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B omeuecmeennoii meOuyuHcKol npaKmuke Omcymcemayem 4emras cmaHoapmu3ayls no0xo008 Kk Kypayuu 6046HsIX Muooucmpogueil
MMwwenna/bexkepa (MIA/MJB). 9mo 3auacmyro npueodum K CHUNICEHUN KA4eCcmea JHCU3HU NAYUeHMO08 U, Ym0 Haubosee 8aicHO,
YMeHbUleHUI0 ee npodoadicumenshocmu. B cmamve ompasicen HakonaeHHblil 3a nhocaednee decaimunemue onvim 3anadHbiX Koatee, 8 mom
yuycae 06seduHeHHbLi 6 coenauteruy KoHcencyca 2010 e. no kypauuu nayuenmog ¢ M1, donoanenHblil HabA00eHUAMU U3 COOCMBEHHOT
Kaunuueckoil npakmuku. Onucanvl Cmanoapmmuosle WKAAbl OUeHKU CIeneHy 02paHu4eHus MOMOPHbIX HABbIKOG U MblulevHOl ciabocmu
vy nayueumos ¢ MJJI/MJIb, a makice npedcmasaer areopumm MyabmuoUCYUnAUHAPHO20 n00X00a ¢ (POKYCOM BHUMAHUS HA NPODU-
AaKmuke, c0espemMeH ol OuazHOCmuKe U Ae4eHUU 0CHOBHbIX 0CA0ICHEHUTl 3a004e6aHUs U Mepanuu KOPMUKoCmepouoamu: Kapouosa-
CKYASAPHBIX, OPMONeouteckux, pecnupamophuix u m.o. Illpumenenue npedcmasneHnbix pekomMeHOAyull N0380Asem He MOAbKO 3HA4UMeNb-
HO YAyYUmMb Ka4ecmeo u npooosxcumenvHocms dcusHu nayuenmos ¢ MIJ/MIB, no u ywacmeosamv 6 MyAbMUUEHMPOBHIX
UCccnedo8aHusIX ¢ 4eablo NOUCKA NAMOCHOMOHUYHO20 U CUMAIMOMAMUYECK020 NeHeHUs..

Karoueswie caoea: oucmpogurnonamuu, moiwmeunas oucmpous Arowenna, moiweunas oucmpous bekkepa, HellpombliueuHble 3a001e6a-
HUs, wKana Xammepemum, WKaia MaHyatbHo20 mecmuposanus Molully Xammepcmum, 0CcA0NCHeHUs MblueuHoil ducmpoguu Jowenna,
0CN0JICHeHUs MbliueuHol ducmpoghuu bekkepa, kapduomuonamus, KapoOUOMUONAMUsL NPU MUOOUCMPOPUU, CRUPOMEMPUS. NPU MUOOUCIPO-
Guu, dvixamenvHas HeOOCMAMOYHOCIb NPU MUOOUCMPOGUU, NPOPUAGKMUKA ACRUPAYUY NPU MUOOUCMPOGUU

Adequate managment of patients with dystrophinopathies (muscular dystrophy Duchenne/Becker): objective scales
and additional diagnostic methods
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There are still no guidlines on managment of Duchenne/Becker myodystrophy in domestic medical practice. It leads to decrease of quality
of life and, what is more important, lifespan of patients. In this article we have described our Western coleagues last decade experience, in-
cluding consensus guidelines published in 2010 on managment of Duchenne myodystrophy, supplemented with our practicle experience. We
have described standardized motor development scale and muscle tone score for patients with MDD/MDB, and algorithm of multidiscipline
care with focus on prevention, diagnosis and treatment of main disease and steroid therapy complications: cardiovascular, orthopedics,
respirator etc. These recommendations not only improve quality of live and extend lifespan of MDD/MDB patients, but allow to take part in
multicentre trials on searching of pathognomonic and symptomatic treatment.
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Mpeimeunsle nuctpodum (MJl) — HacaemcTBeHHas
TPyIIIIa TIPOTPECCUPYIONINX MBIIIEYHBIX 3a00JICBaHUIA,
BO3HMKAIOIINX B pe3yJIbTaTe HACICIACTBEHHOTO aedeKTa
psma TEHOB, OTBEYAIOIIMX 3a HOPMallbHOE pa3BHUTHE
u pyHkumonuposanue Mol [1]. [TpuynHoil pazButus
MbIIIeyHbIx nucTpoduii Jdromenna (M) m bekkepa

(MIB), xaKk u TpeTheit, TPOMEXYTOIHOM (DOPMBI, CITYKUAT
MYyTaIus TeHa, OTBEYAIOIIero 3a CHHTE3 OeJIKa TUCTPOdu-
Ha, OT KOTOPOTO U TIPOMCXOIUT MX HazBaHMe. JlucTpodu-
HOTIAaTUM HAcIemyroTcsT X-CIEeTUICHHBIM pelleCCUBHBIM
nyTeM. MBIIiedHas c1aboCTh SIBJISICTCST KJTIOUEBBIM CHM-
ITOMOM 3a00s1eBaHus [2].
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O0beKTUBU3ALUS KIMHUYECKOM CHUMIITOMAaTUKU
U CTEIeHU OrpaHMYEHUs] aKTUBHOCTH, a TAKXe CBOEBpE-
MEHHO€ BBISIBJICHUE Pa3BUTUSI OCHOBHBIX OCJIOXHEHMUIA
nuctpoduHonatuii JdiomenHa/bekkepa (MAI/MJ/IB):
KapaIUOMUOTIATHS, ObIXaTeJIbHbIE M OPTOIEANYCCKUE
OCJIOXKHEHMSI, HapyILIeHUs] CTPYKTYpbl KOCTHOW TKaHU
U [IMUTAHUSI, aCIUPALIUSI — BCE 3TO MMO3BOJISIET ONTUMU3U -
POBaTh JieUeHUE U MAKCUMAJIBHO ITPOAIUTh aMOYJIaTOPHYIO
cTaguio 3a00J1eBaHNS.

