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Beenenue

[TosicHO-KOHEUYHOCTHAsA MBIIIeYHasT OUCTpodust 2A
tuna (ITKM/I2A) — ayTocOMHO-peliecCCUBHOE HACTIENCT-
BEHHOE 3a00J1eBaH1E, BXOAIIEe B TETEPOTEeHHYIO TPYIIITy
KJIMHUYECKU MOTUMOP(MHBIX T€HETUYECKUX MBIIIEYHBIX
0oJsie3HEe C MPEeUMYIIECTBEHHBIM IMOPaXXEHUEM MBIIIL]
Ta30BOro 1 1iaedeBoro nosicoB. [IKM2A — camoe yactoe
COCTOSTHUE M3 00CYXIaeMbIX (pOpM C ayTOCOMHO-peliec-
CUBHBIM TUTIOM HacjienoBaHus [1]. 3aboneBaHue xa-
pakTepusyeTcs HecTieuDUIECKUMU KaJT00aMU U CUM-
NTOMaMU C pa3BUTUEM MEMJIEHHO U HEYKJIOHHO
MPOrpeccupyroieil cnaboctu MPOKCUMATBHBIX MBIIIIL.
JlonoaHUTeIbHbIE UCCIeT0BAHNS OOHAPYXKUBAIOT BBICO-
KO€ cofiepXaHue ChIBOPOTOUYHOI KpeaTUHUH(DOCHOKHA-
3bI (KD®K) 1 TepBUYHO-MBIIIIEYHBIN YPOBEHD MOPASKECHUST
10 AaHHBIM 37eKTpoMuorpadudeckoro (OMI') uccneno-
BaHUsI UTOJBYATBIMU AsiekTpogamu (MOMTI). HecmoTpst
Ha TOCTYITHOCTb METOJIOB FeHETUYECKOTO aHAIN3a, Juar-

HOo3 [TKMJI2A 4acTo BbI3bIBAE€T OMpPEAEIeHHbIE CTOXKHO-
CTU M YCTaHaBJIMBAETCs ¢ 3aAepXKoii. B mepBylo ouepenb
3TO CBS3aHO C MOJUMOPGU3MOM U HecTelU(PUIHOCTbIO
CHMIITOMOB, a TAaK3Ke HEJOCTaTOYHOM HACTOPOXKEHHOCTBIO
HEBPOJIOrOB B OTHOLLIEHUU JAHHOM MaTOJOrMu, OCOOEHHO
y JIMII CTapIIero Bo3pacTa. DTO MPUBOIUT K 3aIepKKe
MOCTaHOBKM MPaBUJIBLHOTO IMAarHo3a Ha rojibl.

DTHOJIOT S, TTaTOTeHE3, KIMHNYECKNE OCOOEHHOCTH,
NUArHOCTUYECKU 1 auddepeHImalIbHO-IMarHOCTUYe-
ckuit aaroputMbel ITKMJI2A 11oapoOHO OCBEIICHBI B 00-
30pe JiTepaTypsl (cM. ¢. 25). Hike nipeacrasieHo Ha0mo-
neHue nauueHTku ¢ ITKMJI2A.

Knuhuyeckoe Habniopenue

Ilayuenmka 3., 33 nrem, oopamunace ¢ Hayuno-noau-
Kaunuueckoe omoenenue CI'BHY «Hayunviii yenmp Heepo-
spoeuuw» (HIIH) ¢ acarobamu Ha caabocms 6 pykax u Ho2ax,
npeuMyuecmeeHHo 6 NPOKCUMAanbibix omaoenrax. Habawoda-
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AuUch mpyoHocmu npu xoovbe, nodseme no recmuuye u yoep-
JHcanuu npeomemos Ha eecy, 604U no x00y NO360HOUHUKA,
«pazd0AMaHHOCMb» Ma300e0peHHbIX U KOAEHHbIX CYCMAB08,
ObICMPYIO YIMOMASLEMOCb.

