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The article substantiates the relevance and outlining the basic principles of differential diagnosis of congenital myopathies. The terminologi-
cal refinement of the concept "congenital myopathy" is proposed. The basic current approaches to clinical and functional diagnosis of these
diseases are present. The basic methods for determining the symptom "listless child" and its differential diagnosis are described. The function-
al assessment scale for older patients are represented. The main principles of biochemical, molecular genetic and morphological differential

diagnosis of congenital myopathies are described.
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Bsenexue

CTpeMHUTEeIbHO HapacTalolii 00beM TaHHBIX 3apy-
OEXXHOI JTMTEpaTypbl O MOTEHIIMAIIBHOM yCIlEXe pa3pado-
TOK B 00JIJACTU MOJIEKYJISIPHO OPUEHTUPOBAHHOTO JIEYEHUST
MOAYEPKUBAET HEOOXOAMMOCTh TMPUBJIEYEHUS] BHUMAHUS
K CJIOXKHOMY Y Ha CETOMHSIIIHUI IeHb «He0IaronapHoMy»
pasneny MemUIIUHBI, TTOCBSIIIIEHHOMY BPOXICHHBIM 3a00-
JieBaHUSIM. be3 KapIUHaIbHBIX U3MEHEHUI B OpraHU3aluu
JIe4eOHO-ANArHOCTUYECKUX U PeabWIUTALIMOHHBIX MEPO-
NPUSTUI B 3TON 001aCTH, B YACTHOCTU, TPUMEHUTETBHO
K BPOXJIEHHBIM MUOIIATUSIM, OTEUECTBEHHAs MeIUIIMHA
He OyZeT rotoBa K BEI30BaM COBPEMEHHOU HayKW, HAXOMS -
1Ielics Ha TOPOTe OTKPBITUS MPUHIUITUATIbHO HOBBIX (hOpM
JledeHus1. Tak, MOSIBJIEHUE HOBBIX MOJIEKYJISIPHBIX BUOB
Tepanuu OTIETbHBIX HO30JIOTMYECKUX (POPM B 3TOM 0Oa-
CTH, HECOMHEHHO, TTOTPeOyeT KaK MUHUMYM aJIeKBATHBIX
JIMAaTHOCTUYECKMX BOBMOXXHOCTEH, a TAKXKE COOTBETCTBYIO-
IIUX U3MEHEHUN B OpraHu3allMOHHOW MHMPACTPYKTypeE,
KOTOpas Mo3BoJwia Obl ObICTPO U 3(DGHEKTUBHO BHISIBIISTH
COOTBETCTBYIOLIUX OONBHBIX JJI1 OKA3aHUS BBICOKOCTICIIN -
ATU3UPOBAHHOW MTOMOIIIHN.

C pacimpeHreM HallliX TPeICTaBIeHUI O TeHeTuYIe-
CKOIl TETepOTreHHOCTH MbI BCe OOJbIlle MOHMMAeM, YTO
«BPOXIEHHBIE MUOTIATU» — TIOHSATHE TOCTaTOYHO HITUPO-

koe 1 obobieHHoe [1—3]. [Topoii Takas mMpoTa Ha TpaHu
HEOTpeIeIECHHOCTH CTaBUT ITOJl COMHEHUE IIPAaBOMOYHOCTh
CaMOro CyIIIECTBOBaHUS 3TOro TepMuHa. OnHaKo o6oo1ie-
HIe HEOOXOIMMO 1T TOHUMAaHWS TIPUPOIBI PA3HOPOTHBIX
SIBJICHUIA, W TIO3TOMY TIOTIBITaeMCSl CHaJajia OTIPENEeNIUTD,
YTO CJIeyeT ITOHUMATh TIOJ] TEPMUHOM <«BPOKIEHHBIE MUO-
natum». Bpsi i 000CHOBAaHO OTPAaHWYMBATHCS TIPY 3TOM
TOJIBKO TAaKOW XapaKTepUCTUKOM, KaK BPOXIEHHOCTb. [1o
BCell BUAMMOCTU, HamboJjiee 11e1eco00pa3HO BKITIOUATh
B 3Ty TPYIITy BPOXICHHBbIC 3a00J€BaHUS, TIEPBUYHBIN
3TUOIATOTEHETUIECKUI eheKT TTPY KOTOPBIX CBsI3aH C MO-
paXeHWEM  HEIOCPENCTBEHHO  ITONEePEYHO-I0I0CATOM
CKEJIETHO-MBIIIIEYHOW TKaHU. TakuM o0pa3om, cpa3y CHU-
MalOTCSI BCE HESICHOCTHY B OTHOIIIEHWY TOTO, HY>KHO JTU pac-
CMaTpuBaTh TIPU 3TOM HEWpOTeHHBIE 3a00JIeBaHNSI, TAKNE
KaK CIUHaJIbHas MbllieyHas atpodust BepaHura—Iodd-
MaHHa, TaKXe TPOSIBIISTIoNIascs ¢ poxneHus. Jla u cama
BPOXKIIEHHOCTb, KaK IOKa3bIBaeT, K MPUMEPY, HAIIl OITHIT,
OTMPAIOIINIACS Ha TTYCTh M HeYacThie, HO BCE XK€ MMEIOIITNE
MECTO CJIydyau KIMHUYECKU SIBHOTO NeOloTa HEKOTOPHIX
¢dopm 3a00J1eBaHNSI Y B3POCJIbIX, MOXET OBbITh ITPU 3THX 3a-
0oJieBaHUSIX OTHOCUTEIbHA.

Hrak, mpomoykasi CBOM TIOTIBITKM JaTh Ooyiee WA
MeHee OTpee/ICHHYIO XapaKTepUCTUKY TTOHSITUIO «BPOXK-

13



14

HepBHoO-MblleyHbIe
BOJNIE3HH

Jlexuuu u 0630pbt

JEHHbIE MUOTATUN», CHOPMYJIMPYeM CIEmylolee Orpe-
JefeHue. BpoxaeHHble MMOMATUUM — TEHETUYECKU Te-
TeporeHHasi TpYyIMIa HaCJIeACTBEHHBIX 3aboJjieBaHUIA
CKEJIETHO-MBILIEYHOW TKAaHM, OOLIMMU TPOSIBICHUSIMU
KOTOPBIX SIBJISTIOTCS, KaK MPaBWJIO, paHHUH (C POXIACHUSI
WJIM C TIEPBBIX MECSILIEB KU3HU) 1eOI0T, TeHepaTn30BaHHasT
MBIIIIeYHas] TUMOTOHUSI, CHMMETPUYHAsl MBIILIeUHasi ciia-
60CTb MPEUMYILIECTBEHHO MBIIII TJICYEBOrO M Ta30BOTO
rmosica, CHUXKEHUE UJTM OTCYTCTBHE CYXOXKHMIIbHBIX pedliek-
COB, HOPMAJIbHBII WM YMEPEHHO MOBBIIIEHHBI YPOBEHb
KpeaTnHMOCGHOKNHA3bI B KPOBU U KOPOTKHE MO MPOAOJ-
SKUTEIBHOCT HU3KOAMILIUTYIHbIE TOJMbasHble TOJIK-
MOp(dHBIE TIOTEHIIMABI TIPY 3JIEKTpoMUorpaduu.

KnuHuyeckas guarHocmuxa

Hauunas ¢ 1900 1., B cepuu cTaTeil BblIAIOIIMIACS He-
Meukuii HeBpoJior [epman OnneHreiim [4] onucalt cocto-
sIHUSI, HaOJoAaBlIMecsl y AeTeid paHHero BoO3pacTa,
OCHOBHBIM CUMIITOMOM KOTODPBIX SIBJISITACH MBIIIEYHAsT
runotTonusi. C Tex Mop onmMcaHO MHOXECTBO 3a0oJieBa-
HU, Ne0I0TUPYIOIINX CHUXEHUEM MBIIIIEYHOTO TOHYCA,
a B 1958 r. [pundwin [5] npeaioxun TepMUH «BSUTBIA pe-
o6eHok» (floppybaby). B panHem meTckom Bo3pacTte pas-
JIMYHBIE TIPUYMHBI YaCTO MPUBOIAT K Pa3BUTHUIO OTHO-
TUMHBIX KIMHUYECKUX CUHIPOMOB, YTO OOYCJIOBJIEHO
Maiioii nuddepeHalued cCTpykTyp U GyHKIUA HEpB-
HOIl cucteMbl. B cBs3M ¢ 3TUM 0CO0O BaXHYIO DPOJb
B YCTAHOBJIEHUU JMATHO3a Ha 3TOM 3Tarle UTrpaloT MeTO-
JIbI JIOTIOTHUTEIBHBIX JTA00PATOPHBIX UCCIIETOBAHUIA.

Tak cOXUI0Ch UICTOPUYECKU, YTO B OTEUECTBEHHOM
HEBPOJIOTUY MHOTHE TIATOJIOTUYECKUE COCTOSIHUSI paH-
HETO JIETCTBA JOJITOE BPeMsi OOBSICHSIA TIepUHATATIBHOM
aHIledamonaTueit, TUMNEePTEH3NOHHO-TUAPOLIE(haATbHBIM
CUHIPOMOM, TPaBMaTUYECKUM ITOPaXKEHUEM IIEHHOTO
OTJIeJIa CITMHHOTO MO3ra. [urepnuarHocTuKa yKazaHHBIX
COCTOSIHUM OOBSICHSIETCS Majioii J0 HACTOSIIErO Bpe-
MEHU JIOCTYITHOCThIO B Poccru TOHKMX MOJIEKYJISIPHO-
TEHETUYECKNX, OMOXUMUYECKUX, MOP(OJIOTUUECKUX Me-
TOJIOB UCCJIEOBAHUSI.