0Gbermusu3ayus orpaHuYeHus JBuramenbHoi

aKMUuBHOCMU U CMENeHu MblweyHoil cnabocmu

y nayuenmos ¢ MAA/MAB

OrpaHnyeHne aKTUBHOCTHU, BO3HUKAIOIIIEE B Pe3yiIhb-
TaTe MPOTPECCUPOBAHUS KIMHUYCCKON CUMITOMATUKU
MJI, 10JIKHO OBITH OOBEKTUBU3UPOBAHO U MIPU BO3MOXK-
HOCTH BBIpaxkeHO B IIM(POBOM 3KBUBAJICHTE. DTO ITO3BO-
JisieT YHU(UIMPOBATh MOAXO K OLIEHKE CTETIEHU BbIpa-
KEHHOCTH KIMHUYECKOM CUMIITOMATUKU, a TaKXe
SIBJIIETCSI KpalfHe BaXKHOM COCTABJISIONICH ITPOBOINMBIX
MYJIBTULIEHTPOBBIX KIMHUYECKHUX UCCIICAOBAHUI 10 ITPH-
MEHEHHIO Pa3INYHBIX (PapMaKOJIOTUIECKIX aTeHTOB, KO-
TOpBIC TTOKA3aIM CBOIO 3(P(HEKTUBHOCTh B BO3ICHCTBUU
Ha OCHOBHBIE ITaToreHeTn4IecKre Mexann3Msl M1/ M/ b

in vitro. JlaHHBIE CUCTEMBbI OILICHKHU JTOJKHBI COYETAaTh B Ce-
0¢ BaJMIHOCTDH, YYBCTBUTECIBHOCTb M II0 BO3MOXHOCTHU
OBITH TIPOCTHI B IPUMEHEHUN, HE TPEOOBATh UCITOIh30Ba-
HUSI TOPOTOTO O0OPYIOBAaHUS U 3HAYMTEIHLHBIX BPEMEH-
HBIX 3aTpar.

OnHolf 13 peKOMEHIOBAHHBIX IIIKAJT TSI OLICHKH CTe-
TIEHW OTPaHMYECHUSI aKTUBHOCTU Yy 00a6HBIX MIJ1/M/b
SIBIISICTCSI A0anmupo8anHasi WKAAA OUEHKU MOMOPHBIX
dyuxuuic Xammepcmum (ALLX) [3, 4].

3a ocHOBY ObLTa B3ATa MOIMMUIIMPOBAHHAS IITKaIa
XaMMepCMUT, KOTOPYIO TIPUMEHSIIOT B KIIMHUYECKHX 1 Ha-
YUHBIX UCCIICIOBAHUSIX TTAIIMEHTOB CO CIIMHAIBHON MBI-
meuHoi amuorpodueit 11 n 111 Tunos [5—7].

AIIIX pexomeHgoOBaHa K MPUMEHEHMIO C BO3pacTa
5 net. OHa coctouT n3 20 TTyHKTOB, KaXIbIii 13 KOTOPBIX
OILICHMBAETCS COIIACHO CTEICHM BBITIOJHEHUS Ha 2, 1
wm (0 6atoB (Tabu. 1).

IIpencraBneHHas IIKajga peKOMEHIOBaHA K TIPUMeE-
HeHuio LleHTpoM HeWpOMBIIIEYHBIX 3a00JIeBaHUN WM.
Hy6osuiia (BenmukobpuTaHus) B KayeCcTBe 00s13aTEIbHOMN
cocTaBIsTIoNIei ocMoTpa nmaureHToB ¢ MJIJ1/MJIb Ha-
paBHE C OILIEHKOI HEeBPOJIOTMIECKOTO cTatyca |3, 4].

ITockonbKy TIpoTrpeccHpOBaHUE MBIIICIHON CI1abo0-
CTU — OJIWH M3 KIIFOUEBBIX CUMIITOMOB 3a00JICBAHUS MbI-

Tabmuua 1. Adanmuposannas wkanra oyeHKu MOMOPHLIX QYHKYUL Xammepcmum

Cuuers Ha ITOCTaMEH- Mozxere 11 CUIETH

Te/ctyne. Bo3MoXHOCTh
CHUJIETh Ha KPalo 1MocTa-
MEHTa WJIN Ha IIOCTaMEeH-
Te /oy

IIponomxuTenbHOE cre-
Hue. Horu BBIIPSIMIIEHBI,
BO3MOXHO HE3HAYMTEIIb-
HOE CTubaHue B KOJICHSIX,
KOJIEHHbBIE YaIlIeUuKH1
HarpaBJieHbI BBEPX.
Paccrosinue mexmy
nonsikkamu < 10 cm

ITo3a «cuasi». [ToaoxuTh
PYKY Ha roJIOBy

TTo3a «cuasi». [ToaoxuTh
00e pyKH Ha TOJIOBY

IToBepHYTHCS CO CITUHBI
Ha 60K

TlepeBepHYThCS C KUBOTA
Ha CIMHY Yepe3 MpaBblit
00K

TlepeBepHyThCSC XKMUBOTA
Ha CIMHY Yepe3 JIeBbIi
00K

Ha IoCTaMeHTE /CTyIIe
0e3 OMophl Ha PYKHU.
(ciHa/CTOTIBI 6E3 OTIo-
phI)?

Mosxerte i1 CHIETh
Ha I0J1y/TIoCTaMeHTe
C BBIMPSIMJIEHHBIMU
HOTaMu 6e3 OMophbI
Ha pyKu?

