOHTAABHASA aCUMMeTPUS
BAEBO, BEIp@KEHHAs CaruTTaAbHasi aCUMMeTpUsI BIle-
pea, yMepeHHOe HapylleHrne (YHKIIUM PaBHOBECHUS,
IpeoOAaAaeT NPOIPUOLLEITUBHEBIN KOHTPOAB (pPHC. 8).

Koncyabmayus renemuka: ayToCOMHO-AOMUHAHT-
HBIM TUII HACA€AOBAHUS C BLICOKOM CTEIIEeHBIO IIeHeT-
paHTHOCTH. BBICOKasdg CTeleHb 3KCIPECCUBHOCTH.
Koncyabmayus 3HgOKPUHOAOrQ: CaXapHBIN Anabert,
TuI I. LleaeBoi ypoBeHBb rAnKUpoBaHHOTO Hb<6,5 %.
AnabeTrnueckasi HeOpoAudepaTUBHAsA PpeTUHOIa-
g OU, aAnabeTudecKasi CeHCOpHas MOAMHeNpoIia-
THS HIWDKHUX KOHeuHOocTe¥d. Ha ocHOBaHUM AQHHBIX
aHaMHe3a, HeBPOAOTUYECKOM CUMIITOMATUKU B BUAE
TIOAMHEWPONaTHUU C MOTOPHBIM ¥ CEHCOPHBIM KOMIIO-
HEeHTaMM AVCTAABHBIX OTAEAOB BEPXHUX U HUKHUX
KOHEYHOCTEeM, CMeIIaHHOM aTaKCUU, AaHHBIX OHMI
33 AEMUEANHU3UPYIOIIMHI IIPOIleCC BBICTaBAEH KAMHU-
JyecKu ppartos: «CMelllaHHast MOTOPHO-CeHCOpHas
IOAMHeMponaTHs (HacAeACTBEHHAss MOTOPHO-CEH-
copHas noauHerponatusa llapko—Mapu —TyTca).
Caxapubili Anabet, tutl I, AnabeTryeckas MOAUHEM-
pomnatus». Ha oTpaeAeHUM TallMeHTaM TPOBOAUAM
KypChl MH(QY3MOHHOU Tepanuu (HeHpoMeTaOOAU-
YeCKON Tepaluy, BUTAMHUHOTEpAINMNU), KypChl Ae-
4yeOHOU (DU3KYABTYPHI 10 HHAUBUAYAABHOMY IIAGHY,
dusnoTepanuu U pedrekcoTepanul C yMepeHHBIM
IIOAOKUTEABHBIM 3(P(PEKTOM B BUAE CYOBEKTUBHOTO
YBEAWUYEHUS MBIIIEYHON CUABI B HUDJKHUX KOHEUHO-
CT$IX, IOBBIIIIEHUS YCTOMYUBOCTU U YBEPEHHOCTH [TPU
xopb0e. [Tocae BBIIMCKU M3 CTallMOHApPa HallMeHThl
OBIAM B3SITHI HA AUHaAMHUUYECKOe HaOATOAEHUE.
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Puc. 7. Meimeunas runnoTpodus roreHen u cToll. AedopMaliust CTOIIBI
no tunry Opuppetixa
Fig. 7. Legs and feet muscle hypotrophy. Friedreich's foot