Kaunuueckue nposeaenus cumnmomorxomnaerxca

«8A16Ll pebeHoK»

TepMuH «BsITBIN peOEHOK» TIPUMEHSIETCST B OTHOIIIE-
HUU JeTeil paHHero BO3pacTa, KOrna MbIIIeYHasl THUIIO-
TOHUWSI Pa3BUBAETCS B TEPUOJ CTAHOBJIEHUS OCHOBHBIX
MOTOPHBIX HaBBIKOB. He3aBMCHMMO OT MPUYMHBI CUMTITO-
MOKOMIIJIEKC «BSJIOTO peOeHKa» MPeACTaBIeH OMHOTUII-
HOW KJIMHMYECKOU KapTUHOM. YacTo yxe B poaaoMe ero
MOHO 3aII0/I03pUTh HA OCHOBAaHWU:

*  HeOOBIYHOM «pacIllacCTaHHOW» MO3bl;

*  CHWXXEHUS COMPOTUBIICHUS B CycTaBaX IMpH Tac-
CUBHBIX IBUXKECHUSX;

*  YBENIWYEHWS aMIUTUTYbI ABUKEHUIA B CyCTaBax.

ITpy HEBPOJIOTUUECKOM OCMOTPE HEOOXOIUMO TPO-
BECTH 3 MPOCThIE TPOOBI:

1)  mpakyuro 3a pyuku u3 noaodxcenus nexca — 3TOT
HauboJee YyBCTBUTEIBHBIN TECT MCCIENOBAHUS TIOCTY-

PaJIbHOTO TOHYCA MOXET OBITh TIPOBEZEH Y HOBOPOXKIIEH-
HBIX HEMIOCPECTBEHHO B KyBe3e. PeOeHOK 3a pyKU MOA-
TATUBAETCS IO TIOJIOXEHUS] CUsA. Y 3IOPOBBIX HeTeil
TOJIOBA OTPBIBAETCS OT MTOBEPXHOCTU OTHOBPEMEHHO C Te-
JioM. Bo Bpems TpaKiuy MCCJIEOBATeNb OILIYIIAET TATY
pebeHKa MPOTUB TpaKLIMKU U HabJto1aeT crudaHue B JIOK-
TEBBIX, KOJICHHBIX U TOJICHOCTOIHBIX CycTaBaX. MoXeT
OTMEUaThCsl HEOOJTBIIIOE 3aMPOKUIBIBAHUE TOJIOBBI C XO-
POIIIO 3aMETHBIM CTM0AHUEM B JIOKTEBBIX cycTaBax. OTBET
Ha TpaKIiio MHGOPMATUBEH Y HOBOPOXKIEHHOTO C recTa-
LIMOHHBIM CPOKOM He MeHee 33 Hen. Hanuuue BeipaxkeH-
HOTO OTCTaBaHUsI TOJIOBBI HOBOPOXIEHHOTO U €€ 3HaYu-
TeJTbHOE 3alpoKUbIBaHWE, claboe TPOTUBOAECTBUE
TpaKIM1, HEJOCTaTOYHOE CTUOaHNe KOHEYHOCTE! U OT-
cyTcTBUE (hJIEKCUU B JIOKTEBBIX CYCTaBaXx SIBJISTIOTCS MaTO-
JIOTUIECKMMM ¥ YKA3bIBAIOT Ha MBIIICYHYIO TUTIOTOHUIO;

2)  eopusommanvHoe nodeewiusanue — peOCHKA, Ha-
XOMSIIETOCSI B TOPU3OHTATLHOM TIOJIOXEHUM JIMIIOM
BHU3, IEPXKaT 3a TYJIOBUIIE. 3M0POBbII peOEHOK HE OITy-
CKaeT TOJIOBY, IEPKUT CITMHY IPSIMOIA, Cr0ast pyKH B JIOK-
TEBBIX CyCTaBaX, HOT'M B Oenpax, KojieHsX. Jletu ¢ ruoTo-
HUel 6e3BOJILHO BUCSIT Ha pyKaX MCCJIEI0OBATENS;

3) sepmukanvHoe nodéewiusanue — IJIsSI BHITTOJTHEHMUST
9TOTO TEeCTa WCCJIeNOBaTeNb pPAcTojlaraeT CBOU PYKU
y pebeHKa ITo MBIIIKaMU, TIJIOTHO He 00XBaThIBas TPY/I-
HYIO KJIETKY, U TIOMHUMAET ero BBepX. B HopMe 1uteun pe-
OeHKa HarpsTaloTcs, TTO3BOJISISI BUCETh BEPTUKAIBLHO, HE
MpoBaINBasich. [0710Ba NEPXKUTCS MPSIMOIA, @ HOTY COTHY-
TBl B KOJICHSIX, OeApaxXx M B TOJICHOCTOITHBIX CyCTaBax.
Y pebeHKa ¢ TUIIOTOHMEH TP BEPTUKATLHOM TTOIBEIIIH -
BaHUY rojioBa CBEIITMBAETCS BIIEPE], HOTM CBOOOIHO CBU -
caloT; pebEHOK MOXET MPOCKOJb3HYTh CKBO3b PYKHU UC-
cenoBaTesist n3-3a CJ1ab0CTH MBI TIJIEYEBOTO Tosica.

B cirygae BeIpaskeHHBIX HApYIISHU ITPU BCEX 3 TeCTax
Bpa4 MOXET CJeJIaTh 3aKJII0YeHNEe O HAJTUYMU CUMIITOMO-
KOMILJIEKCA «BSLIbI peOEHOK».

[To3xe BhIsIBIISIETCS 33iep>KKa MOTOPHOTO Pa3BUTHSI.

ITpu BBISIBJICHUY MBIIIEYHO TMITOTOHUN HEOOXOMM -
MO UCKJTIOUUTh TaKue 3a00JIeBaHMS, KakK:

*  cerncuc, MHQEKIMOHHBIE 3a00eBaHUST (MEHUH-
TUT, H1eDaIUT);

*  BpOXIEHHBIE TTOPOKU CEP/IIa;

. 3a001eBaHUSI HAOKPUHHOM CHUCTEMBI (TUIIO-
TUPEO3);

. HapylleHUs] MUTaHus (MajbabCcoOpOLMsI, HEIO0-
CTATOYHOCTD ITUTAHUA);

. TPaH3UTOPHBIE META0OIMUYECKUE HapyIIeHUs
(TunepKanxbIIMeMusi, TUTIEPMarHe3ueMus);
. MEIMKAMEHTO3HbIE WHTOKCUKAIIMA MaTepu

(HelpoJeNnTUKU, 6eH301a3eMHbI, CHOTBOPHbIE, CEPHO-
KHCIast MarHesusl);

*  Jpyrue KypabeJbHbIe COCTOSIHUS.

Ilpy uckoUYeHUU BBILIENEPEYMCISHHBIX Hapylle-
HUI TepexosiT K caenywouieMy stany auddepeHunansb-
HOIf AMAarHOCTUKM — OMpeAesIeHUIO LIeHTPaJbHOIO WJIU
nepugepuvecKoro MPOUCXOXAEHUS MbIILIEUHOI TMITOTO-
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Huu. Yaie rurmoToHusT Yy HOBOPOXKIEHHbBIX 00yCI0BIEHA
MopaxeHueM LeHTpabHOW HepBHOU cucteMbl (LITHC)
(oxoi1o 80 % ciaydaes), 20 % ciiyyaeB CBSI3aHBI C TIOPaXKe-
HUEM MOTOPHOW €IWHUIIbI, BKJIIOYAsl BCE €€ JIEMEHThI —
OT ABUTATEIbHOTO HEMpOHA JO MBIIIEYHOTO BOJIOKHA.

KnuHuyeckue paznnuus UEHTPaIbHOU U nepudepu-
YECKOW TMIOTOHUHU 3aKJII0YAIOTCS B CAEIYIOLIEM.

Tunoronust npu nopaxenuu LITHC oOblyHO B gajib-
HelileM (Kak MpaBuiIo, 10 6 Mec) CMeHSIeTCS CITaCTUYHO-
CTBIO, TOTJIa KaK TUIIOTOHUS MPU MOPAKEHUU ABUTATENb-
HOW eNUHUIbl COXPAHSIETCS Ha TPOTSIKEHWU BCETO
3a00JIeBaHUS.

MpelieyHas cuia, orpesesisieMast B IepBYIO OYepeb Mo
00BbeMy NBVDKEHUH, MPU LEHTPATbHON TMITIOTOHUU MOXKET
HE CHIXAThCS WM CHMDKAThCSl HE3HAYUTENBHO, TOTAA KaK
npu nepudeprudeckoil OHa CyIIECTBEHHO CHIKEHa.

BoIpaXkeHHOCTh CYyXOXWIbHBIX Pe(dIEKCOB TAKXKE Cy-
1IECTBEHHO Pa3/IMyaeTcs: Mpu UEHTPATbHOM MOPaXXEeHUU
OHU TOBBILIEHBI, PU TMepudepUIecKOM — CHUXKEHBI.
CrenyeT MOMHUTD, YTO MHOTAA MTPY TSIXKEJIOM TMIIOKCUYEe-
CKOM MOPaXEHUU TOJOBHOTO MO3ra pedrekchl MOryT
OBITh IJIUTEJIBHO YIHETeHbl. BaXHO OTMETUTbH, YTO MpU
BPOXJIEHHBIX MUOMATUSAX pe(reKChl HEPENKO OBbIBAIOT
HOPMaJIbHBIMU WJTU AAX€ MOBBILIEHHBIMU. YacTo mpuxo-
JUATCS OPUEHTUPOBATHCS HA 3aJEPXKKYy PeayKUuu ped-
JIEKCOB HOBOPOXXJIEHHBIX. Eciiv Takas 3afepxkKa MMeeT
MecTo, To peub unet o nopaxenuu LHHC. ITpu ponoBom
MOpPaX€HUU CIMUHHOTO MO3ra BBIPAXXEHHOCTh Hapylle-
HUI CYXOXWIbHBIX pehIEKCOB 3aBUCUT OT YPOBHS MOpa-
XEHUS.