Anamues 3ab6onesanus. B éospacme 27—28 nem enepsvie
OMMemuAa, Ymo cmana Obicmpo ycmaeams npu beee, nos6u-
A0Ch OUYUjeHUe «MANCeCMU 8 HO2aX», Nepuoou1ecku — 601b
6 nosichuue. Hapywenus konebaruce no evipajicenHocmiu,
HO NOAHOCMbIO He npoxoduu, yepes 2 200a OMMemuAa 4acmole
CHOMbIKAHUSL NPpU X00bbe, Hoeu Nepuoouvecku noo2udalucsy
8 KoneHsix. B nocaednue 2 200a nocmenenno npoepeccupogana
crabocms 6 Hoeax, @ 0CHOBHOM 6 bedpax, He Mo2aa 00420 CMo-
amb, mpeb08anacs 0NOpPa Ha pyKu ¢ HaKAOHOM eneped, ycma-
sana npu nodseme no aecmuuye. Mzmenunace noxooka, Ha4a-
4G  X00UmMb NPeUMyUWecmeeHHo HaA HOCKAX, 6 C8s3U
¢ YeM 0MKAa3anacs Om HouwleHust 00y8u Ha NAOCKOL nodoulee.
B meuenue nocaednezo eoda ommemuna caabocms u 8 pykax:
¢ mpyodom nooHumMaem u yoepicugaem npeomemyl Ha 6blMsHy-
moil pyKe, ycmaem npu pac4ecbl8anull 8040C U Cyulke gheHoM.
Heoonokpamno obpawanace Kk Hegpoa0eam no mecmy icu-
menscmea, Habadarack ¢ QUAzHO3aMU: 8e2emococyoucmas
OUCMOHUsL, 0CMEOXOHOPO3 NO360HOYHUKA, CKOAUO3, ACIEeHU-
ueckuil cunopom. B 2012 2. obpawanace Kk ManyanrbHomy me-
panesmy, nposedeHHoe AeHeHue UMeno Kpamrko8peMeHHbli
cyOseKkmueHbLil noaoxcumenvrulil 3gpgexm. B 2013 e. npu no-
B8MOPHOM NOCEUeHUU MAHYAAbHORO MePAnesma OH 6nepeble
00pamun HUMAHUe HA U3MeHeHUe NOXOOKU U PeKOMeHO08aN
nayuexnmie onsims oopamumaucs K Hegpoaoey. B mapme 2014 e.
Haxodunacw 6 bonvruye Mockebt, 20e bviaa obcredosarna. buvi-
AU NOAYHEHbL CAe0yIoulle Pe3yAbmambl:

* 00Ul AHAAU3 KPOBU U MOUU, 20PMOHbL UUMOBUOHOI
Jcenesvl — 6e3 namonoeuu; anaiusvl Ha BUY, RW, eenamu-
mot B u C — ompuyamensHole;

* OUOXUMUMECKUL AHAAU3 KPOBU: NOBbIUEHUE NeHeHO -
HbIX epmenmos acnapmamamunompancgepazvl (ACT)
u aranunamurnomparcgepasvt (AJIT) oo 98 u 85 Ed/a coom-
semcmeenHo (npu Hopme do 35 Ed/n); ocmanvHble nokasa-
meau — 6 npedenax Hopmut. Codepucanue KOK He uccaedo-
8a10Ch;

* agekmpokapouoepadus, y1ompaszeyKoeas 0Onniepo-
epaghusi, sxo3Hyepanroepapus, snekmposnyeparoepapus,
CYMOYHOe MOHUMOPUPOBAHUE aApMepUanIbHo20 0aeAeHUs
U X0NMePo8CKoe MOHUMOPUpPoBanue: 6e3 namoaoU; IX0Kap-
duoepaghusi: nposanc MUMpaNbHO20 KAANAHa 00 4 mm;

* MaeHumHo-pesonaucHas momoepagus (MPT) weiino-
20 U NOSCHUYHO-KPECMU08020 0MOeA08 NO360HOYHUKA: HA-
YanbHble NPOABAEHUS OCIMEOXOHOPO3a ¢ OMCYMCmEUuem Ko-
PeUK0BOl KoMIpeccull, NPU3HaKu YymoaujeHus KOHeuHOU
HUMU KOHCK020 X60ocma,

* MPT 20106H020 M032a: 6e3 ocobenHocmell.

Ilpu svinucke 6vin nocmaenen OUACHO3: XPOHUHECKAs.
6epmebpoceHHas 00pconamust WeliHo20 U epyoH020 0moen08
noseonounuka. Comamoghopmuas OUcyHKUus ecemamue-
HOUl Hep8HOIL cucmeMmbl. AcmeHo-UnoXoHOpu1eckull CUHOPOM.
B c6s3u ¢ 0uesUOHbIM NPOKCUMANBHBIM MEMPAnape3om Obia0
pexomerndosano IMI-o6credosanue 045 UCKAIOUEHUS nep-

Puc. 1. [layuenmra 3.: ampogusa mwiuy, naevesoeo nosca, KpbiioguoHvle
AONAMKU; BO3MONCHOCHb YOSPIUCAHUS PYK 8 20PU3OHMANLHOM HONONCCHUU —
KAUHUMECKU CAa00Cmb Mblull, nAe4e6020 nosica 0o 3 6arnoe

BUHHO-MblUUeUH020 hopadcenus. uUIMT svisguna eenepanuso-
8aHHOE CHUDICeHUe cpedHell OAUMeNbHOCMU U AMIAUMYObL
nomenyuanos dsueamenvrvix edunuy (IIAE), yseauuenue
uycaa noaupasHbix NOMEHYUAN08, HA OCHOBAHUU Ye20 Obli
npednonodicen NepeUuHO-MblUeUHbI YPOBEHb NOPAICEHUS.
Tlauyuenmka nanpassena OI'BHY HI[H oas ymounenus
duaenosa.