OBCY>XAEHHE H OB30P JIMTEPATYPhI

BIIMT sBageTca HanOoAee 4acTOM (POPMOU Ha-
CAEACTBEHHOM HEBPOIIATHUM C OOABIINM Pa3HOO0OPa3u-
eM (DeHOTUIIOB, MOAEAeN HaCAEAOBAHUS U IIPUUNHHBIX
reHoB. COrAaCHO MEAMAaHHOM CKOPOCTU IPOBOAUMO-
ctu pAurateabHoro Hepsa (MNCV), BIIIMT npuns-
TO pa3pensTb Ha AemueanHmsupyromuu (CMTI1) ¢
MNCYV amxe 38 M/ ¢, akcoHarbHEBH (CMT2) c MNCV
BallIe 38 M/c unpomesxyTounblli CMT ¢ MNCV mex-
Ay 25 m 45 M/ c. B KayRp0M KaTeropnum mepepada MosKeT
OBITH @yTOCOMHO-AOMUHAHTHOM, ayTOCOMHO-Pellec-
CUBHOU MAU X-CIleAeHHOU [5]. B HalleM caydae y
MallMeHTOB, YUYUTHIBAs CEMENHBIN aHaMHe3 U KOHCYAb-
Tanuio reietuka, — BIIMT c ayTocOMHO-AOMUHAHT-
HBIM THIIOM HacAepOBaHUSA. Ha OCHOBaAHUM AQHHBIX
OHMI, y HammuX NanyueHTOB IOANHEUPOIIATHS HOCUT
AEMHUEeAN3UPYIOINY XapaKTep.

AASI BCceX IpPyII HAaCAEACTBEHHBIX MOTOPHO-CEH-
copubIx Hemponatuii (HMCH) xapakTepHa Tpuaaa
OCHOBHBIX KAWHUUYECKHX CHUMIITOMOB: aTpous AU-
CTAABHBEIX OTAEAOB KHCTEU M CTOI C UX Aedopma-
IIMel, PacCTPOMCTBA YyBCTBUTEABHOCTU B OOAACTH
aTPOPUPOBAHHBIX MBIIIII, THUIO- AU apedAeKCUs C
MBI, BEPXHUX U HUKHUX KOHeUHOoCTel [6]. Y Ha-
IINX MallMeHTOB OTMevYaeTCsl BCAd TPHUaAa OCHOBHEIX
KAMHNYeckux cumnromoB. HMCH I tuna ¢ ayrocoM-
HO-AOMMHAHTHBIM HaCAe€AOBaHUEM AeOIOTHPYeT B
Bo3pacTe 9— 17 AeT. Ha paHHUX cTapusax 3aboAeBa-
HUA NAIUeHTHI IPEeABIBASIOT )KaA0Obl Ha CAAOOCTh 1
IIOABOPAUMUBaHUE CTOII, TPYAHOCTH IIpH Oere, IPhIK-
Kax. [TepBoHayaAbHO aTpOUH BOZHUKAIOT B MBIIIIIAX
CTOII, TOA€HEW, B AQABHEWUIIEM PAaCIpPOCTPAHAIOTCS
Ha AUCTAABHBIE OTAEABI PYK. BecaepcTBHE aTpoduye-
CKMX M3MEeHEeHUY B UKPOHOKHBIX MBIIITAX HOTH UMe-
10T POPMY OIPOKUHYTOU OYTBIAKH, rarude. Y Bcex
MaIlMeHTOB OTMeYaeTCsl IePOHEAAbHBIN THUII XOABObI
(«cTenma>k»). OCHOBHOU CUMIOTOM — AedopMalnus
CTOIl IO TUNY (DPUAPEUXOBCKUX, IIOABIX, 3KBHHO-
BapyCHBIX. XapakKTepHbMU cumnromamu HMCH
| Tuna SABASIOTCSI CEHCOPHBIE PACCTPOMCTBA B BUAE
IIOBEPXHOCTHOU I'NIIeCTE3MU B KUCTAX U CTOIIAX, HAPy-
LIeHUS IPOIPUOLEIITUBHON YyBCTBUTEABHOCTH, 0O-
A€3HEHHBIE MBIIIeYHBIE COKPAIleHU IT0 TUITY KpaM-
M, IapecTe3ny, CEHCUTUBHAaA aTakcud. Hepeapku u

638

nepudepuueckue BereTaTUBHbIE PACCTPONCTBA, Ta-
KMe KaK AUCTAABHBIN THIIEPTUAPO3, IUAHO3 KUCTEN U
croIl. [Tpu OHMI npakTu4yecKm BCETAAQ ONIPEeAEAsTeT-
Csl 3BHQUUTEABHOE CHM)KEeHHe CKOPOCTH ITPOBEAEHUS
uMmnyabca (CITH) no ABUTaTEeABHBIM HepBaM HUXKHUX
xoHeuyHocTe# (10 —30 m/c). TeueHne AQHHOTO TUIIA
HMCH, Kak IpaBHUAO, MEAAEHHO IIPOTPECCUPYIOIIee,
06e3 rAyOOKOM MHBaAUAM3AIUH [7].