ATpoGUS MBI OTMEYAETCS TOJBKO MPU TUTTIOTOHUU
nepudepuveckKoro reHesa, Ho y MJIaJeHIIeB OHa MOXET
OTCYTCTBOBATb.

Hns nuddbepeHunaIbHOrO JUarHo3a BaXHO HaIuyue
3aepKKA TICUXWYECKOTO Pa3BUTHUS, CYIOPOIL, KOTOpPBIE
YaCTO BCTPEUYAIOTCS MPU LIECHTPATIbHOM MOPAXEHUU, XOTS
MPU HEKOTOPBIX BPOXKIEHHBIX HEPBHO-MBIIIEUHBIX 3200-
JIeBaHUAX (HAIIpUMEpP, MPW BPOXIECHHBIX MBIIICUHBIX
IUCTPpO(UsIX) TAKXKE MOTYT OTMEUYaThCs 1e(EKThI CO CTO-
pousl HHC.

Ouenkxa 0suzameavHbIx HapyuieHull y demeil cmapuie2o

603pacma u 83pocavix

IIpu KIMHUYECKOM OCMOTpE JeTell C Moao3peHueM
Ha HaJu4yue BPOXIEHHOW MUOMATHUM KJIOYEBOE 3Haye-
HUE VMMEeT KOMIUIEKCHasl OlLIEHKa BUTATEJbHBIX Hapy-
IIEHUMN.

OlleHKa TBUTATEIbHOU aKTUBHOCTU MPOBOAUTCS Ta-
KUMU METOJAMM, KaK: UCCIENOBaHUWE TMOXOAKM, Mpoda
ToBepca, BO3BMOXHOCTb ITOABEMA O CTYIIEHbKAM, OLIEHKa
MO CMELMATbHBIM IIKaJaM U JIp.

IIupoko u3BeCTHOU, MpocToil U MH(GOPMATUBHON
saBisiercs npoba Tosepca. IlanueHT JOKEH BCTaTh U3
TOJIOXKEHUS CUJISI Ha TOJTy C BBITSIHYThIMU HOTaMu. B HOp-
Me MmpoOy BBIMOJHSIOT A0 5 C. YUuUTbIBaeTCsl Hajluuue
MMOIMATUYECKUX MPUEMOB (BCTaBaHUE Ha KOJIEHMU,
MOABEMBI «JIECEHKOM»).

O deKTUBHBIMU METOJAMU OLEHKU JUHAMUKU CO-
CTOSTHUSI, TIpU KOTOPBIX (DUKCUPYETCST BpeMs, 3aTpadcH-
HO€ Ha BBITIOJIHEHUE TIPOOBI, IBJISTIOTCS:

*  TIpo0a ¢ TOIbeMOM ITO JIECTHUIIEC Ha 8 CTaHOapT-
HBbIX CTYIIEHEH;

. mpoba XOmbOBI MO TUIOCKOCTH Ha PacCTOSTHUE
B9 M.

Ouenka dsucameabHbIX HaPyUWeHUll N0 WKAAAM

Illkana MRS (Medical Research Council Paralysis
Scale 1976) — nipegHa3HaYeHa IJIsI OLICHKU MBIIIEYHOM
CUJIBI PYK U HOT [6]; OLIEHMBAIOTCS MapaMeTPhbl MbIILIEeY -
HOW CUJIbI KOHEYHOCTEe!, mpeacTaBieHHbIe B Ta0I. 1.

Taomuua 1. Oyernxa moiweuroi cunvt KoHeyHocmei no wikase MRS

0 6ayToB IIBVDKEHMIA HET
1 Gan HaJIM41e MUHUMAJIBHBIX IBVDKEHUIA
2 Gaia aKTWBHBIE [BVDKEHMS, HO HEBO3MOXHOCTH
AT MPEOAOJIETh CUITY TSKECTH
3 6amia CITOCOOHOCTh TIPY BBITIOJTHEHUUW OIpPEAeIeH-
bl HOTO JIBVDKEHMSI TIPEOI0JIETh CUITY TSKECTH
CITOCOOHOCTh TIPY BBITIOJTHEHUU OIpPeAeIeH-
4 Gamia HOTO JIBVDKEHUS TIPEOTOJIETh HE TOIBKO CHIIY
TSDKECTH, HO M JOCTATOYHOE COINPOTHBIICHUE
KCCIIEN0BaTEN
5 6ayIoB IIOJTHAST COXPAHHOCTh ABUTATEIbHOMN (DYHKIIMK

IHllkara Cxomma (Muscular Dystrophy Score, MDS)
[6, 7] — ucnonb3yeTcst sl OLIEHKW OGIIEero MoKa3aTeist
JIBUTATEJIbHOU aKTUBHOCTHU. JIJIs1 K&K OTO MalMeHTa rnpo-
U3BOJUTCS MOJACYET CYMMBI OAJIJIOB MO CJEAYIOIIEH cxe-
Me: 2 bajuta — ISl KaXIOro CaMOCTOSITETbHO 3aBEpIIEH-
HOro ABMXeHMsI, 1 6amn — ecau Oblla oKazaHa MOMOIIb
U/Vu IBVKEHUE TToTpeboBajio 6obimx yeunuii, 0 6as-
JIOB — €CJI JIBUXKEHUE BBITIOJIHUTH HEBO3MOXHO. Buibl
JIBIDKEHWH, OlIEeHMBaeMbIX 110 mkaie CKOTTa, ImpeacTaB-
JIeHbl B Ta0s1. 2. MakcUMaibHO BO3MOXHOE KOJIUYECTBO
0aJIJIOB MO 3TOM 11Kaje coctapiseT 40, a MUHUMAJIbHOE —
0 6asoB.

Illkana Bumvoca [6, 8, 9].0ueHKa Mo 3TOU IIKaje
npoBoautTcd Mo 10 GyHKIIMOHATIBHBIM KJaccaM, TMpea-
CTaBJIEHHBIM B TabJ1. 3.

MyHKRYUOHANbHAA UArHOCMUKA

Anexmponetipomuoepapus (PHMIT) — coBpeMeHHbI
U BBICOKOMH(OPMATUBHBIN METOJ AUATHOCTUKUA HEPBHO-
MBIILIEYHbIX 3a0071€BaHUI, OCHOBAHHBI HAa PEeTUCTPALIUU
CTMIOHTAHHBIX KOJIEOaHUIl BJIEKTPUYECKUX TOTEHIHUA-
JIOB MBIIIEYHBIX U HEPBHBIX BOJIOKOH. [Ipu mpoBeneHun
OHMTI y Go/bHBIX C BPOXACHHBIMU MUOMATUSIMU BbI-
SIBJISIIOTCSL «TIEPBUYHO-MBIILIEYHBIE» U3MEHEHUSI B BUIE
nHTepdepeHIMOHHOM KpuBoii 1-ro Tuna [10], cHuXeHust
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Ta6auua 2. Buds: dsuicenuii, ouenusaemvix no uikanre Ckomma

1. [Tonbem ronoBel

2. TToBOPOT CO CITMHBI Ha XKUBOT Yepe3 MpaBylo CTOPOHY
3. [ToBOPOT cO CIIMHBI Ha JKUBOT Yepe3 JICBYIO CTOPOHY
4. [ToBopOT ¢ >kMBOTA HA CIIMHY Yepe3 MPaBYyIO CTOPOHY
S. [ToBOpPOT ¢ >kKMBOTA Ha CITUHY Yepe3 JIEBYIO CTOPOHY
6. Camurcs (MpUHUMAET CUIISTIEE ITOIOXKEHNE)

7. Cuaur

8. BcraeT (mpuHUMAaeT cTostuee MoJOXKEeHHUE)

9. Crout

10.  Crout Ha msATKax

11. CTOUT Ha HOCKax

12.  Crout Ha mpaBoii HOTe

13.  Crout Ha JieBOi1 Hore

14. [Ipbiraer Ha nmpaBoit HOTe

15. IIpbiraer Ha JeBoi HOTe

16.  Bcraer co cryna

17. Bocxonsiiuii 1miar npaBoit HOroi (roabeM I1o JIECTHULIE)
18.  Hucxomsamuii mar mpaBoii HOrou (CITycK 110 JIECTHHULIE)
19. Bocxonsiiuii 1miar JieBoi HOrow (roabeM o JISCCTHULIE)

20.  Hwucxomsmuii mar ieBoit HOrou (CITycK ITO JIECTHHIIE)

aMIUIMTYIBI, CHYDKEHUS JIUTEIbHOCTYA MBIILIEYHOTO M0~
TeHIMajla, YBEJUUYEHUs KOJIMYeCTBa IOJrGa3HbIX I10-
TeHIMagoB. CKOPOCTH MPOBEIECHUS MO JIBUTaTeIbHBIM
BOJIOKHaM OOBIYHO HOpMaJibHbIe. BhIpakeHHOCTD 3JIeK-
TpOMHUOTIpaPUUIESCKUX U3MEHEHUI 3aBUCUT OT (POpPMBI
M TSDKECTH KIIMHUYECKUX TPOSIBICHUIT MUOIIaTUYECKOTO
cuMnToMokoMIiekea [11].

Yavmpaseykoeas ouacnocmura u mazHumHo-

Pe30HancHas momozpagpus

DTU HEeMHBa3UBHbIC METOIbI ITO3BOJISIOT OLIEHUTD OT-
HOCUTEJIbHYIO COXPAaHHOCTb MBIIIICUHON TKaHU U UCCIe-
JIOBaTh €€ U3BMEHEHUS B IMHAMUKE.