O6wuit ocmomp: acmeHu4eckK020 meaocA0NCeHusl; KOH-
MPAKmMypol AXUAN0BbIX CYXONUCUAULL; 2UNEPAOPAO3 NOSICHUMHO-
20 omodena, KUughockoauos,; KpvliosuoHsle ronamiu (puc. 1).

Hespoaoeuueckuii cmamyc. Bvicuiue kopkosvie (hyHKUuU
coomeemcmayiom @ospacmy. MeHuneearbHbiX 3HAKO8 Hem.
Yepennvie Hepaovl — 6e3 namonoeuu. Cuna MUMUHECKUX Mbliul,
He uzMeHena. Bsavlii npokcumManbHulil mempanapes co CHU-
JHCeHUeM CUNbl 8 NPOKCUMANbHBIX 0mdeaax pyk 00 3 6ai108;
6 Hoeax — 00 2—2,5 banna; 6 KUCMAX U CIMONAX CUAA MblUY
00 4—5 6annoe. Ommeuenvi OMHOCUMENbHO OOAbULAS BOBE-
YeHHOCMb 08Y21ABbIX MblULY, NAeHe8020 nosica u bedep, oudgh-
@y3Hasn molweunas eunomonus. He cmoum na namiax, xooum
Ha Hockax. [Ipu nodseme ¢ KOpmouek u co cmyaa ucnons3yem
npuemst losepca. [lcesdoeunepmpoghus ramepanbHbix 201080K
uemulpexenasguix Muliuy, 6edep U UKPOHOICHBIX MbLULY; 2UNO-
mpoghust 08yenaswvix mululy nie4esoeo nosica u 6edep, medu-
ANBHBIX 20/1080K UKPOHONUCHBIX Mbluy, (puc. 2). CyxodcunbHole
pecpaercol dugghysno crudicerst. ITloxooka no muny «<ymuHoi».
YyecmeumenvHvlx U KOOPOUHAMOPHLIX HAPYUWIEHUI Hem.
DyHKUUU MA308bIX 0P2AHO8 KOHMPOAUDYEM.

IIpu ymounenuu anamue3a HCU3HU Bbis8UAOCD: NAYUEH-
MKa poounacs 8 Cpok 8 pe3ynbmame HOPMAAIbHO NPOMEKAG-
weit 6epemenHocmu, no wikane Aneap 9/9. Pannee pazgumue
COOMBEemMCcmMen8and NoaAy U 603pacmy: 0Obila NOOBUICHOL
U aKmueHoll, (PU3KyAbmypoll 3aHUMANAch 8 0duell epynne.
Obpawano HUMAHUE «CNOPMUBHOE» CAONCEHUE MbLULY HO2:
«Kpenkue» 204eHu u bedpa Ha pore acmeHu4ecKoll KOHCMu-
myuuu. B demcmee Oviau mpyonocmu npu nodéope odyeu:
8bICOKUE Canoeu He 3aCMe2UBanicb Ha c0AeHsX. 3aKoHuura
nedaeoeuueckoe yuuaue, pabomaem gocnumamenem 6 0em-
ckom cady. M3 conymemayoujux 3a001e6aHUI — NOAUKUCMO3
AUYHUKOB, NO NOBOOY He20 NepeHecaa NOGMOPHbIEe De3eK Ul
npasoeo AudHUKA, yoarerue neeoeo auyHuka ¢ 2004 e.