K I tunmy (HMCHI1) oTtHOCATCS 6 OCHOBHBIX Te-
HETHYECKUX BApUAHTOB AEMHEAMHU3UPYIOIIUX
TIOAMHEBPOTIATUM C ayTOCOMHO-AOMWHAHTHBIM U
X-CIleAeHHBIM AOMUHAHTHBIM TUIIOM IIepeAauy My-
tanuu u CIIM 1o cpepuHHOMY HepBy HU>Ke 38 M/cC.
[To ayTOCOMHO-AOMMHAHTHOMY THITY HAaCAEAYIOTCS
Tunel 1A, 1B, 1C, 1D u 1E, a 1X Tun umeetr pepko
BCTpeyaroleecsad X-CIeIAeHHOe AOMWHAHTHOE Ha-
carepoBaHue [8—13]. Tlpum AeMUEAWHU3UPYIOMIUX
dopmax HMCH wuMeroT MecTo MyTalluM B reHax,
OIIPEAEATIONIUX CUHTe3 0EAKOB MUEANHOBOM 000AOU-
KU HepBQa, IpUdYeM U3MeHeHre 00beMa MUEeANHOBON
OOOAOUKM MOJKET OBITh KaK B CTOPOHY €ro yBeAnde-
HUS, TaK U B CTOPOHY YMeHbllleHus. Tak, Ipu Hau-
OoAee pACIpPOCTPAHEHHOM AEeMUEANMHU3UPYIOIEeM
BapuaHTe HeBpomnatuii — HMCH Ttuna 1A (Ha ero
AOAIO TPUXOAUTCS He MeHee 65 % Bcex 3a00AeBaHUM
S5TON I'PYNIBI) — MUEANHOBas 0OOAOYKA OKa3bIBa-
eTCsd YTOAIIIEHHOMN, YTO OOBSICHAETCS XapaKTepoM
MyTanuu B reHe PMP22. OCHOBHOM THII MyTalluM B
3TOM Ir'eHe — AYIAUKAIIUA NPOTSIKEHHOCTEBIO 1,5 M6
B 00AQCTU XpOMOCOMEL 17p11.2 — 12, 4TO IPUBOAUT K
YBEAMYEHUIO KOAMYECTBA CTPYKTYPHOTO OeAKa ITepu-
dheprnuecKoro MUeAnHa M YBEAMYEHUIO YUCAA CAOEB
MHEAMHOBONM OOOAOUYKU BOKPYT aKCOHA C OAHOBDe-
MeHHBIM (DOPMHUPOBAHUEM AeMUEAMHU3UPOBAHHBIX
yuacTKoB. Kannnueckue nposeaenuss HMCH tuna
1A XapaKTepu3yroTcsa AOCTATOYHO PAHHUM HA4aAOM
U MEAAEHHO IIPOTPEeCcCUPYIONINM TeuyeHueM, Aedop-
Mallyel CTOII IO TUITY (PPUAPENXOBEIX, AepopMariiein
KHUCTEU II0 TUITY «KOTTUCTOM AQIIBI», IOBEPXHOCTHOMU
TUNleCTe3Mel CTOI M KUCTeM, CEHCUTUBHO-MO3Keu-
KOBOM aTaKkcuel u ckoanosoM [13]. B HateM caydae
NIPOBEAEHHOE reHeTHYeCKoe NCCAeAOBAHNE He AAAO
TIOATBEPSKACHUS HAAMYHUS AYIIAUKAITUS UAU AEACIINN
reHa PMP22, HO He UCKAIOYAeT HAAMYUS APDYTUX MY-
Talul, OTBETCTBEHHBIX 3a pa3zButrue HMCH Tumna 1A.
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Puc. 8. Crabunromerpuueckoe uccaepoBanue nanuentku C. E. B., 1987 . p. (31 rop)
Fig. 8. Stabilometric study, patient S. E. V. born in 1987 (31 years)