TTokaxuTre, Kak MOXeTe
JIOTPOHYTHCS OHOM py-
KO¥i /10 TOJIOBBI BBILIE yXa

ITokaxwuTe, Kak MOXETe
JIOTPOHYThCSI 00 UMK
PyKaMu 10 TOJIOBbI BbILIE
yxa

MoskeTe Jii TOBEPHYTHCSI
CO CITMHBI Ha 00K, B 00e
CTOPOHBI?

Mozxete 1 TIepeBep-
HYTbCS C KMBOTa Ha CITU-
Hy 4yepe3 11000t 60K?

Moxer cunets 6e3 oro-
pBI HA PYKHU

MoOXeT CUIeTh C BbI-
MPSIMJIEHHBIMU HOTAMU
6e3 OMmophbl Ha PYKH

MoXeT 10TPOHYThb-

Cs1 10 TOJIOBBI PyKOI¥A,
MPY 3TOM ToJloBa

U TYJIOBUIIIE OCTAIOTCSI
CTaOMJIbHBIMU

MoXeT TOTPOHYTh-

Cs1 10 TOJIOBBI PYKOI¥A,
MPpY 3TOM ToJI0Ba

U TYJIOBUIIE OCTAIOTCS
CTaOMJIbHBIMU

MoXeT MOBEPHYThCS
CO CITMHBI Ha 00K, B 00€
CTOPOHBI

MoXeT mepeBepHyTh-
Cs1 C KMBOTA Ha CITUHY
0e3 TTOMOIIY PyK

Heob6xomuma oropa
Ha OJIHY PYKY JUIsl yep-
JKaHMs OanaHca

Heobxoauma oropa

Ha OJHY PYKY IS yAep-
JKaHus1 6anaHca ¢ Bbl-
TPSIMIIEHHBIMU HOTaMU

MoxeT 1ocTarh 10 ro-
JIOBBI PYKO#, Harnbast
TOJIOBY U TYJIOBUIIIE

MoxeT 1ocTarh 10 ro-
JIOBBI pyKaMu, Haruoast
TOJIOBY U TYJIOBUIIIE

MoXeT MOBEpHYThb-
CS1 CO CITUHBI TOJIBKO
Ha OIMH OOK (TpaBbIit
WJIY JIEBBIi)

[NepeBopaunBaeTcst
Ha CITUHY, UCITOIb3Ys
PYKY, UTOOBI OTTOJIK-
HYTbCSI

Heobxomuma oropa
Ha 00e pyKu JUIsl yaepxa-
HUs GanaHca

MoXeT 10Jro CUIEeTh
C OIOpOii Ha 00€ PyKU
WM HE MOXET CUJIIETh
C TIPSIMBIMU HOTaMU

He moxer mocraTh 10 T0-
JIOBBI PYKOI HE3aBUCUMO
OT JBUXKEHUI TOJIOBBI

M TYJIOBUILA

He moxer moctaTh 10 ro-
JIOBbI pyKaMM, HE3aBUCH -
MO OT ABUKEHUI TOJIOBBI
M TYJIOBUILIA

He MoxeT moBepHyThCS
HU Ha OJIMH OOK

He MoxeT moBepHyThCS
C )KMBOTA Ha CITUHY
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IlepeBepHYThCS CO CITH-

8 HbI Ha KMBOT Yepe3
IpaBblii 60K Mozxere Jiv iepeBep- MoXeT nepeBepHYThCS
HYTBCSI CO CITMHBI HA KM~  CO CITMHBI HA XKUBOT
TlepeBepHYTHCS CO CMM-  BoT yepes TGO GOK? 6€3 MOMOILMU PyK
9 HbI Ha KMBOT 4Yepe3
JIEBbII OOK
MozkeTe v Jieub U3 0361 MOKeT JieUb U3 TI03bI
10 Jleyb 13 MO3bI «CUAS» CHJISI, KOHTPOJIMPYS CBOM  «CHIS» Yepe3 Mo3y «JIexa
JIBYKEHWS? Ha OOKy»
MozkeTe 1 TOTHSITHCS MoXeT MPUIOAHSATHCS
11 Croiika Ha IpeaIJIeubsX  Ha JIOKTSX (MPEeaIieubsix) Ha Mpearuieubsx ¢ Moja-
W3 TIO3bI «Ha KUBOTE»? HATOU TOJIOBOM
Mozxete 1 TOTHSTH MozkeT MOIHSTH TOJIOBY,
TToaHATH TOJIOBY, JTeXa
12 HA KUBOTE TOJIOBY, JIeXka Ha XKMBOTE  JIeXKa Ha KMBOTE (pyKu
(pyK¥ BIOJIb TYJIOBUIIIA)?  BIOJb TYJIOBUIINA)
. MozkeTe 1 TOTHSITHCS MoXeT MOAHSTH TOJIOBY,
Croiika Ha BBITIPSIMJICH- .
13 HBIX DYKAX Ha BBIIPSIMJIEHHBIX PYKax BBIMOJIHSISI CTOMKY Ha Bbl-
PyK M YIEPXKaTh 1Mo3y? MPSMIICHHBIX pyKaX
MozxeTt cecTb, B TOM
Moxere i1 cecTb
14 CecTb 13 O3Bl «JIEeXKa» % YKCIIe Yepe3 MOBOPOT
W3 TI03bI «JIEXKa»”
Ha 60K
Moxere i CTOSITh MoxeT BcTaTh B 4-0Iop-
15  4-omopHas croiika C OIOPO HA PyKU U KO-  HYIO CTOMKY C TTOIHATON
JieHun? TOJIOBOW
MoXeT MmoJ3Tu Brepe,
Moxere i moJ3aTh
16  Ilon3aTh MO-IJIACTYHCKH o Jemath 2 u Oojee LUK
MO-TJTACTYHCKHU BIIepe? .
JIBVDKEHUI PYK U HOT
TTonHUMaeT royioBy
Moxere 11 MOAHSATH L
TToaHSTH TOJIOBY, JeKa 10 CpeHEe TUMHUM,
17 TOJIOBY U3 TTO3bI «JIEXa»
Ha CIIMHE , JIOCTaeT NOAOOPOIKOM
¥ IMTOCMOTPETh HAa MBICKU?
IO TPy
MoskeTe Ji CTOSITh, MoXeT CTOSITh, UCTIOJb-
18  CrosTh ¢ MoaIepXKKOM MCTIOJIb3Ysl OTHY PYKY 3ysl OIHY PYKY JUJIs1 TIOJI-
TS TIOJIE PKKU ? JIepKKU 6ojiee 3 ¢
MozxeTe Jii CTOSITh TaK
MoXeT CTOsITh He3aBUCH -
19  CrosTh 6€3 MOMAEPKKN  JIOJITO, KaK HEOOXOIUMO,
9 Mo Gostee 3 ¢
0e3 MoTIEPKKM?
MozxeTe I XOIUTh
0e3 UCIOJIb30BaHMS
Bo3MOXHOCTB nesaTh Mozxert cnenats 4 u 6osee
20 MOAACPKKY WU JOTIOJ-
aru 1ara 6e3 rmoMoIu