VinwrpasBykoBoe ucciegoBanue (Y3W1) MBI TO3BO-
JISIeT ¢ OOJIBIIONM A0JIelt BEpOSITHOCTU OTIIMYUTH 30POBOTO
nalueHTa oT 0OJIbHOTO C HEPBHO-MBbIIIEYHBIM 3a00JIeBa-

Tadmuua 3. Qyuxyuonanvhvle Kaaccol wkaiv: Bunvoca

ITaimmeHT MMeeT OYeBUIHOE Hapylni€eHue OCaHKU U I10-

1. XOIKM, HO XOOUT U IMOAHMMACTCA IO CTYIICHbKaM 0e3
TIOAICPXKKIN
2 ITarmment XOOUT, HO MOJHMMACTCA 110 JICCTHULIC ITPU I10-

MOIIY MTEPUIT

IMauuent XOIUT, HO NMOAHUMACTCA IO JICCTHMILIC Ha 8

3. CTaHAAPTHBIX CTYMEHEN MUY IMMOMOIIM TepuI OoJiee YeM
3a25¢
4 ITaumeHT XOOUT, HO HE MOXET ITOJHUMATHCS I10 JIECT-
: HULE

IMauueHTt xoout 6e3 TIOAACPKKH, HO HE MOXET ITIOJHU-

5. MaTh HOTY JIJIS IlIara Ha CTYTIIEHU WJIM He MOXeT BCTaBaTh
W3 Kpeca
6. ITareHT XOmUT TOJIBKO B OPTOIENNIECKOM KOpCETe

[TanueHT B Kpecie-katanke. CUIAT IPSIMO, MOXKET
7. YIPABJISITH KPECIOM U COBEpIIATh BCE XKU3HEHHO He-
00XOIVMBIE IEUCTBHS C Kpecia

na].[V[CHT B KpECJIC-KaTaJIKe. CVUII/IT IIpsAMO, HO HE
8. MOXET COBEPIIATh BCE XKNU3HEHHO HEOOXOIUMBbIE e~
CTBHUA C KpeEciia

IMauueHT B Kpecae-Karanke. CUAUT MIPSIMO TOJIBKO
9. TpY TIoIepkKe. MoXXeT coBepIIaTh MUHUMYM XKW3-
HEHHO HEOOXOAMMBIX AEHUCTBUI C Kpecia

IMammenT mpukoBaH K KpoBatu. He MOXeT coBepIaTh
10.  >XM3HEHHO HeOOXOAMMbIE AeHCTBUS O€3 MOCTOPOHHEMN
IIOMOIIK

HueM. Kpome Toro, CymiecTByeT BO3MOXHOCTh Hudde-
PEHIIMPOBATh OOJNIBHBIX ¢ HEHPOTeHHBIMH W IIEPBUYHO-
MBIIIEYHBIMU TIopaxXeHusmu [12, 13]. DddekTuBHOCTH
3TOTO METOAa HEBBICOKA Y MaJIeHbKUX JeTeii [14].

MarHutHo-pe30oHaHCHas1 ~ ToMorpadus (MPT)
ITO3BOJISIET ¢ OoJIee BEICOKMM pa3peIlIeHUEM OIPEIeIUTh
COCTOSTHHE MBIIICYHOM TKaHU, BBISIBUTH JIOKAJIU3AIIIO
U cTeneHb mopaxenus. Tak xe kak 1 Y3U muimi, MPT
CrocoOHa BbISIBIATH HecreuPUIEeCKUe U3BMEHEHUST, Ha-
mpuMep XUpoBylo MHOmIbTpaumio [14, 15]. Bo3mox-
HOCTH METOJA TTO3BOJISTIOT PeIllaTh HEKOTOPBIE CIICIT (-
yeckne auddepeHINaIbHO-INAaTHOCTUICCKIE 3a1adn,
HaIlpMep pasIndaTh OCTPYIO M XPOHMUYECKYIO Ae¢HEepBa-
o Mbimir [16—18].

I{nunuun-naﬁopamnpnaﬂ AuarHocmugra

IIpu BpOXIECHHBIX CTPYKTYPHBIX MHOIIATHSIX TUATHO-
CTUYECKM  3HAYMMBIMH  SIBJISIIOTCSI  OMOXMMMYECCKIE
W MOJICKYIISIPHO-TCHETHUYCCKIE HCCICAOBAHMS, a TaKXKe
MOopGOIIOTMIecKoe N3yIeHNE OMOITAaTa MBIIIICYHON TKAHM.

Buoxumuuecxasn ouaznocmuxa

BbruoxuMudecknmMu MeTogaMu y OOJIBHBIX C IIPH3HA-
KaMM BPOXICHHBIX HAPYIICHWI MBIIICYHBIX (DYHKIINIA
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HepBHoO-MbllWweyHbIe
BONE3HH

HEeoOXOAMMO UCCIeNOBaTh B KPOBU: aKTMBHOCTb Kpea-
TUHGOCHOKMHAZHI (KPEaTUHKWHA3BI), JJAKTaTAeTUIpOre-
Ha3bl, YPOBEHb MUOIJIOOMHA, TPOIIOMMUO3UHA, JaKTaTa
u dochodpyKTOKMHA3bl 3PUTPOLUMTOB. bojbliyo mo-
Mollb B U depeHIIMaTbHON TUarHOCTUKE MeTaboInye-
CKHX U3MEHEHUI B MBIIIEYHON TKaHU OKa3bIBA€T TaKXe
ornpee/ieHre B KPOBU MapILIMaIbHOTO JABJIEHUS YIJIEKHC-
JIOTO Ta3a, ypoBHS mupyBarta (1, 4TO €llle BaXHee, COOT-
HOILIEHUST <«JIaKTaT/MMpyBaT»), CIEeKTpa KapHUTWUHOB,
a TakXXe aKTUBHOCTU JbIXaTE€JIbHBIX KOMIUIEKCOB MUTO-
XOHJIpUiA, TapaMeTPOB aHTUOKCUIAHTHOTO pe3epBa (BU-
tamuHOB E u C, 6eTa-KapoTuHa, YOUXUHOHA, TJIyTaTUOHA),
AKTUBHOCTU (PEPMEHTOB JETOKCUKALIMU (CyMEePOKCUINC-
MyTasbl, KaTajasbl, [JYTATUOHIEPOKCHUIA3bI), MapKEpOB
OKUCJIUTEIBHBIX MOBPEXIECHUIN (MaJTOHOBOTO qUAIbAECTU-
Ja, 1€30KCUTYaHO3WHA).

Kpeamungocpoxunaza — BaxHblii pepMeHT MbIIIEY-
HOW TKaHU, TO3BOJISIOIIMI OBICTPO BOCCTAaHABIUBATH
YpOBeHb aneHo3uHTpudocdara npu ¢GU3MIECKUX Ha-
rpy3Kax 3a CYET MPUCOEAUHEHUS K afeHo3uHaudochary
(ocdarHoii rpynnbl KpeaTuHdocgara. OOI1Ias aKTUB-
HOCTh KpeaTuH(OCchHOKMHA3bl B KPOBU OOBIYHO Ha
90—96 % onpenensiercsa ee MM-dpakiiueii, KoTopas Ha-
XOIUTCS B CKEJIETHOW U CEpIeYHON MycKyaType. B muo-
JIOTUY TIPUHSTO MPEXJIe BCETO OPUEHTUPOBATHCS Ha 3HA-
YUTEJIbHbIE TIOBBIIIEHUS YPOBHS 3TOro QepmeHTa
(1000 En/m u 6omee), mpudeM B IIEPBYIO OYepeab STH I10-
BBILLIEHUS] TPAKTYIOTCS KakK MPU3HAK Pa3pyLIEHUS MbI-
IIEYHBIX BOJOKOH. DTUM MOXET OOBSCHSTHCA TO, UYTO
MpU BPOXIEHHBIX MUOMATUSIX YPOBEHb KpeaTuHhocho-
KMHa3bl BapbUpyeT B Mpeaenax GU3noJIoruueckoil Hop-
Mbl WJIA MOXET ObITb yMepeHHO TmoBbllieH. Crenyer
WMETh B BUIY, YTO Y HOBOPOXIEHHBIX 3TOT IMOKA3aTelb
B 3 pa3a mpeBbIIaeT YPOBEHb B3POCIBIX, CHIXASICh A0 MO-
cneaHero K 6 Hend. [1py BpoxkIeHHBIX MUOAUCTPODHUSIX, CO-
TMPOBOXMAIOIINUXCS 3HAYUTEbHON THUOENBI0 MBIILIEYHBIX
BOJIOKOH, OH MOET 3HAYUTETbHO MOBBILLIATHCS MO CpaBHE-
HUIO C HOPMOIA, XOTSI M HE TaK CWJIBHO, KaK ITPU MPOTPECCH -
PYIOILLIMX MBILIEYHbIX AUCTpodusx. PeryispHoe (He pexe
1 pa3za B 3 MeC) MOHUTOPUPOBAHUE AKTUBHOCTU KpeaTUH-
dochoxrHazel y neTeli ¢ MUONATUSIMU MOXKET ObITh MOJIE3-
HO KaK C TOYKU 3peHus AnbdepeHIIMaATbHON AMAarHOCTUKY,
TaK 1 Jid OLIEHKU TUHAMUKU COCTOSTHUSI MBIIIIEYHOM TKa-
HU. OgHAKoO ceayeT MOMHUTh, YTO TOBBIIIEHUE YPOBHS
MM-@dpakumu kpeaTuHOOCHOKMHAZHI MOXKET OBITh CBS3a-
HO C OOIIMPHO TPYIIION IPYTUX MaTOJIOrMYECKUX COCTOSI-
HUI (MbIIIEYHAs TpaBMa, TUIIOTUPEOUIW3M, TUIOMNapa-
TUPEOUU3M, NTUKOTEHO3bI, BOCTIAIUTEIbHBIE 3a00JIeBAH U,
TOKCUYECKOE NIEWCTBUE JIEKAPCTB), a Takxke C (DyHKIIMO-
HaJIbHOU Meperpy3KoM MbILILL.