Hacaedcmeennoui anamues. Pooumenu u poocmeeHHuKu
nayueHmKU npaKkmuvecku 300pogol, JHcaa00 Ha uzmMeHeHue
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a 7] a
7]

Puc. 2. [layuenmxa 3.: a — eunep-

10p003 NOSCHUYHO20 omdead, a, 6 —

ncegdocunepmpodhusi AGmMepaIbHbIxX

20/1060K Hemblpexeaagulx Mbululy
Oedep u UKPOHOICHBIX MbIULY, 2UNO- 6

mpoghus 08yenageix muluiy nieyeil
u Oedep, mMeoUANbHBIX 204080K
UKDPOHOJICHBIX MbLULY; KOHMPAKMYypa
AXUAN0BBIX CYXONCUNUL — HE MO-
Jcem cmosims HA NOAHOU cmone
€ 0NOpOIl HA NAMKY

NOX00KU U cAabOCMb MblullY, KOHeYHOCTell He NPedssiéasion;
8 KposHomM podcmee He cocmoam. Céedenuil 0 HaAU4UU HA-
cnedcmeennbix 60ne3Hell 8 ceMbsIX OMmuya U mamepu Hem.
Sensiemes eQuHcmeeHHbIM pebeHKOM 6 ceMbe, umeem 004b
12 nem om HopmanvHo npomexasuieli 6epemeHHOCMU U POO08.
B®IBFHY HIIH Ha ochosanuu KAUHUKO-AHAMHECIUYe-
CKUX OaHHbIX Oblaa 3anodospera Hacaedcmeennas [TKMI
C AQYMOCOMHO-PeyeccuHbIM MUnom Hacaredosanusi. Pexomen-
006aHbI 0ONOAHUMENbHOE 00CAe008aHUe: AHAAU3 KPOBU HA 00-
wyro gpaxyuio coteopomouroii KOK, MPT mbiuiy KoHeuHo-
cmeil, a makdce KoHcyrbmauyus ¢ Meduko-eenemuueckom
Hayunom uenmpe PAMH oas ymounenus muna IIKMJI.

Puc. 3. MPT mviuy mynroguuja u koneunocmetii nayuenmku 3. (aKcuanvHas
npoekyus): a — MPT mviuy 6edpa. [Ipeumyuecmeennvie decenepamughoie
usmeHenus 08yenagulx moiuly, 6edep (4 cmenenv no wikase Mercuri); 6 —
MPT moiuy eonenei. Ilpeumyujecmeennas decenepayus MeouaIbHblX 2010~
80K UKPOHOJCHbIX Mbluy, (4 cmenens no wikane deeenepayuu Mercuri);
6 —M PT napacnunanvHoix moluiy, U Muluy, naevegoeo nosca. Ilpeumywecm-
6eHHas OeceHepayus 08Yena8biX Mbliuy naeya (2 cmenens no wikane deee-
Hepayuu Mercuri).

Tadmuua 1. lllkara cmenenu decenepayuu mvlueuHol mxaru, gviaeasemoil npu ouenke MPT moiuy (Mercuri, 2002)

0 HopmanbHasi MblllIeuHasi TKaHb

MP-curnana

HauvanbHbie TIPOABJICHUA Q)CHOMCHa «U3bEJACHHBIX MOJIbIO» MBILLIEYHBIX BOJOKOH C HEOOJIbILIMMU ydyaCTKaMU IMOBBIILICHHOIO

HO3I[HI/I€ TIPOABJICHUS (beHOMeHa «M3BEACHHBIX MOJIbIO» MBILIEYHBIX BOJIOKOH C MHOTOYUCIIEHHBIMU OTACIbHBIMHU Yy4YaCTKaMU

2% MOBbIIIEHHOT0 M P-curHata, HaYMHAIOIIMMI CIIMBAThCS, ¢ BoBIeueHeM 10 30 % oObeMa UCCIeayeMOil MBIIIIIBI

% [Mosanue nposiBieHus1 heHOMEHA «U3beIEHHBIX MOJIbIO» MBIIIECYHBIX BOJJOKOH C MHOTOYMCIEHHBIMU OTIETbHBIMU y9aCTKAMU
MOBBIIIIEHHOr0 M P-curHasia, HaYMHAIOIIUMHE CJIMBAThCs, ¢ BoBieueHreM ot 30 10 60 % o6bemMa McciieyeMOi MBITIIIIBI

3 [MosiBIIeHIE Pa3MBITOCTH M HEYETKOCTH U3-3a CIIMSIHUS He MeHee 3 obJiacteid B 1 Mbliiiie ¢ moBeinienrneM MP-curHama