HUTEJIBbHBIX TIPUCTIOCO0-
JIEHUI?

IlepeBopaunBaeTcs
Ha XUBOT, BLITATMBAs

PYKY

MoxeT ieub, mamast
BIIEpE U MIepeKaThIBasICh
yepes 60K

MozxeT yaepxaTh mo-
JIOXXEHUE, €CJI TOMOYb
TIPUHSATH €T0

MoXeT OIHSTD TOJIOBY,
BBITSIHYB PYKU BIIEpe

MozkeT COXpaHsITh CTOM -
KY Ha BBIMPSIMJICHHBIX
pPYKax, ecJii TIOMOYb MPH-
HSITh 3TO MOJIOXEHUE

Canurcs ¢ TpyIoM, repe-
BOpPaYMBasICh Ha XUBOT
WU yepe3 60K

MokeT ynep>KruBaTh
4-0TOPHYIO 103y, eCIIn
MMOMOYb €€ MPUHSITh

MoskeT coBepIaTh JIMIIb
TTOTIBITKHU K TIOJI3aHbIO

ITogHuMaeT roso.y,

HO 3a cueT HOKOBOI
ekcun wim 6e3 cruda-
HUS B 1Iee

Mozxet CTOSITh ¢ MTHU -
MaJIbHOM MOIACPKKOMN
TyJoBUIIIA (He Gempa)

MozkeT cTOSITh He3aBH-~
cuMo 3 ¢

Moxer coenars 2—4
mara 6e3 moMoIu

He moxert mepeBepHyThb-
CsI CO CITMHBI Ha XXUBOT

HeBbInoJIHUMO, WU BbI-
TMOJIHSIETCS C HEKOH-
TPOJMPYEMBIM TTaIlCHUEM
Ha CIIMHY

HeBbinoaHumo

HeBbinoaHumo

HeBbinoaHumo

HeBbImoaHuMO

HeBbinoaHuMo

HeBbInoaHuMo

HeBbInoaHuMo

MoXeT CTOSITh C OTIOPOiA
Ha PyKY, HO HYX/IaeT-

s B IOTIOJTHUTEIbHOM
MTOIEPKKe KOJICHE!
uim Geziep

Crour 63 nmonaepXKKu
KOPOTKO€E BPEMST

HeBo3moxxHO

IMEYHOro CIekKTpa,

HEOOCTATOYHO pacCcu€HUBaTb €€

JlononHumenbHbie Memopbl 06CNefoBaHus B cCmpyKmype

10 KJlaccuueckoit 5-6amibHoi cucteme. LlenecoodpaszHo
HCIIOIh30BaTh TSI OLIEHKU COCTOSTHUS MBIIIIII KA1y Md-
HYa1bH020 mecmuposanus moiuy Xammepcmum, KOTOpast
MpeaiaraeT orpeaejaeHue COCTOSIHUSL MBI 110 16 myH-
KkTaM (taom. 2) [3].

[IIxana XaMMepCMUT TO3BOJISICT OILICHUTH CTETICHb
IIPOTrpeccCupOBaHMS 3a00JIEBaHMS, a TAKKE BBISIBUTH JaXKe
HE3HAYNTEIbHYIO TIOJIOKUTEIbHYIO TMHAMUKY Ha (pOHE
IPOBOIVMOTO JICUCHUS.

ocMOompa nayueHmos gemckoro so3pacma ¢ MAA/MAB

IMaumentsr ¢ MIAJ/M/b mocrtaTodHo IIMTETBHOE
BpeMsI He MCITBITBIBAIOT HEOOXOAMMOCTH B 00CIeJOBAaHUI
1 JIe4eHUN B CTALIMOHAPHBIX YCIOBUSIX. B TO Xe Bpems
TPAMOTHO COCTaBJIEHHAsI TporpaMma amMOyJIaTOpHOTO
HaOIIOEHUS TTO3BOJISIET OTCPOUMUTDL Pa3BUTHE OCIOXKHE-
HUI ¥ COXPAHUTh KaU4eCTBO XXM3HU Ha BLICOKOM YPOBHE.