OcBOOOXIEHHBI C MOMOILBIO KpeaTuH(hochOKUHA-
3bl OT (bocaTta KpeaTUH B HehepMEHTATUBHON peakiuu
JIETKO TpeBpalllaeTcsi B KPEaTUHUH, HEeMeTaboau3upy-
IOIIUIACS U BBIBOJSIIUIACS ¢ MOYOWi. B cBSI3U ¢ 3TUM [1s1
OLIEHKM CONIepXKaHMSI KpeaTUHA B MbIIIIAaX (BaXHOU xa-
PaKTEPUCTUKU UX SHEPTETUYECKOrO MOTeHIIMaa) mapai-

JIEJIBHO C OTIpeaeIeHUeM aKTUBHOCTU KpeaTuH(hOoCchOKH-
Ha3bl MPENCTaBISIETCS MOJIE3HbIM aHAIU3 YPOBHS Kpea-
MuHUKA B MOYE.

AKTUBHOCTb 4axmamaoezudpozenasvl, Kak TIPaBUJIO,
BapbUpyeT B mpeneiax (hU3MOJOrMYeCKOl HOPMBI WU
MOXET ObITb HECKOJIbKO TMOBbIIEHa (10 2 pa3). C yueTom
TOTrO, YTO HAa aKTUBHOCTb 3TOTO (hepMeHTA BIUSET J1000€e
MOBPEXIEHNE KJIETOK, €€ yMEPEHHOE yBeInueHue Ha po-
HE TMOBBIIIEHUSI AKTUBHOCTU KpeaTUH(HOOCHOKMHA3BI
y IeTeil ¢ MUOMAaTUYECKUM CUMITOMOKOMILUIEKCOM MO-
XKET C JOCTAaTOYHO BBICOKOW CTEMEHbIO TOCTOBEPHOCTU
CBUJIETEJbCTBOBATh O TMOEIN MBIIIEYHBIX BOJOKOH, Xa-
pPaKTEpHOW B MEPBYIO OYEPEb I MUOAUCTPOGUYECKOTO
npoliecca.

7151 OLIeHKU HapyIIeHU I HEPreTUYeCKOro MeTabom3-
Ma BaXHa XapaKTepUCTUKA aHAPPOOHBIX OKUCIUTETBHO-
BOCCTAaHOBUTEJIBHBIX TMPOLIECCOB (TIMKOIN3a), KOTOPBIE
MOTYT Mpeo0nagaTh B pe3yjbraTe HapylleHUsT a3pOOHOTrO
OKUCJIEHUS] B MUTOXOHIpUSIX. [1OBbIllIEHE UHTEHCUBHOCTHU
aHa’pOOHOI0 MIHUKOJIU3a KOHCTATUPYIOT MO W3MEHEHUIO
MapamMeTpoB MPOMEXKYTOUHBIX MPOAYKTOB ITTUKOIU3A — MO-
JIOYHOU, MMPOBUHOTPATHON KHUCJIOT U TTOBBIIIEHHON aK-
TUBHOCTH JlaKkTaTaeruaporeHassl. HeusmMeHneHHoe coomro-
enue «aaxkmam/nupyeant> TIpy 3TOM Yallle XapaKTepu3yeT
BTOPUYHbIE U3MEHEHUSI B MPOTUBOIOJOXHOCTb MEPBUY-
HBbIM MUTOXOHAPUATbHBIM HAPYLIEHUSIM, KOTJa 3TO COOT-
HOILIEHWE pe3Ko noBbilnaercs. HopMasibHOE COOTHOLLIEHUE
«1akrart/mpysar» — 8—10.

ITpu oueHKe YPOBHS Muo2106una B KpOBU HAJ0 Y4U-
TBIBaTh, YTO €70 HOPMAJIbHBIE 3HAYEHUS TPSIMO KOPPEIU-
PYIOT C Maccoii MBIIIEYHON TKaHU. Y IeTeil ¢ MuonaTuye-
CKMM CUMNTOMOKOMIUIEKCOM TOBBIIIEHUE 3HAYECHUN
MUOTJI00MHA MOXET ObITh CBSI3aHO C JIU3UCOM MBILIEY-
HO TKaHU MpUu MUuoaucTpodudeckoM npotecce. M Hao-
0OpOT, CHUXEHME ITOro MmokKasaresasi MOXET COMpPOBO-
XKIATh MTOJIUMUO3UT.

[ToBblIEHWE Mponomuo3una B CIBOPOTKE KPOBU Xa-
PaKTEpHO 151 AeTell C MUOMATUSIMU, HO OHO OTCYTCTBYET
MPU HEUPOreHHbIX aTpodUsIX MBIIIL, TAKUM 00pa3oMm,
ornpefesieHWe 3TOr0 mapamMeTpa HMeeT OOJbIIoe
nuddepeHIMaTbHO-AUaTHOCTUYECKOE 3HauYeHUe, OCOo-
OEHHO IS JeTel MEPBBIX MECSALEB XU3HU C CUMITOMO-
KOMILIEKCOM <«BSUTBI PEOEHOK».

IloHu:keHHas1 aKTUBHOCTbL  hocghoghpyxmorunaswt
spumpouumoé Ha GoHe MUCHYHKIIMU MBI UMEET
nubddepeHIIMaTbHO-AUATHOCTUYECKOE 3HAUYEeHUEe I
BbISIBIEHUS TiMkoreHo3a VII tuna.

B nocrnenHee Bpems C LieJbIO BBISIBIEHUSI KaK He-
OHaTaJbHOM, TaK W TMO3AHO JebloTupylolein dopm
mkoreHo3a Il tuma (6osesnu Ilommne) Gosblioe 3Ha-
YyeHUEe MpUOOpesIo OMpeneseHUue aKTUBHOCTU adbgha-
2atKo3udazst (B 4aCTHOCTU, C TIOMOIIIBIO XPOMAaTO-Macc-
CMIEKTPOMETPUHU B CYXUX MSITHAX KpoBU). ISl MalIMEHTOB
CO CHUXXEHUEM 3TOro MokKasaresisi BeCbMa MePCIEeKTUB-
HBIM SIBJISIETCS JIeUeHME HOBBIMU MpenapaTamu, pa3pado-
TaHHBIMU B MOCJIEAHNE robl KoMnaHuei Genzyme.
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Moaexyaaprno-zenemuteckasn ouazHoCmuKa

8D0JCOeHHbIX MuoOnamuii

Kak 1 Bo MHOTHX IpyTUX 00J1aCcTSIX METULIMHBI, B TT0-
clieqHue ToJibl OBICTPO pacTeT 00beM MHGpOPMaLIMU B 00-
JIaCTU MOJIEKYJISIPHO-T€HETUYECKOTO MOHUMAaHUSI PUPO-
JIbI BPOXXIEHHBIX MUOIMATUI. YXe HECKOJbKO JNECATKOB
HO30J10TM4YeCKUX (DOPM B 3TOI 06J1aCTU MPUHSITO CYUTATH
MOHOTeHHbIMU [19]. COOTBETCTBEHHO MOSIBISIOTCS BO3-
MOXHOCTU U WX JUArHOCTUYECKOTO OMpeAeSIeHUs C Mo-
MOILIbIO METOJOB TEHETUYECKOTO aHaIU3a.

Tak, 17151 TPYMITBI BPOXKIEHHBIX MBIIIIEUHBIX TUCTPO-
duii cyniecTBeHHO ompeaesieHre Ha 6-i1 XpoMOocoMe BO3-
MOXHBIX MyTaluii reHa LAMAZ2, konupyouiero 6eyok Jjia-
MUHUH aibda-2 (Mepo3uH) — MAaTOTEeHHBIA CyOCTpar
AyTOCOMHO-PELIECCUBHBIX BPOXIEHHBIX MUOAUCTPOGDU
¢ nepuutom MeposrHa. Ha 9-it xpoMocome pacnosara-
1o1cs reHsl FCMD v POMTI, xonupywoniue 0enku, Ha-
pYILIEHUST KOTOPBIX CBS3aHbI C Pa3BUTUEM BPOXAEHHBIX
muoauctpoduiit Gykysmel 1 Yokepa—BapOypra. Ipyrue
(opMbl cuHapoma Yokepa—BapOypra onocpeayorcs My-
TaiusaMu reHoB POMT2 nHa 14-ii xpomocome, FKRP —
Ha 19-it xpomocome u POMGNTI — Ha 1-ii xpoMocoMme.
Ha 2-11 u 21-i1 xpoMocoMax pacnojiaraloTcsi reHbl Cyobe-
nuHuUll KojitareHa VI, cneuuduyeckue HapyuieHUs KO-
TOPOTO B MBIIIIAX MOTYT ObITh OTBETCTBEHHBI 32 pa3BU-
THUE BPOXAEHHBIX MUOAUCTpOoduii Yabpuxa u betiema.

CraHoBUTCS 00JIbIlIE U3BECTHO U O TEHETUYECKOM MpU-
pone BPOXIEHHBIX CTPYKTYpHbIX Muonatuil. Tak, 3a pas-
BUTHE HEMAJIMHOBOW MUOIATUH, N0 BCE BUAUMOCTHU, MO-
TYyT OTBeYaTb MYTAallMM TE€HOB pa3JInYHbIX OEJIKOB:
TponioMuo3uHa-2 (reH TPM2, 9p13), TpornoMuo3uHa-3
(ren TPM3, 1q21.2), nebynuna (reH NEB, 2q22), anbdal-
aktvHa (reH ACTAI, 1q42.1), tporionuHa (reH TNNTI,
19q13), xopununa (reH CFL2, 14g12); 3a pa3BUTHE BPOXK-
JEHHOW MUOMATUU C JUCMIPONOPLMEN TUIMOB MBIILIEYHBIX
BOJIOKOH — anb(dal-aktuHa (reH ACTAI, 1g42.1) v ceneHo-
npotenHa N1 (ren SEPN1, Ip36); .3a pa3BUTHE MUOTYOY-
JIIpHOW MUOMaTUU — MUOTYOYsisspuHa 1 (ren MTM 1, Xq28);
3a pa3BUTHE LIEHTPOHYKJIEAPHONH MUOMATUU — TAUHAMUHA
(ren DNM2, 1[913.2) u ampuduszuna (reH BINI,
2q14).B maroreHese 0oje3HEN <«IIEHTPAJIBHOTO CTEPXKHS»
U «MHOXECTBEHHBIX CTEPXXHEI» KIIOYEBYIO POJIb UTPAIOT
MyTaluy reHa puaHoauHoBoro peuentopa (RYRI1, 19q13.1).
Bropoe 13 ykazaHHbIX 3a00/1eBaHUI1 MOXET ObITh CBSI3aHO U
¢ nedpekTaMu reHa ceseHorporenHa N1 (SEPN1, 1Ip36).