Apyroyl mnaToreHeTUYeCKUM MeXaHUu3M AeMue-
AMHM3aluu BBIgBAeH npu BapuaHTe 1B HMCH, 00-
YCAOBAEHHOM MyTallUsIMU B reHe OCHOBHOI'O OeAKa
mueanHa (PO, uau MPZ) va xpomocome 1g22.1. Ycra-
HOBAEHO, YTO CTPYKTypa MUEANHOBOM OOOAOYKU HA
50 % copmupoBaHa 3TUM O0eAakoM [14]. MyTaruu B
3TOM OeAKe IPUBOAAT K 3HAUUTEABHOMY HapyIIeHUIO
(PYHKIIMK MHUEAMHOBOM OOOAOYKHU U BBEIPAKEHHOMY
cuukennto CITU (3nauenusa CIIU mo cpepnHHOMY
HEpBY He TpeBHIMaT 12 M/c). DTOT AOCTaTOYHO
PeAKUlN BapuaHT COCTaBAsIeT OT 5 A0 7 % Bcex Ha-
CAEACTBEHHBIX AEMHUEAWHU3UPYIOMMX ITOAMHEBPO-
naTui. AOATOE BpeMs CUUTAAOCH, UTO KAUWHUYECKHE
npoasaernuss HMCH 1B xapaKTepusyroTcsa TOABKO
NIpU3HaKaMM AEMUEANHU3UPYIOolel IMOANHeBpoIla-
THUU C PAaHHUM HAuaAOM, BBIPaKeHHBIMHM aTpodus-
MM U CAQOOCTBIO MBIIII] TOA€HEM, CTOI M KUCTeH, a
TaK’)Ke 3HaUUTeAbHBIM cHUKeHUeM CITU (moka3sare-
AU IO CPeAMHHOMY HepBY He IpeBwlmaioT 10 m/c).
OAHAKO HeA@BHO OBIAO TIOKa3aHO CyllleCTBOBaHUE
ABYX (PEHOTHIIOB TIOAMHEBPOIIATUM C MYTaIlUsSIMU
B reHe MPZ. [ToMMMO BBIIIEONUCAHHOU KAACCHYe-
CKOM AéMUEANHU3UPYIOLEU IOAUHEBPOIIATUH, Y PSAQ
OOABHBIX 3a00AeBaHNe MaHU(ECTUPYET BO B3POCAOM
BO3pacTe, a ipu npoBepeHnn DOHMI-00cAaepoBaHUSA
BBIIBASIIOTCS TUIIMYHBIE IIPU3HAKU aKCOHAABHOM I10-
AmHeBpornaTuu ¢ coxpantol CIIU no nepudepuye-
CKMM HepBaM. B COOTBeTCTBHUM C MeKAYHApPOAHOM
KAaccuukauen, AeMUEANHU3UPYIONIUIM BapHUaHT,
0OyCAOBAEHHBIN MyTanuei B reie MPZ, o603HavyaeT-
cakak HMCH tuna 1B, a akcoHaabHBEINM — Kak HMCH

Tuna 2I [14]. Enre opAWH BapuaHT AeMUEANHU3UPYIO-
IIUX TOAMHEBPOIIATHM C @yTOCOMHO-AOMHHAHTHBIM
TUIIOM HacrepoBaHUg — TN 1C — 00yCAOBAEH MyTa-
nmsamu B reHe LITAF, AOKaAr30BaHHOM Ha XPOMOCOME
16p13. DTOT BapuaHT BCTpeUYaeTCsl KpaHe PeAKO U
He UMeeT Clelfu(pUIeCcKUX KANHUYECKUX 0OCOOEeHHO-
cTeld. HeTBepTHIM BAPUAHT ACMUEANHU3UPYIOIIUX I10-
AWHeBponaTu¥l — THUIl 1D — 06ycAOBAEH MyTalluIMU
B rerHe EGR2 na xpomocome 10g21 —q22. ITokasaHo,
4YTO OEAKOBBIU IPOAYKT 3TOT'O TeHa SKCIIPeCcCUpyeTcs
B paHHeM 3MOpHOreHe3e U IBAIeTCd TPaHCKPUIIU-
OHHBIM (DAKTOPOM AASI APYTHX T€HOB, YIaCTBYIOITHX
B (hOpMUPOBAHUU MUEANHOBOM 000AOYKYU [8, 9].