AMOyIaTopHbIi ocMOTp nateHToB ¢ MJ1/I tiesecooOpas-
HO MPOBOANTH Kaxkble 4 Mec, ¢ MIb — Kakple moirona.
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Tadmuua 2. Illkara manyanrvhoeo mecmuposanus Moluiy Xammepcmum

H/T  He tectupoBaiu
0 Her cokpaiiieHusi MbIIIIIbI
1 MuHUMaTbHOE COKpallleH!E MBIIILbI (0€3 TIBUXXEHMS )
) MuHuMaNbHBI 00beM ABMKEHU, 0e3 COMPOTUBICHUSI TPABUTALIMHU, HE3HAUYUTEIbHO MPEBBILIAeT MUHUMAIBbHOE COKpAIIeHN e
MBILILIBI
2— YacTUuHbBII 00beM ABUKEHUSI, 0€3 CONPOTUBICHUST TPaBUTAILIN
2 [TosHbIi 00beM ABUXKEHUSI, €3 COMPOTUBIIEHHUS IPaBUTALIUNA

2+ Menee 1/3 o0bemMa ABMXKEHMSI C HEKOTOPOW 10JIel COMPOTUBIICHUS TPAaBUTALIMU

2++  1/3—2/3 o6bema ABMXKEHMSI C HEKOTOPOI 10JIE COMPOTUBIIEHUS TPABUTALIMM
3—  TlonHoe mpeonosieHWe TpaBUTallM Ha MeHee 1/3 o0bema ABUXKEHUS
3 —  IlosnHoe npeonosieHue rpaBuTaluy Ha 1/3—2/3 oObema ABUKEHUS
3 TMonHOe mpeonoieHe rpaBUTAIIMKA Ha BCEM 00beMe JIBUXKEHUST
3+ TTonHOE MpeoaoeHne TPaBUTALIMY Ha BCEM 00beMe IBUKEHHUS U BOBMOXKHOCTh HE3HAYMTEIbHOTO CONPOTUBIICHUST Ha MeHee 1/3 00b-
eMa JIBIKEHUS
34+ TTosHOE MpeonoieHNe rpaBUTALIMY Ha BCeM 00beMe IBMXKEHUS M BO3SMOXKHOCTh HE3HAYNUTEIBHOTO COMPOTUBIeHUS Ha 1/3—2/3 00b-
eMa JBIKEHUST
4 [MonHOe mpeooieHre rPaBUTALIMI HA BCEM 00beMe IBIKEHUST M BO3MOXKHOCTh HE3HAUYUTEILHOTO COMPOTUBIICHHSI HA BCEM 00beMe
JIBVDKEHMS
4t TTosnHOE MpeonoieHNe rpaBUTALIMK Ha BCeM 00beMe IBVMKEHMS M BO3SMOXKHOCTb ITOJTHOLIEHHOTO CONPOTUBIICHHS Ha MeHee 1/3 oobema
JIBVDKCHUST
4+ [TonHOE TIpeonoIeHe TPaBUTAIIMH HA BCEM 00beMe IBVDKEHUS M BOZMOXKHOCTh MTOJTHOIIEHHOTO COMpOoTuBIeHus Ha 1/3—2/3 oobema
JIBVKEHUSI
5 TTonHOE MpeonoieHe rpaBUTAlIMK Ha BCeM 00beMe IBMXXEHMsI 1 BO3SMOXKHOCTb IMTOJTHOLIEHHOTO COMPOTUBIICHHSI HA BCEM 00beme

JBUKCHUA

[luarHocmuKa KapiuoNnoru4yecKux Hapywenui

MeieHHO TIporpeccupyomas KapainoMUOaTHsI, ac-
COLIMMPOBaHHAs C AUCTPOGUHOIIATUSIMU, TAKUMU Kak M /1]
u MJIb, siBisieTcst mpeaMeToM aKTUBHOTO U3Y4YEHMUSI.

B onyonmmkoBanHoM B 2010 T. cormnanieHMM KOHCEHCyca
PEKOMEHIOBAaHO IIPOBOIUTH CTAPTOBOE MCCIICAOBaHUE
$yHkum Mrokapaa mamueHtam ¢ M1 u MJ1b mipu ycra-
HOBKE JMarHo3a Wiu He mo3aHee 6 JIeT, KOrma BO3MOXKHO
TTOJTHOIIEHHOE TIPOBEACHNE 00CIeIOBaHMSI O¢3 JOTIOTHM-
TeJabHOM cenaniu [8]. B mepeueHb HEOOXOAMMBIX 00CIET0-
BaHUI TOJDKHBI BXOOUTH 3JIEKTpOKapauorpaduss u oguH
13 HEMHBA3WBHBIX METOIOB KapIMOBU3YaIN3aIII: 3X0Kap-
nuorpacdyst WM MarHUTHO-PE30HAHCHAst ToMorpadus cep-
nira. KpatHocTh McciemoBaHmsT JOJKHA COCTaBIATh 1 pas
B 2 rofa 10 mocTickeHus 10-1eTHero Bo3pacTa MM TTOsIBIIe-
HUST KapIUOJIOTMUECKO CMMITTOMATUKH, TTOCIIE Yero Io-
BTOpsiThCS exxerogHo. [Nauuentam ¢ M/1/1 ¢ HapylLeHUsIMU
GyHKUIMM XKeJTyaoukoB B cornamennu 2010 . peKoMeH 1y~
€TCsl KOHTPOJMPOBATh CEPACUHYIO IEATEbHOCTh KaXKIble
6 MeC 1 MHULIMALIMIO TEPAMKU KapAUOJIOTMUECKIX OCIOX-
HeHuii [9]. He ctouT 3a0bIBaTh O pUCKE pa3BUTHS Kapauo-
MMOTIATHH y HOCUTEJIEH XKEeHCKOTO T10J1a, KOTOPBIM PEKO-
MEHIOBAHO PETYJISIPHOE KapAMOJIOTMYeCKOoe 00cae10BaH1E
nocite 20 net [10].

[MocneqHne KIWMHWYECKHWE WCCIIEIOBAHUS TOKa3an
3G (GEKTUBHOCTh MHIMONTOPOB aHTUOTECH3MHITPEBPAIIIaro-
mero cepmenTa (ATID) u B-6;10KaTOPOB B JIEUCHUU ACUM -
MITOMATUYECKO JIEBOXKEIYIOYKOBOM TMCHOYHKIIMHI U XPO-

HUYECKON CepAeYHON HEeTOCTaTOYHOCTA B TOM UMCIIC
n y mamueHTro ¢ MIJ/M/B [11].