BHuMaTtenbHbI aHAJIN3 U3BECTHBIX (PAKTOB O TeHeE-
TUYECKOW OMOCPEAOBAHHOCTA MHOTUX BPOXIEHHBIX MU-
OMAaTUI MO3BOJISIET CEATh BBIBOJ O BBICOKOI BBIPAXKEH-
HOCTM B OTOH 00JacTM Takux (PEHOMEHOB, Kak
«(peHOoTHNIMYECKAsT KOHBepreHuus» (00IIMiA maTo-
(eHoTun npu nedexTax paznUYHbBIX TEHOB) U «(PEHOTU-
nuyeckass AUBEPreHUUs» (pasauure naToheHOTUIIOB
npu nedekTax OAHOro reHa). DTo Ype3BbIYAHO 3aTpy/i-
HSIET MOJIEKYJISIPHO-TEHETUYECKYI0 AUATHOCTUKY BpPOXK-
JIEHHBIX MUOTMATUI U aKTyaJIU3UpPyeT BKIIOYEHUE B AUa-
THOCTUYECKUI UHCTPYMEHTApUIA U APYTUX METOMIOB.

Xopo110 U3BECTHHI YK€ MHOTHE TeHbl, MyTallul KO-
TOPBIX OTBEYAIOT 32 Pa3BUTHE TJIMKOT€HO30B U Hapylle-
HUI TUNIUIHOTO OOMEHa.

Ocoboe MecTo B MOJIEKYJISIPHO-TE€HETUYECKOM TUarHo-
CTUKE 3aHUMAIOT 3a00JIeBaHUS, CBSI3aHHBIE C IeheKTaMU MU-
ToxOHApUiA. CieayeT MOMHUTh, YTO MOAABJSIONIAS 4acTb
0eJTKOB ATUX OpraHesUl KOAUPYETCs B siApe, MpuyeM OoJTb-
LIMHCTBO COOTBETCTBYIOIIMX FTEHOB MTOKA HEU3BeCTHO. OmHa-
KO XOPpOILIO U3y4eHHas O1aromapst MajibiM pa3Mepam U 0Co-
6oMy monoxeHuto mutoxoHnpuanbHas JJHK npencrasuna
yeTkue OOOCHOBaHUWSL JJIS1 BbIAETACHUS] OBICTPO CTaBILMX
KJIACCUYECKMMU «MUTOXOHIPUAIBHBIX Ooe3Hei». U, xots
TI0JIe THX 3a00JIEBAaHUI SIBHO HE OTPaHUYMBAETCS HO30JIOTH-
yecKMMHU (DopMam, CBSI3AHHBIMU C MYTAlIMSIMA MUTOXOH-
npuainbHoii [THK, cunapomsl KepHca—Celipa, MELAS,
MERRF u apyrve umeroT CBOM TOCTaTOYHO crienuduye-
CKUE, XOTSI M HE BCErIa0YeHbYyBCTBUTEIbHBIE, MOJIEKYJISIPHO-
TeHETUYECKUE MapKePBhl.

Mopdoaoeuneckas ouaznocmura 8podcOeHHbIX

Muonamuii

Mopdonornyeckuii aHaIN3 MTPOBOAUTCS MO MaTepra-
JIaM, TIOJTyYeHHBIM C TIOMOIIBIO TTYHKIIMOHHOW MJIM UHITU-
3MOHHON OWMOTICUY MBIIIEYHON TKAHU, C TIOC/IEMYIOIINM
OOIIETCTOJIOTMIECKIM, TUCTOXUMUYECKUM M 3JIEKTPOH-
HOMUKPOCKOITMIECKUM M3yYeHHEM TMOTyYeHHOTO OMomTa-
Ta [1—3]. OTMETUM HEKOTOPBIE OCOOEHHOCTU OUOTICHU.

— Haubonee yacto GuorncupyroTcs Npy NpoKCUMasb-
HOI1 cltabocTu — mm. quadriceps femoris (HanboJjee ONTH-
MaJIbHO, B CBSI3M C U3YUYEHHOCTHIO TTATTepHA pacrpesesie-
HUST TUMOB MWOHOB), biceps brachii, deltoideus,
gastrocnemius,

— MPU JUCTATBHON CTA00CTU — MOXKHO BbIOUPATH 00-
Jiee TUCTAIbHbBIE MBIIIIIIbI, OJHAKO, KaK IMPABWJIO, BhIIIE-
TepeYMCIEHHBIE MBIIIIIBI MOTYT TaKXKe aTh aJeKBaTHYIO
KapTUHY;

— HEOoOXOIMMO BBIOMpPATh YMEPEHHO IMOPaXeHHYIO
MBIIIITY (B HACTOSITIIEE BPEMSI ISl 3TOTO C OOJIBIITUM YyCITe-
XOM ucnobsyior Y3N);

— TIPU UTOJTbYATOI OMOTICUY TIPEATOYTeHUE OOBIYHO
OTHAIOT M. quadriceps femoris B CBSI3W ¢ MEHBIIIEH OITACHO-
CTBIO TPAaBMAaTH3allMU COCYIOB U HEPBOB.

Buoricusi mpoBOIUTCA OTKPBITHIM (MHIIM3UOHHBIM)
WA MTyHKIIMOHHBIM (ONTUMAJIBHO) crocoooM. TTyHKium-
OHHYIO OVOITICHIO KeJIaTeJIbHO TPOBOAUTH UTJIOM bepr-
CTpoMa AMAMETPOM 5 MM (Y HOBOPOXIEHHBIX — 4 MM).
ZKenaTteslbHO UCITONIB30BAaTh MECTHYIO aHECTE3UIO.

IMosyyeHHbIld OMONTAT JOJKEH OBbITh pas3fieseH Ha
3 vacTu:

— QI BBHITIOJTHEHUSI OO30PHBIX TMCTOJIOTUYECKUX
U TUCTOXMMMUYECKUX METONOB (PparMeHT (puKCUpyeTcs
B HeliTpabHOM 3a0ydepeHHoM 10 % dbopmanuHe;

— JIJISI BBITIOJTHEHUS IOTIOJTHUTEIBHBIX TUCTOXUMMYE-
CKUX METOJIOB UCCeoBaHUs ()parMeHT 3aMOpPaKUBAET-
Cs B XUAKOM a30Te; BIOCIEACTBUUA Ha KPUOMUKPOTOME
U3 HETO TOTOBSITCS CPE3bI TS OKPAIIUBAHUSI;
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— IUIS1 3JIEKTPOHHOM MUKPOCKONUHU (hparMeHT MOIBEP-
raeTcst penBapuTeIbHON dukcauu B 2,5 % TyTapoBOM
IbJETUAE U 3aTeM DQUKCUPYETCS YETHIPEXOKUCHIO OCMUSI.

W3-3a obunust B paccMaTpuBaeMoii Tpyrme 3a0o-
JIEBaHUI Pa3HOOOPA3HBIX HO30JIOTMYECKUX (POpM U UX
crielnUYecKuX Mop(OJOrnyecKrux MPU3HAKOB HEJb3s
3apaHee MpeacKa3aTb, Ha KaKOM 3Tare BO3MOXHO MOJTy-
YeHre 3aKOHYEHHOro MOPGhOJIOrMYECKOro IUarHo3a, YTo
U OMpeesisieT U3HAYAIbHYI0 HEOOXOAUMOCTb BBITTOJIHEHUS
OOJIBIIIOTO KOMILIEKCA TUCTOJIOTUYECKUX MCCIIEAOBAaHUM.
ITpakTukyemble MHOTA MTaTOJIOT0aHATOMAMU CIIOCOOBI 00-
PpabOTKX MBIIIEYHOTO OMOMNTaTa MyTeM OJHOU JHIlb (DUK-
cauuu B (popMaJiMHE W MPUTOTOBJIECHUSI UCKITIOYUTEIBHO
0030pHBIX TUCTOJIOTMYECKUX TPENnapatoB MHOTOKPATHO
CHIXAIOT MH(MOPMATUBHYIO LIEHHOCTh OMOICUU U B 00JIb-
IIMHCTBE CIyYaeB MEIal0T BCIO MPOLEAYpPY MPaKTUYECKU
0eCroJe3HON.