B HacTo4muil MOMEHT IIaTOTEHETUYECKOIO Ae-
yeHMs He pa3padoTaHO, HO MCCAEAOBAHUS B 3TOM
HallpaBAeHUU BeAyTcs. Tak, IpU HaCAEACTBEHHBIX
AEMUEANHU3UPYIOMINX HeHPOIlaTUAX, CBI3aHHBIX C
nepudepruiecKuM MUEAMHOBBIM 6eakoM 22 (PMP22),
0OyCAOBAEHHBIX HapyllleHUeM HOPMAAbHOT'O TPaH-
cropTa 0eaka, IpUMeHeHHe HU3KOMOAEKYASIPHOTO
nHruouropa HSPI0 (takoro kak AUY922) Ha Mope-
ASIX KAETOUHBIX KYABTYD IN VI{ro, @ TAaK>Ke [N Vivo Ha
Mplmax, AUY922 yAydllIMA NOAAEPIKAHHE MUEAU-
HU3UPOBAHHBEIX HEPBOB O0EUX HEWPONATUYECKUX
MoAenei [19].

B cBsA3U C HaCAEACTBEHHBIM XapakTepoM 3abone-
BaHUS, €T0 HEYyKAOHHBIM IIPOTPeCCUPOBAHUEM, HEBO3-
MO>KHOCTBIO IIOAHOTO U3AeUeHUs U BOCCTAHOBAEHUS
YyTpadeHHBIX (QYHKIMU IeaaMmu Tepanuu BIIMT
ABASIIOTCS 3aMepAeHHe IIPOIPecCUPOBAaHUSA U ajall-
TalUs TAIlMEeHTOB K TIOBCEAHEBHOM >XKU3HM [16].
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Lleabto reuebnoM puskyAbTypHI (ADK) ipu BIIIMT
CTaBUTCS He YBeAWUYEHUE CUABI TapeTUYHOU IPYIIIEL
MBIIII] AO YPOBHSI COXPAHHBIX MBIIIEYHBIX I'PYII, a
HCIIOAB30BaHMeE TeX BO3MOKHOCTEH 3A0POBBIX MBIIIIII,
KOTOPBIE COOTBETCTBYIOT HEAOCTATOYHBIM BO3MOKHO-
CTSIM IaPEeTUYHBIX MBI, TakuM 00pa3oM, IPOUCXO0-
AUT ypaBHUBaHUE PYHKIIMOHAABHBIX BO3MOKHOCTEN
BCeX MBIIIEYHBIX I'PYII 3@ cYeT CHU>KeHusd 3pdek-
TUBHOCTHU TPEHUPOBKY, YTO, OAHAKO, IIO3BOASIET 130e-
>KaTh IOPOYHOTO ACOAAAHCA U CO3AATH YCAOBUS AAS
BOCCTAHOBAEHUS MTapeTUYHBIX MBI [17]. B Halllem
caygae ANOK aas marnuenTos ¢ BIIIMT Brkatoganro B
ce0sd TpU OCHOBHBIX HAllpaBAeHUA: 1) TpeHUpPOBKA
OaraHca C KUCIOAB30OBAaHHEM CTAOUAOMETPHUYECKON
maaTdopMel «ST-150»; 2) ynpakHeHusd Ha pacTsaK-
Ky, HallpaBA€HHBIE Ha CHUJKEHUE IIPOSIBACHUA OOAU
U COXpaHEHHE aMIAUTYABI ABUJKEHUM B CyCTaBax,
IPOMUAAKTUKY KOHTPAKTYP; 3) CUAOBBEIE yIIpa’kKHe-
HU4, HallpaBA€HHBIE Ha KOMIIEHCAIUIO0 OCAAOAEHHBIX
MBIIIII], OTPAOOTKY XOABOEL C IIEABIO YAYUIIIEHUS ee
OMOMEeXaHMKH.
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