Bosmoxnblii apdekT AITD, HarpaBAESHHBIN Ha TTPO-
(UIAKTUKY Pa3BUTHUST KapAMOJOTUISCKIX OCIOXHEHMUIA,
OBLT M3YYeH B paMKaX paHIOMM3MPOBAHHOTO MCCIICIOBa-
HHS, B KOTOPOM IpUHsUH yaactue 57 meteit ¢ MJIbB (cpen-
Huii Bo3pact 10,7 roma), cpemnHsst ¢ppakinst BBIOpoca co-
crapisiia 65 % [12]. I1auureHTsl MoTydany IepUHIOIPUIT
(ot 2 mo 4mr/cyT) m mnane6o. Crmycrs 3 roma Tepamumn
HE OBLJIO OTMEUEHO CTATUCTUYCCKU 3HAYMMOI pPa3HUIIBI
nmokasateneit cpegHeit ¢pakunum Beiopoca (PB) cpemu
MaIMEHTOB UCCIIEAYEMOI TPYIIIBI M ITOTyYaBIINX IUIAIIe00.
HccaemoBanue ObUTO TPOUIEHO Ha 2 TOMIa, TI0 OKOHYaHUHT
KOTOPBIX TO-TIPEKHEMY OTCYTCTBOBAajJa CTaTUCTUYCCKU
3HaYMMasl pa3HUIlAa IToKasaTeleil (ppakium BBIOpoca
(58,6 % o cpaBHeHuIo ¢ 56,0 % B rpymne mwiaue6o). On-
HAKO Cpeny TAaIlMeHTOB, IOoJjydaBmMX Tepamuio AIID,
Juib y 1 u3 27 ObII0 JMarHocTUpoBaHo cHukeHe DB
MeHee 45 %, Torna Kak B rpyiie riane6o u3 29 601bHbIX
®B meHee 45 % Obu1a IMarHOCTUPOBAHA Y 8, Cpeau KOTO-
PBIX 3aPETUCTPUPOBAHO 3 CMEPTEIBHBIX UCXOA B IIEPUOT
TIOTTOTHUTEBHBIX 2 JICT UCCIIeIOBaHNSI.

Takum obpaszom, aJisl onpeaeaeHuss He00X0aUMO-
ctu HazHaueHUST ATID mist 3aMenIeHusT IPOrpeccrupo-
BaHUS MHUOKapAUaIbHOMN IMATOJIOTUHN HEOOXOIMMO ITPO-
BeIcHME MOIOJHMUTEIBHBIX WCCICIOBAaHUN cpenu
nanueHToB ¢ M/1/1/M/1b 1 HOpMaTbHBIMU TTOKa3aTe-
msamu OB.
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Pe3ynbpTaTsl 1pyroro peTpocneKTUBHOTO UCCIIEI0-
BaHMS TTOKa3ajn, YTO paHHEe BHISIBJICHNE MUOKAPI-
aJbHBIX HAPYIICHUN W UX JiedeHue nmpemaparamu AITD
u/unu B-0610KaToOpaMyu MOXET TPUBECTU K HOPMaJIH -
3allMM, YAYYIMIEHUIO WJIA CTAa0MIM3allMd pa3MepoB
KEJTYyIOUYKOB M COKPATUTEIbHON (PYHKIMHU MUOKapaa
[13].

Ornmpasich Ha JTaHHBIC TIPUBEICHHBIX NCCICIOBAHMIA,
SKCITePTH PEKOMEHIYIOT IIpMMeHeHIEe MHTIONTOPOB ATTM
u/unm B-0JI0KaTOpoB B JieueHUM marueHToB ¢ MJIJL
n MJIB, y KOTOpBhIX TMarHOCTMPOBaHA BEHTPUKYJISIPHAST
IUCHYHKIINS 110 TaHHBIM KapanoBusyanu3anuu (OB re-
BOro xejynouka < 55 % uiu ieBoXe1ya04KoBas AuiaTa-
mus). B xkagecTBe Tepanmy pa3BUBAIOIICIICS CepaecIHOM
HELOCTATOYHOCTU PEKOMEHJO0BAHO MPUMEHEHUE NUYype-
THKOB M IUTOKCWHA, KaK U y TTAIIMEHTOB 0€3 MUOIUCTPO-
¢uun. TpaHcmnaHTauus cepala MOXET ObITh OMUMEN
st naneHToB ¢ MJIB, y KOTOphIX pa3Buiiach TsKenast
KapIMOMHUOIIATHsI, HO OTCYTCTBYIOT TaHHBIC O BHIPAKEH-
HOM MOpaKeHUHN CKEJICTHON MYCKYIaTyphI [8].