4 TMocnentsist cranusi Aerpafaliy MbILIEYHOM TKaHH, 3aMELIEHUE ee COSIMHUTETLHOMN 1 XKUPOBOM TKAHBIO, C MOBBILIEHHBIM

MP-cUrHAIOM, TIPX 3TOM PasIMIMMbI KOJIblia (hacikii 1 HEPBHO-COCYIUCTHIE MYYKU
|



Knunuueckuii pazoop

HepBHo-MbileYHbIe
BOJNIE3HH

Ta6auua 2. Pezyavmamet snekmpomuoepaguueckoeo uccredosanus nayuenmsu 3., 33 nem

Yucno 3apeructpupoBaHHbix [T1E

Cpennsst mmutenbHocTb [TIE, Mc 7,6

Min — max, mMc 3,0—-10,6
% OTKJIOHEHUSI OT BO3PACTHOI HOPMBI® -29
Cpennsis amnautyna I[MIE, mxB 271
min—max, MKB 90,8—897
Monudbasus, % 10
CrioHTaHHast aKTUBHOCTh IS G

I1OB +

4,9 11,7
4,2-6.9) 9,7— 14,1 -

-53 +6

171 1063 a
51,9-379 409-2103

50 35 -
OB + - OB +

Ilpumenanue. I1J[E — nomenyuansv dsueamenvhvix edunuy; 11D — nomenyuanvr puopusnayuii; [I0B — nosoxcumenvhvie ocmpowie 6oanvl. * B nopme

cocmaensem +12 %.

B pezyrvmame ambyramopHoeo ob6caedoganus gvisigne-
HOo nosvltuierue yposHs KDPK do 4232 Ed/a (npu Hopme
do 170 Ed/a).

MPT motuy HuxcHux u eepxuux Koneunocmeii (1,5 Tn)
6 peucumax TI1-SE u STIR (cm. puc. 3, maba. 1): npeumy-
wecmeenHoe nopajceHue 3adHeil epynnel Mbvludy Oedep
(m. biceps femoris, m. semimembranosus, m. semitendinosus
u mm. adductores) no wkane decenepauuu 0o 4 6ann06
u mvluy 20newell (m. gastrocnemicus cap. med. u m. soleus)
0o 4 6annoe, a maxice nopaxcenue napasepmedPaNbHbIX
Mbluiy, cnunbl (2 6aa1a) u 08y21asbix Molull, NAe4e8020 Nosca
(2 6anna). Ha ochosanue npeumyuecmeeHHo2o pacnpeoene-
HUs nopaxcerust mviuiy, npeononoxcena IIKMJI, ceszannas
¢ eeHemu4ecKuM 0epeKmom KarbnauHna uiu oucpepauna.

B Meduko-eenemuueckom Hayurnom yenmpe PAMH 6bi-
noaneno [HK-uccredosanue naubonee uacmo ecmpeuaro-
wuxcs mymayuii 6 eene CAPN3. Obuapyycena mymauus
¢. 550delA 6 eemepozucomuom cocmosinuu. Podumenu nayu-
EHMKU OM MeOUKO-2eHemUHecK0e0 00CAe008aHUsL OMKA3ANUCY.

Ilayuenmia 6vina eocnumanuszuposana 6 PIbHY HI[H
01151 0000CA€008aHUS U NPOBEOeHUs. KYPCa Memadboau4ecKol
mepanuu 8 ycaosusx cmayuonapa. boiiu naznavenst panee
He nposoduguiuecs 00Cc1e008aHUs U NOAYHEHbl CAedyioujue
pe3yasmamal:

* aneKmpoaumst Kposu: Kaauil 4,7 mmonv/n (Hopma
3,5—5,1 mmonv/n), nampuii 138 mmons/n (Hopma 136—
145 mmonv/n);

* (yHKYUs 6HeWHe20 ObIXAHUS: NHCUBHEHHAS] eMKOCMb
aneexux (XKEJ) — 3,49 2, KEJI/0oancnas 2KEJI — 95 %
(Hopma);

* KOHCYAbMayus Helponcuxon02a: He3HauumenbHo CHU-
JHCEHA YCMOUMUBOCIb AKMUBHO20 (NPOU3B0NbHOR0) BHUMAHUS
CO CKAOHHOCHbIO K UCIOWAeMOCIU NPU Y8eAUMeHUU Hacpy-
30K HA YMCMBEHHYIO 0esImMeAbHOCb.

Ilosmopro nposedena uDdMI Oenvmoudnoil Moliuibl
cnesa, 08y2nagoil Mblulybl Nae4a creed, AamepanbHoil 20106~
KU uemulpexenaeoil Muliuubl bedpa caesa u 08y2nasoil Mblullbl
bedpa caeea. BoisigaeHo eeHepanu306aHHOe NePEUYHO-MblLUeH -
Hoe nopadicerue. OmmeueHo, Ymo namosocudecKue usmeHe-
Hus napamempog ILIE 6 eude cHudicenuss cpedHux eeautun
UX OAUMEeNbHOCMU U AMAAUMYO0 MAKCUMAAbHO U3MEHEeHbl

Puc. 4. [Tomenyuansl 0sueamenvhovix eOuHUL, 1€60L 0eAbMOBUOHOLU MblULLbL
nayuenmku 3., 33 nem (napamemput [IJE — cm. maba. 2)

6 08yenasoll mbluuye naewa u 08y2nasoil mwvluiye Oedpa.
Bo ecex uccaedosantbix mbluyax Oviaa 3apecucmpuposana
CHOHMAHHASI AKMUBHOCb, NPEUMYUECIBEHHO NOA0NCUMENb-
Hble ocmpble G0AHbI YMEPeHHOU @bipadiceHHocmu (maba. 2,
puc. 4).