Tucronornyeckuii aHajau3 OWUONTATOB CKEJETHOM
MBILIEYHOM TKaHU — BaxKHENIMMA 3Tan AudepeHLmalb-
HOW JMArHOCTUKM OOLIMPHOU MBIILIEYHON MATOJIOTHUU.
PeakTUBHOCTb MBIIIEYHON TKaHU BEJIWKa, €€ U3MEHEe-
HUS KpailHe MHorooOpa3Hbl. Kak mpaBuiio, pasidyHbie
HEPBHO-MBILIEYHbIE OOJIE3HU XapaKTEPU3YIOTCS OTHOCU -
TeJbHO crieluduyeckoil maToMopdoIOrnIecKoil KapTu-
Hoil. [TocrmeaHsisi mpencrapisieTcs eule 0osee CIOXHOM
B CBSI3U C TEM, YTO OTHE/IbHbIE MPU3HAKU B PAa3JIUYHbIX
COYETAHUSIX U B Pa3JIMYHON CTEMEHU BBIPAXXEHHOCTU MO-
TYT MPOSIBJISITLCS MPU pa3HbIX 3a0oneBaHusIX. KiuHuko-
MOp(@OJIOTUYECKUE ONMUCAHUS B MUOJIOTUA B OCHOBHOM
OrPAaHUYMBAIOTCSL BBIAEJICHUEM HauOoJiee BbIPAKEHHBIX
W3MEHEHUIi, yacTo 0e3 ydeTra BCeli COBOKYIMHOCTHM Ma-
TojoThYeCcKUX peakuuil. OKOHYATEeNbHOE 3aKIIOUEHUE
JIOJXXHO NIeNIaThCs KakK Mo O01Ieil TMCTON0TMYECKOM Kap-
TUHE MBILILbI, TaK U MO XapaKTEPUCTUKE TUIIOB MbI-
IIEYHBIX BOJIOKOH, WX THUCTOXMMUYECKUM peaKLUSsIM,
pacipelesieHUIO0 U CEeJIEKTUBHOW BOBJIEYEHHOCTU TPYIII
MBILIEYHBIX BOJIOKOH, YJIBTPACTPYKTYPHBIM OCOOEHHO-
CTSIM MbIIIIEYHOM TKaHU.

YcoBepilieHCTBOBAaHUE TUCTOXUMUYECKUX METOAUK
U TEXHUYECKUX JAeTajeil 3eKTPOHHOTO MUKPOCKOIA Cy-
IIECTBEHHO YJAYYIIUIO MOHUMAHWE MPUPOIBl MHOTUX
HEPBHO-MBIILIEYHbIX 3a0ojieBaHUil. [Ipu BpOXIAEHHBIX
CTPYKTYPHBIX MHUOMATUSIX BCTPEUYAIOTCS YETKUE, JIETKO
OTJINYMMBIE MOpdoornueckue 0COOeHHOCTU B CKEJeT-
HbIX MblIax. Kaxnoe 3aboseBaHue 3TOM rpynmnbl Xapak-
TepusyeTcsl psaoM creurdudeckux MophoI0TUIeCKUX
MPU3HAKOB.

Tak, IMarHOCTUYECKU 3HAYMMbIM MPU3HAKOM LIEH-
TPOHYKJIEADHO MUOMATUM SBJSIETCS HAJIUYKUE LIEH-
TpPaJIbHO DACITOJIOKEHHBIX siIep He MeHee yeM B 50 %
MbILIEYHBIX BOJIOKOH | u II TUMoOB, mo3ToMy Mpu 3TOM
3a00JIeBAaHUM JOCTATOYHO aHaJIN3a OO030PHBIX TMCTOJIO-
rMyecKkux IpenaparoB. B To ke Bpemsl [isl BbISIBIEHUS
MaJ0YKOBUAHBIX TejJell TMpU HEeMaJMHOBOM MUOMNATUU
OKPACKU TeMaTOKCWIMHOM U 03MHOM MOXET OBITh HE-
JIOCTAaTOYHO. B 3TOM cilydyae Ha CBETOMUKPOCKOMUYECKOM

yYpOBHE Topa3no MHGOPMaTUBHEE OKa3bIBAETCSI MOIUGU-
LupoBaHHbI MeToa Tomopu wian okpacka ocgopHo-
BOJIb(hpaMOBOIi KUCIOTOW U 203MHOM. OKOHYATEIbHO
HaJIMYue HEMaJMHOBBIX TeJell TOATBEPXAaeTCs TIpU
3JIEKTPOHHOW MUKPOCKOTTUM.

[Mpu BpoXIeHHO MUOTIATUM C AUCTIPOTIOPIIUEH TH-
OB BOJIOKOH Ha CBETOBOM YPOBHE OTMEYaeTcs mpeodia-
JlaHVe MBIIIIEYHBIX BOJIOKOH | THTIa yMEHBIIIEHHOTO pa3-
Mepa MPU OTHOCUTENBHO OOJIBIIMX pa3Mepax BOJIOKOH
II Tuna, mo3TOMy AMarHOCTUKa 3TOro 3abojieBaHUS He-
BO3MOXHa 0€3 TMCTOXMMUYECKOTO aHAJIM3a MBIIIEYHBIX
BOJIOKOH Pa3JIMYHOrO TUIIA.

ITpu Gone3HU «LIEHTPATBHOTO CTEPKHS» U MPHU 00JIe3-
HM «MHOXKECTBEHHBIX CTEp>KHEW» HamboJjee pacrpocTpa-
HEHHBII METOJ TUCTOXMMUUYECKON TUarHOCTUKY fedekTa —
BBISIBJIEHNE aKTUBHOCTU MUTOXOH/IPUATBHBIX (DEPMEHTOBR:
HUKOTMHaMWJIaNeHUHANHYKIIeoTuadocharaernaporeHa-
3p1 (HAOH), cykumnHataeruaporenassl (CHAI), uutoxpo-
Mokcunassl (ILIO) u np. DTO CBSI3aHO € TEM, UTO B 30HAX
CTepXXHEW B TIEPBYIO OUepe/ib CTPANaeT aKTUBHOCTh MU-
TOXOHJIPUIA, 32 KOTOPOW CIEAyeT NECTPYKLUS CAMUX MUO-
¢ubpui. M xots yKazaHHble 3a00JIeBaHUSI HE TIPUHSITO
OTHOCUTH K TPYTITe MUTOXOHIPUATBHBIX O0JIe3HE, BhIIIIe-
TIpUBENIEHHbIE TaHHbIE CBUIIETEIBCTBYIOT KAK MUHUMYM 00
aKTyaJIbHOCTU M3yYeHMS] MUTOXOHIPUAIbHBIX U3MEHEHMI
Mpu OOJIEBHN <«IIEHTPAJIBHOTO CTEPXHS» M MHOTOCTEPXK-
HeBoii muonatuu [20]. TTogpoOGHBIX ONMKMCaHUA MUTOXOH-
JPUATTbHBIX TUCHYHKIIUI U YIBTPACTPYKTYPHI TIPU APYTUX
(hopmax cTpyKTypHBIX MUOTIATUIA B JIUTEPATYpE HE TIPUBO-
JIUTCSI, XOTSI OTMEYAEeTCsl OTIpe/ie/IeHHAsI TIOTYJISIPHOCTh AM-
IIUPUYECKON 3HEPrOTPOINHOW Teparuu, BO3ACUCTBYIOLLIECH
Ha MUTOXOH/IPUAJIbHYIO aKTUBHOCTb, UTO U aKTyaJIU3NPYET,
Ha Halll B3IJISII, M3y4eHNe MUTOXOHIPUATBHOU MTUChYHK-
LUK HE TOJIBKO MPU 0OJIE3HU «IIEHTPATLHOTO CTEPXKHSI» , HO
Y TIpY BCEI TPYTINEe CTPYKTYPHBIX MUOTIATHUIA.

B 1963 ., xorna BrepBbie Obl1a OOHAPYXXEHA MUTO-
xonapuanbHag JJHK, W.K. Engel u G.G. Cunningham
[21] onmucanu cBoeoOpa3Hble M3MEHEHUS MBIIIEYHBIX
BOJIOKOH, TIOJIyYMBIIIME Ha3BaHWE «PBaHbIe» WM «Ile-
poxoBaTble KpacHbIe BoJIoKHa» (raggedredfibers — RRF)
n3-3a CHeuMUIEecKoil CTPYKTypbl TMPH OKpacke IO
Mmetony lomopu. Beulo moka3aHo, 4yTo OOpa3oBaHUE
RRF ob6ycnosieno nponudepaiveii aHOMaJabHbIX MU-
TOXOHIPUW B MBIIIIAX, TpUYeM 3TOT (DEHOMEH ObLIT
Ype3BBIYAWHO XapaKTepeH IJIsi BCe OOJBbIIEro MHOXe-
CTBa OMMCHIBAEMBIX MUTOXOHIPUATBHBIX 3a00JIeBaHMIA.
IMocnenytomue roasl 03HAMEHOBAJIUCH OTKPHITUEM Ta-
KOTO KOJMYECTBA HO30JOTUYECKUX (DOPM, CBSI3aHHBIX
¢ nedeKTaMu MUTOXOHIPUATLHOTO TeHOMA, YTO 3TO Ja-
JI0O OCHOBaHUWE BBIACIUTH MUTOXOHAPHUAIbHBIE 00IE3HU
B CAMOCTOSITEJIBHYIO TPYIIITY.