JluarHocmuKa u Koppexyus pecnupamopHbIX HapyweHui

Hnst 6onpabIx MJIJI/ MDD B pe3ynbraTe BoBjIeUYe-
HUS IBIXaTeJIbHON MYCKYJIaTYPHI ITOCTEIIEHHO K OCHOB-
HOM KIMHUYECKON KapTUHE 3a00JIeBaHMUS IIPUCOCIU-
HSEeTCS IbIXaTeJIbHAsI HEJOCTATOYHOCTh. DTOT aCIIeKT
TpeObyeT MOHUTOPHUHTA U CBOEBPEMEHHOI KOPPEKIINH.
OyHKIIMOHATBbHOE TECTUPOBAaHME (CITMPOMETPUSI), Ta-
KOe Kak oIlpeaesieHne oobeMa (GOpCUPOBAHHOTO BBI-
nmoxa, Xu3HeHHoU eMKocTH gerkux (2KEJI), sBasercs
HEeOOXOOMMOM COCTaBJISOIIEel OCMOTpa MAaIllMEeHTOB
¢ 3a0o0JIeBaHMUSIMU HEWPOMBIIIEYHOTO CIIEKTpa, II0-
CKOJIbKY TaKKe XapaKTepHU3YyeT TEMIIBI IIPOTPEeCCUPO-
BaHUS 3a00JICBaHMS 1 TTO3BOJISIET CBOEBPEMEHHO OITpe-
IEAUTh TIOKa3aHMS K TOIKIIUYCHUIO METOIOB
MOTIOJTHUTENIbHOM KUCIOPOIHOU Tepamuu: MHCYPIIs-
IUST KUCJIOpOoIa, U/WIA BCIIOMOTATEIbHOM BEHTUIISI-
uun (CPUP — wuckyccTBeHHasi BEHTWISIIIUST JTETKUX
C MOCTOSIHHBIM TOJIOXKUTENbHBIM naBiaeHueM, IPPB —
WCKYCCTBEHHAsT BEHTHWJISIUS JIETKUX C IIepeMexkaro-
IIUMCS TTOJOXMUTEIbHBIM IaBICHUEM B IBIXaTEJIbHBIX
myTax) [8, 14].

KEJI usmepsiercst B mpoLieHTaX U 3aBUCUT OT pocTa
manueHTa. KoOHTpakTypbl M CKOJMO3, XapaKTepHBIC
s maeHToB ¢ MIJ1/M/IB, MoryT MckaxaTh Imokasa-
TeJIM POCTa, YTO HEOOXONMMO YYWUTHIBATH IIPU OIICHKE
PE3YJIBTaTOB MUCCIICIOBAHNS.

bazoBoe TecTMpoBaHME PEeKOMEHIOBAHO MPOBOIUTH
B Bo3pacte 9—10 yeT. Y mereit KpaTHOCTD OLIEHKU (hyHK-
IIUY ObIXaHWS JOJDKHA COCTABJISITh 2 pa3a B TOM MPH CJIe-
nyronmx oocrosrenscTBax: XKEJI < 80 %, mocne 12 ner
W KOTJa WHBAJIMIHOE KPEClIO CTAaHOBUTCS OCHOBHBIM
CpencTBOM nepeaBrkeHus [15].

Cornamenue koHceHcyca 2010 I. comepsKUT psi Mo~
POOHBIX peKOMEHAALUI 110 KOPPEKLIMUA PECTTUPATOPHBIX
HapyLeHuit y 6oabHbIx M /MJB [8, 16].

IIar 1-ii. Mcionp3oBaHMe PyYHOTO BEHTHIISIIIMOHHO-
T'O MeIIIKa W MEXaHNIeCKON MHCYDISIINI-3KCCYDIITITNN
ripu XKEJT < 40 %.

Ilar 2-ii. MaHyaabHBIC MM MEXaHUYECKHE BCTIOMO-
raTeJbHbIe TEXHUKU TP Kalllyle HeOOXOIMMO IMPUMEHSITh
B CiIydJae:

* COYCTAHUS PeCTMPATOPHBIX MH(MEKIINIA M TTUKOBOM
CKOpPOCTH Bo3ayxa npu Kamure < 270 1/MuH;

* eCclIM TIMKOBasl CKOPOCTh BO3MyXa IIPU Kalllie
< 1601/MUH WIXM MaKCHMaJbHOE JABJI€HUE Ha BbIIOXE
<40cMBCT,;

« ecau KEJI < 40 % wm < 1,251 cpenn gereit crap-
IIETO IITKOJIBHOTO BO3pPAcTa 1 B3POCIbIX.

Ilar 3-ii. HouHast BeHTWIISILINST:

* HaaWuMe CUMNTOMOB TumoBeHTW UM (KEJI
< 30 %, HOuHbIE AITHOD, MTOSIBJIEHUE XpaIia);

* 3HaueHue 0a30Boi mynabcokcumeTpun < 92 %
u/mum yposenb CO, kpoBu < 45MM PT. CT. B COCTOSHUM
0oapCTBOBAHUS,

* aITHO3/TUIIOITHOY MHAEKC > 10 3a 9ac Mo maHHBIM
TTOIMCOMHOTpadun, Win 4 1 6oJiee 3MM30/1a PETUCTPALINT
nyiabcokeumeTpun < 92 %, wiM maneHue pe3ysbTaToB
yJbCOKCUMETPUM MeHee yeM Ha 4 % 3a yac cHa.

Ilar 4-ii. BenTnisamus B THeBHOE BpeMsI ITOKa3aHa:

* KOTJa MallMeHTHl CaMOCTOSITeTbHO HAUMHAIOT TIPO-
JUIeBaTh BEHTWISIIMIO C HOYHOTO Teproa Ha BpeMs 00ap-
CTBOBaHUS;

* CTAaHOBUTCSI HEBO3MOKHBIM 3aKOHUYUTD TIPEIIOKE -
HUue (WiM JJIMHHYIO0 (pasy) M3-3a HEXBATKMU JbIXaHUS
/WA TIPUCOSANHSIOTCS CHUMIITOMBI TUITOBEHTWIISIINT
B COYETaHWM C 0a30BBIM YPOBHEM IYIbCOKCUMETPHUU
<95 % wn/nmm yposenb CO, kpoBu < 45MM PT. CT. B COCTO-
STHUU OOJIPCTBOBAHUS.

Iar 5-ii. [Toka3zaHMs K TOCTAaHOBKE TPAXEOCTOMBI:

* HEBO3MOXKXHOCTb 3(D(heKTUBHO ITPUMEHSITh HEMTHBA-
3WBHBIC METOIBI BEHTUJISIINAN;

* HEBO3MOXHOCTH CITCIIMAIMCTOB MEIYIPEKICHUS,
KOTOPOE KyprpyeT O00JIbHOTO, TIOIIePXKUBATh Y HETO HEMH-
Ba3UBHYIO BEHTIISIIINIO;

* 3 HeymauyHBIC TTOIBITKA KCTYOAIIUM TS TIepexoaa
Ha HEMHBA3WBYIO BEHTUJISIIIMIO TTOCTIC Pa3BUBIINXCS KPH-
TUYECKHUX COCTOSTHUIA.