Ilposodunoce neuenue: yumogaaéurn u L-xapHumun
BHYMPUBEHHO (8/8) KANeAbHO, KOMOUNENeH BHYMPUBLLUEHHO,
eHympo epanoakcut. IIpogeden Kypc maccasica u nocmu3o-
Mempuueckoll peaakcauuu, revebnas uskyromypa (JIDPK).
Ha gpone nposedennoii memaboruueckoi mepanuu Omme4eHo
cHuocerue ypoeus ooueti KOK 6 4 paza (do 915 Ed/n), AJIT
u ACT — 6 2 paza (0o 55 u 57 Ed/a coomeéemcmeeHHo).

Boinucana ¢ ouazHo3om: Hacae0CmEeHHAs NPOePeccupy-
rowas IIKMJ] 2A muna (karvnaunonamust). Pexomendosan
NOCMOSAHHbLI npuem dHepeokoppekmopos (L-kaprumum,
KO03H3UM, HOOEH), NOBMOpHble KYpCcbl 8/6 mepanuu
L-kapuumurom, exceonesunvie 3anusmus JIPK, nosmoproie
Kypcol ROCMU30Mempu4eckoll peaakcayuu,; HabaoeHue He-
6p0102a U OPMONEOa N0 Mecmy JCUmeabCmea, UHOUBUAYanb-
HbLil N0000P Opmonedu4eckKux cpedcms (8 YacmHOCmU, (OUK -
camopos Koaena). Obcyncoanrocs danvHellulee eeHemuuecKoe
00c1e008aHUe — CEKBEHUPOBAHUE «2OPAUUX»> IKIOHOE 2CHO8
CAPN3 u FKRP, a makice cek@eHuposanue «He 20psauux»
9K30H06 eena CAPN3 05 ymounerus eeHemuueckoeo oeghex -
ma, om Komopo2o NAYUeHMKa Ha MOMEHM 8bINUCKU OMKA-
3a14ch.
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PaccMmotrpennbiit kimHuueckuit ciyvyaii [TKMJI2A
MPECTaBISIeT JAOCTATOYHO YacThlii MPUMEDP 3alepKKU
YCTAHOBJIEHUSI TTPABUJIBHOTO NUArHo3a MOYTU Ha S JIET,
YTO B MEPBYIO OUYEPEb CBA3aHO ¢ (POPMUPOBAHUEM BEY-
LIKX XaJIOO0 U CUMIITOMOB B 3p€JIOM BO3pacTe U OTCYTCT-
BUEM HACTOPOXKEHHOCTU Bpayeii OTHOCUTETBHO BO3MOX-
HOCTU MaHU(ECTAllMU HACJAEACTBEHHOW MBIIIEYHON
MaTOJIOTUU Y B3POCJIOT0 UHAUBUIYYMA.

B paccMoTpeHHOM ciyyae cienyeT oOpaTUTh BHUMA-
HUE HAa U3MEHEHUE 00beMa MKPOHOXKHBIX MBIIIIL] ¥ MBIIIIL]
OGenep B IOHOIIECKOM BO3pacTe MAalUMEHTKU, KOTOPOE
SIBJISITIOCh KOMIIEHCATOPHBIM, a TAKXe MOSIBJICHUE KOH-
TPaKTyp aXWJUIOBBIX CYXOXWJIUU Ha HavyaJlbHOM 3Talle
3abosnieBaHus. Hanmuuume paHHUX mceBmorunepTpobduii
MBIIII HUXKHUX KOHEYHOCTEN Y KOHTPAKTYP aXUJUIOBBIX
CYXOXMJIWUI ONMHUCAaHO B POCCUICKON Tomyasiiuu [2].
B ocranbHOM, KIMHUKO-JIaOOpaTOPHbBIE MPOSIBIECHUS
y Hallleil 00JIbHOM MOJTHOCTBIO COOTBETCTBYIOT TAKOBBIM
npu [TKM2A: pa3Butue 3a001€eBaHUs TTOCE IEPUOIA
HOPMAaJIbHOTO (hM3MYECKOTO Pa3BUTHUS, TPEUMYLIECTBEH-
HOE MOPAXEHUE MBI 33JHUX OTAEI0B HUXKHUX KOHEY-
HOCTEN W IBYIJIABBIX MBIIIIL MJIEYEBOTO MOsICa; OTCYTCT-
BUE BOBJIEUEHUS MBIIILL JIU1IA, SI3bIKA U U, TPU3HAKOB
KapAWOMUONATUU U WHTEJUIEKTYyaJIbHBIX HapyLIEHUIA;
3HAYUTEIBbHOE MOBBIIIEHNE KOHIIEHTPALIMU CHIBOPOTOY-
Hoit KOK 1 ayrocoMHO-petiecCUBHBIN TUTT HAacIeq0Ba-
Hus [3, 4].