[nst peileHWs BOTIpoca O TIEPBUYHOCTUA WU BTO-
PUYHOCTH MUTOXOHAPUAJILHOTO TIOpaxkeHusl OoJiee Cy-
IIECTBEHHA, XOTS W BCE PABHO HENOCTAaTOYHA, OLICHKA
aOCOJTIOTHBIX M OTHOCUTEJbHBIX XapaKTePUCTUK THCTO-
XUMUYECKOTO pacrpeneieHus] aKTUBHOCTU MUTOXOH-
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JIpUabHBIX (PEPMEHTOB, B MEPBYIO OYEpPEdb LIMTOXPOM
c-okcuaasbl. B Tom ciydae, Korma omnpenensieTcss CHU-
XXKE€HUEe aKTUBHOCTH 3TOro (pepMeHTa MpU COXPAHHOM aK-
tuBHOCTU CIT, a ocobeHHOo Hammuue [1O-oTpuLateabHbIX
u CHAI-nonoxurenbHbix RRE peub, ckopee Bcero, uaer
0 HAJIMYMHU ITyJIa MUTOXOHAPUIA C Ne(PeKTHOM aKTUBHOCTBIO
LIMTOXPOM C-OKCUIA3bI (2 HE O CHIDKEHUM KOJIMYECTBa Ca-
MUX MUATOXOHApUIT). [TOCKOJIBKY 4acTh T€HOB, KOOUPYIO-
IIKUX [IUTOXPOM C-OKCHJA3y, PacrojaraeTcs B pa3iudHbIX
yuactkax mutoxoHapuaibHor JHK (mtIHK), myrauuu
mt/IHK B aTux ciaydasx (0coOEHHO KpPYITHBIE NEIELUU)
MOXHO TMpeanosiaraTb ¢ OOJBUION CTENEHBIO BEPOSITHO-
ctu. Ho, maxe ucxodsh U3 YKWCTO TEOPETUYECKUX MPEd-
CTaBJICHUI, TMEPBUYHOCTh MUTOXOHAPUATIBHBIX Hapyllle-
HUIl B 3TUX Cily4yasiX Hejb3s cuutaTh 100 % moka3aHHOIA,
KaK U3-3a HAIMYUS SIEPHBIX TEHOB, TaKXKe KOMUPYIOIINX
LIMTOXPOM C-OKCHAA3Y, TaK U U3-3a2 BO3MOXHOCTH BTOPUY-
HBIX UBMEHEHUI aKTUBHOCTU 3TOTO (hepMeHTA.

Bce BhlleckazaHHOE, a TAKXKE MPEACTaBICHUE O TOM,
yto RRF 06HapyxuBaoTCs B JOCTATOYHOM [IJIsI AMarHo3a
(6onee 5 %) KoaMUeCTBE HE BO BCEX CIIydasix UCTUHHOM
MUTOXOHAPUAIbHON HemocTaTouHocTu [22, 23], cBuue-
TEJBCTBYET O HEOOXOMUMOCTU OCTOPOXHON TPaKTOBKU
JaHHBIX O Haauuuu uiau otcyrctBuM RRF B ToM unun
vHOM Ouornrare. boJjiee moapoOGHO Bompoc o mpoaudepa-
MU MUTOXOHApU u 3HaueHun RRF paccmMoTpeH Hamu
B OTHEJIbHBIX paboTax [24—26].

BaxHedmmm JOCTUXKEHUEM CTaI0 BHEAPEHUE UMMY-
HOTMCTOXMMWYECKUX METOMIOB BBISIBJIEHUSI B MBIIIIIIAX MO-
paxkeHHbIX 6e1KOoB. 51 rpynmbl BPOXACHHBIX MUONATUNA
3TO aKTyaJIbHO B TIEPBYIO OYEPEb C TOUKY 3PEHUS BBISIBIIE-
HUS Pa3IMYHBIX (DOPM BPOXKIEHHBIX MUOAUCTPOPUIi, CBSI-
3aHHBIX C MOPaXEHUEM MepOo3uHa (JlaMUHUHA aibda-2)
MpU MEPO3UHOMNATUSIX, KojutareHa VI ripu muoauctpoduu
Vabpuxa, hykyrrHa rnpu Muoguctpodrnt OyKyssMbl 1 ip.

Crenyet OTMETUTD, YTO MHOTHE BTOPUYHBIE MOP(O-
JIOTUYECKUE W3MEHEHUS TMPU BPOXIECHHBIX MUOMATUSX
MaJIO BBIPAXEHBI y TPYAHBIX NETEH, YTO MOXKET MPUBO-
JIUTh K HEAOCTAaTOYHOU MH(POPMATUBHOCTU MOP(OIOTHU-
yeckoro aHanu3za. [loaToMy MBI cuMTaeM, 4YTO OUOTCHUIO
MBIIIL] y AeTeil paHHEro BO3pacTa CjeayeT MPOBOAUTH
TOJIbKO MPU HATMYUU ONITUMAJIBHOTO Habopa UMMYHOT U -
CTOXMMUYECKUX MapKEPOB.

3aknoyeHue

BpoxneHHbIe MMOTIATUU — TTOHATHE, MO KOTOPHIM
CKpBIBAeTCSI OrPOMHasi Tpymra 3aboiieBaHUil, WCTHH-
HBIe pa3Mepbl KOTOPOU MBI ellle cebe Mo-HACTOSIIEMY He
npenctapisieM. K koHity XX Beka BbIIAIONIMECS TOCTU-
SKEHUST MOJIEKYJISIPHOM Y KIIMHUYECKOM TeHEeTUKU TIPUBE-

JIA K TOMY, YTO T€TEPOTEeHHOCTh 3TUX CPABHUTEIBHO MaJIO
KJIMHUYECKU PA3TUYMMBIX 3a00JI€BaHUIl cTaja He Mpo-
cTo oueBUAHON. KOMM4ecTBO BbIIEIEHHBIX HO30JI0THYE-
CKUX (DOPM C MOCTeHe YeTBepTH MUHYBIIIETO CTOJIETHS
U BIUJIOTH JI0 CETOMHSIIITHETO JHS HApacTajo M HapacTaeT
B OyKBaJIbHOM CMBbIC/IE c/ioBa KaTacTpoduuecku. Ilepen
5THM BaJIOM HOBBIX Ha3BaHUM, OTpee/IeHUi, TeHeThYe-
CKUX JETEPMUHAHT U TTATOTEHETUYECKMX CXEM, BO3MOX-
HoCTel QYHKIIMOHATLHOM 1 Ta00PaTOPHOI TMarHOCTUKY
TEpSIETCS TTOIABIISIONIEE YMUCIIO HEe TOJIbKO HEOHATOJIOTOB
U TIeUaTPOB, HO JaKe U HEBPOJIOTOB. B TO ke BpeMst aTu-
OTaTOTEeHETUYECKUI Y TUarHOCTUYECKUIA OyM B TEOPETH -
YECKOM MUOJIOTUM 00ECKYpakKMBaIOIle HE COOTBETCTBYET
10 CYTU JiejIa XKaJTKUM BO3MOXHOCTSIM JiedeHusi. M1 ato
HECOOTBETCTBME TICUXOJIOTMUECKN OOOCHOBBIBAET CaMO-
orpaBaHue Bpaya, Jaxe U He MbITAIOIErocs: pa3ouparTh-
Csl BO BCE HOBBIX M HOBBIX TEHETUYECKU TeTEPOTEHHBIX,
HO KJIMHUYECKU CXOIHBIX 3a00JIeBaHUSIX, TPAAULIMOHHO
COTTPOBOXMAIOIIMXCSI E€AUHBIMA M OECKOHEYHO TIpU-
MUTUBHBIMU aJITOPUTMaMu JjiedeHus. M Bce ke ycrexu
HayKW, B TIEPBYIO OYepelb MOJIEKYISIPHOW MEIUIIMHBI,
Bce 0oJjiee 3aMETHBIE B COCEIHUX OOJIACTSIX, 3aCTaBJISIOT
CO Bce OCJIBIIIUM TPETIETOM OXUIATh MOIOOHOTO U B 00-
JIACTU HEPBHO-MBIIIIEUHBIX 3a00JIEBAaHUI, a CIIEIOBATEIb-
HO, U TIOJIHUMATh BOTIPOC O HEOOXOJMMOCTH aKTUBHOTO
pacrpocTpaHeHUsI 3HAHUN O HUX W TIPUBJICUEHUS] CaMbIX
IUPOKMX MCCIIeN0BATEICKUX KPYTOB K IpaMaTUIeCKUM
npobjieMaM MUOJIOTUH.

HuddepeHunanbHas IMaTHOCTUKA BPOXIEHHBIX MU -
omnaTuii CTaHOBUTCS KpaliHe akTyaibHOU. DakTnueckas
«HEBBISIBJICHHOCTh» TOYHOTO IMAarHO3a Y O0JIBIIIOr0 Yucia
OOJIbHBIX B JIIOOOII MOMEHT MOXET 00EepHYThCS MpoodIie-
MOI OTCYTCTBUSI COOTBETCTBYIOIIMX MAIEHTOB TIPU TO-
SIBJICHUU HOBBIX BUIOB JieUeHUsI. SIpKUM TIPUMEPOM MO-
KET CIY>KUTh CUTyallvsl, CJIOKUBIIIASICS B HAIlel cTpaHe
(Kak, BIpo4eM, U BO MHOTHUX JPYTUX CTPaHax) C TJIMKOTe-
Ho3oMm II tuna (6osiesnwto ITommne). Pazpadborka apdpex-
TUBHOTO CITOCO0a JIeUeHUS OCTPO MOCTaBUIA Ha IOBECTKY
JTHSI BOTIPOC O BBISIBJIEHUY OOJIbHBIX 3TUM 3a00JIEBaHUEM,
4acToTa KOTOpOro Moxet aoxoauts a0 1:40 000 [27]. On-
HaKo, TI0 HAlllUM CBEIEHUSIM, HA MOMEHT TTpeIOCTaBIIe-
HUST HACTOSIILIEN CTAaThU B TTeYaTh YUCJIO POCCUNCKUX TTa-
LIMEHTOB C COOTBETCTBYIOIIMM TUAarHO30M MOXHO OBLIO
TepecUYmTaTh 1Mo naybiiaM. Takasi e KapTUHa MOXET CJI0-
KUTBHCS B OTHOCUTEIHBHO HEAAJIEKOM OYIyIIieM CO MHOTHU-
MM MOHOT€HHBIMU, B TOM YMCJI€ HEPBHO-MBIIIEYHBIMU,
3a0osieBaHUsIMU. TakKM 00pa3oM, pa3BUTUE METOAOB UX
nudbepeHIMaTbHON TUaTHOCTUKMU SIBJSIETCS aOCOTIOTHO
HEOOXOJMMBIM YCJIOBUEM COOTBETCTBUSI Halllelt MEIMIIU -
HBI COBPEMEHHBIM BO3MOXHOCTSIM JICUEHMS.
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