HecMmotps Ha Hecnienuduyeckre Xajno0bl B IEPUOL
MaHudbecTaluyu 00JIe3HU MTPU HEOJHOKPATHOM oOpallie-
HUU K HEBPOJIOTY He ObUIO YEJIEHO JOCTATOYHOIO BHUMA-
HUS (HaKTy HEYKJIIOHHOTO MPOTPECCUPOBAHUS CIAOOCTU
CKEJIETHBIX MBIIIIL], BO BPeMsI IEPBUYHOTO CTAIIMOHAPHOTO
o0cneoBaHUsl HE TIPOBENEHO WCCJIEAOBAaHUE KPOBU
Ha KOK, a taxke u"DMI mopaxkeHHBIX MbIII. CymiecT-
BEHHYIO TOMOIIb B OIMPEACIIEHUN TUIIA HACIEICTBEHHOM
IMKM/I oxazanu pesyasratbl MPT MbIII KOHEUHOCTEM.
[TpenmyniecTBeHHAs BOBJEYEHHOCTh MBIIILI 3aIHEH rpyIi-
bl 6eapa U crudartesieil MpeArieynii MO3BOJUINA CYy3UTh
pPaMKHU MMOWCKA U BBISIBUTb TeHETUYECKUI 1e(hEeKT CUHTE3a
KajqnauHa [5].

CorjacHO JaHHBIM OTEYECTBEHHBIX CIIEI[MATIUCTOB
Tpu BBIsSIBJIeHUU MyTauuu B reHe CAPN3 B reTepo3uror-
HOM COCTOSIHUM TpeOyeTcs NajibHelillee TeHeTUYeCcKoe
HCCJIe0BAHUE, B YACTHOCTU MOCJIEIOBATEIbHOE MTPOBE-
JIeHNEe CEKBEHUPOBAHUS «TOPSTINX» 9K30HOB TeHa CAPN3,
cekBeHUpoBaHue reHa FKRP, a Takxke CEKBEHUPOBaHUE
«He TopsTuuX» 3K30HOB reHa CAPN3 [6]. OnHako ¢ yueToM
BBICOKOI CTOMMOCTH TAHHOTO 00CIe€0BAHNST, TUTTUYHBIX
g ITKM2A knuHuko-nabopatopHbix 1 MPT-u3me-
HEHUI, a TAKXKE MHEHUSI CaMOU MallMeHTKU ObLIO pellie-
HO BO3MEPXAThCS OT MAJbHEUIIEro TeHETUYECKOTO UC-
cienoBaHus. buomcuu MBI C MOCAEIYIOUIUM
WMMYHOOJIOT-aHAIU30M TaKXe ObLIO PEHIEHO HE MPOBO-
IUTh, TAK KaK 3TOT METOJ IUATHOCTUKHU COTJIACHO aH-

HBIM JUTepaTypbl He obiamaeT 100 % 4yBCTBUTEIbHO-
CThIO U CHEUU(PUYHOCTHIO, SIBISIETCS WHBA3UBHBIM
U, TJIAaBHOE, MOXET IaTh KaK JIOXHOOTPULIATEIbHbIE, TaK
U JIOXKHOTIOJIOKUTEIbHBIE PE3YJbTaThl, IPU 3TOM OCHOB-
HBbIM B MOCTAHOBKE AMArHO3a OCTAETCS F€HETUYECKUI
aHanus [7].

CrnenyeT MOAYEPKHYTh 3HAYUMOCTb TaKUX IMPOCTHIX
U 00513aTeJIbHBIX 2JIEMEHTAPHBIX UCCIENOBAHUI MPU Ha-
JIMYUU  XKajno0d Ha caaboCTh MBI KOHEYHOCTEH,
kax omnpeneneHue yposHs: KOK nu udMT. [1pu moBTopHOit
OMI mpi, nposeaerHoit B ®IT'BHY HIIH, 6pu11 mipo-
aHam3upoBaHbl mapameTpbl [IJIE HeCKOMbKMX MBI
JIeTBTOBUTHOM,, YETBIPEXTIaBOi Oelpa U HauboJiee BOBJIe-
YEHHBIX COIJIACHO KJIMHUYECKOMY OCMOTPY ABYIJIABBIX
MBILIL] TieyeBoro mosica u 6enep. Ilpu sTOM, Takxke
Kak 1 nipy MPT MblIlIL KOHEYHOCTeH, Obl1a BbISIBJIEHA
MPEeUMYLIECTBEHHAS BOBJIEYEHHOCTh nocaenHux. Mudbop-
MaTUBHOCTb UOMI -uccnenoBaHusi, BKIIIOYAOIIETO aHAa-
Jm3 napameTpoB [11E B mMpoKCMMaNbHBIX U TUCTATBHBIX
MBIIIIAX KOHEYHOCTEN U TTO3BOJISIIOLIETO BBISIBUTh MPEU-
MYLIECTBEHHBII XapaKTep paclnpeesieHus] MaToJIornye-
CKUX U3MEHEHUI, 3HAYUTEJIbHO BO3pacTaeT, Ojaarogaps
YyeMy aJTOPUTM JATbHEUIIET0 OOCIENOBAHUS CTPOUTCS
B HaIlpaBJ€HUU UCKJIIOYEHUS HACJIENCTBEHHOTO 3a007e-
BaHWS MBIIILI.

HuddepeHIUATbHBINA TUAarHO3 TPOBOAWIICS IS pa3-
TpaHUYEHUS B MEPBYIO OUYepelb BTOPUUYHBIX MUOTIATUI
(BocHauTENbHBIX, TU3META00JIUYECKUX U AP.), KaHAJIO-
MaTuii, a TakXe NPYTUX HACIEACTBEHHBIX MBIIIEYHBIX
nuctpoduii (6onesnu [Momre, quchepanHonaTuu u ap.).
OnHako ¢ ydyeToM pa3BUTHUS 3a00Ji€eBaHUS, CEMEHHOTO
aHaMHe3a, TUMTUYHBIX KIWHUKO-1a00paTOPHBIX TaHHBIX
(TIpexxie BCero reHeTUYeCKOro UCCIEeIOBAHUS) U Pe3yJib-
TaTOB UHCTPYMEHTAJIbHBIX METOJIOB (B MEPBYIO OUYEpPElb
MPT bl KoHedHOCTe 1 ”DMI') BTOpUYHBII Xapak-
Tep MBIIIEYHOU MAaTOJOruK ObLT UCKJIIOYEH, a TUAarHO3
IMKM/I 2A tuna y Hamei nalMeHTKU He BbI3bIBaJ COM-
HEHUM.

3aknioyeHue

IIpencraBiieHHOE KIIMHAYECKOE HAOIIONEHUE TOTO -
HSIET OIyOJIMKOBAHHBIN BbIlIE 0030p JTUTEPATYPhI U TIpe-
cJenyeT OCHOBHYIO 1IeJIb — MOBBICUTh HACTOPOXXEHHOCTD
MPAKTUKYIOIINX HEBPOJIOTOB B OTHOILIEHU Y HACTIEICTBEH-
Hbeix mporpeccupyomux I[MTKMJ ¢ maHudecranuei
B M031HEeM Bo3pacte. CBOEBpEeMEHHOE aieKBaTHOE 00ce-
JIOBaHUE TTO3BOJISIET COKPATUTh CPOKU MOCTAHOBKU Ipa-
BWJIBHOTO IMAarHO3a U CIIOCOOCTBYET PAHHEMY MPUHSTHUIO
Mep, HalpaBJIeHHBIX HA 3aMelJIEHUE MPOrpecCUPOBAHMUS
3a00J1€BaHNS, PA3BUTUS OCIOKHEHUI B BUIIE KOHTPAKTYP,
Ha COLMAIbHYIO afanTaluIoO U 00IyMaHHYIO Tpo(hOpreH-
Taluio naiueHToB. C yueToM HacleACTBEHHOTO XapaKTe-
pa 3ab0s1eBaHUS] HEOOXOAUMO MEIUKO-TEHETUYECKOE KOH-
CYJIBTUPOBAHUE BCEX WIEHOB CEMbU, B KOTOPOI BBISIBJIEHO
MEepPBUYHO-MBILIEYHOE 3200JIEBaHUE.
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