Mpothunakmuka pa3sumus u Ne4YeHue opmoneauyecKux

OCNoKHeHul

IMaumenter ¢ MJAA/M/JIb ¢ MOMeHTa ITOCTaHOBKHU
IarHO3a JOJDKHBI 3aHMMAThCS JIeueOHOM (DU3KYIBTYPOI,
HaIpaBJIeHHOI Ha MPOMWIAKTUKY KOHTPAKTYP WA YMEHb-
IIEHNE CTEIIEH! MX BBIPAXKEHHOCTH, a TaKXKe ONTHMM3a-
o dpusndeckoit aktuBHOCTU. OCHOBHAS YacTh yIIpax-
HEHWU OJDKHA OBITh HaIlpaBjieHa Ha ITOBBIIICHUE
PaCTSKMMOCTH CYXOXKMJIWM CTHOATeNei ToMeH! (MBITIIIBI
TPYIIIBI hamstring) N aXWTIOBBIX CYXOXKWITHIA.

B 3aBUCHMMOCTH OT CTeEHM Pa3BUTHUS OPTOICANUC-
CKHUX OCJIOXKHEHHMI BO3MOXHO ITPUMEHEHHE CIICAYIOIINX
rmogxomos [8, 17]:

17



18

HepBHo-MbileYHbIe
BOJNIE3HH

Jlexyuu u 0630pu!

* TJIJACTMKOBbBIE OPTE3bI [J151 TOJIEHOCTOITHBIX CYCTaBOB
CJIelyeT HayaTb IPUMEHSTh, KOTIa BO CHE CTOIA HAXOAUT-
Cs1 B TTO3UILIMU TTOAOLIBEHHOTO CrM0aHus;

* MCMOJIb30BAHUE aMIapaToB s ONTUMM3ALMU TTO3bI
«CTOSI» U XOJIbOBKI;

* XMpPYpPruyeckoe BMELIATeJIbCTBO, HaIpaBIECHHOE
Ha KOPPEKLMIO KOHTPAKTyp crudaTeseii TojJeHru U axui-
JIOBBIX CYXOXXWJIUIA;

* MaKCHMaJIbHOE MOIePKAHUE MO3bI «CTOS» IS Mpe-
JIOTBpALLIEHUS pa3BUTUSI CKOJIMO3A;

* XUpyprus Mo3BOHOYHMKA, HaMpaBJeHHasl Ha CTaOu-
JIM3ALMIO WX KOPPEKLIMIO CKOJMO3a C LETbIO MOBBILLIEHUS
Ka4yecTBa XXM3HU MALlMEHTOB, 0COOEHHO TeX, KTO OOJIbIIYIO
4acTb BPEMEHU HAXOIUTCS B MHBAJIMIHOM KpECJie, a TAaKXKe
IIJIST TIOJIOKUTEIBHOTO BIUSHUS Ha (DYHKIIUIO ITBIXaHUS.
OmHako cieayeT MOMHUTD, 9TO 3P (MEKTUBHOCTH METOIA
XUPYPruuyecKOu KOppeKL WU CKOJIMO3a y MallMeHTOB
¢ MJIZI/M/1b He ObuTa MOKa3aHa pe3yIbraTaMU PaHIOMM-
3MpOBAHHBIX UCCIenoBaHmii [18].

Anropumm oueHKU cocmoAHuA KOCMHOI cucMembl

[Mammentsr ¢ MIAJ/MIB HaxonsTcss B TpyIIie prucKa
pa3BUTHS TIATOJIOTUM KOCTHOM TKaHW M3-32 OTPaHWYCHUS
pu3MIeCcKOil AKTMBHOCTH, MBIIIICYHOI CJTA00CTH M TepaIin
IIOKOKopTUKonIamu [9]. Bo3aMosKHbIE OCITOXKHEHMSI MOTYT
BKJTIOUATh TTOBBIIICHUE YACTOTHI TIEPEIIOMOB TPYOUaThIX KO-
CTel 11 TTO3BOHKOB, OCTEOTICHUIO, OCTEOIIOPO03, KM(OCKOIIO3,
001 B KOCTSIX M, KaK CJICIICTBYE, CHIDKEHUE KaueCcTBa XKU3HI.

Kiunnuueckue rccnenoBaHus 1o pa3padoTKe aneKBaTHON
IIPOTrpaMMBI, HaIpaBJICHHOM Ha MPEIOTBPAIeHIE TTOT00HBIX
OCJIO>KHEHUI Y TIAIIEHTOB ¢ 3200 IeBaHUSMH HEMPOMBITIICY-
HOTO CIIeKTpa, He MPOBOMWIN. TeM He MeHee COIVIaIlIlCHHe
aKcIepTHOro KoHceHcyca 2010 © mo Kypalyu mHaiyeHTOB
¢ MIJI/MAB conepXuT caemyolre peKoMeHIamm [8§].

+ O06cemoBaHMsI, KOTOPBIE HEOOXOIMMO IIPOBOIUTH
PETYIISIPHO:

— aHajM3 KPOBH: KaJIbIINiA, (pochop, meaouHast ¢poc-
darasza, 25-tuapokcuBuTamMuH I (B BeCeHHEe BpeMsT WM 2
pasa BTOq);

— aHaJIM3 MOYM: KaJbLMi (OICHUTHh KaJIbIIMYyPHIO),
HaTpHii, KpeaTHHIH.

* JICHCUTOMETPMUSI:

— 0a3oBoe 00ciienoBaHUe JOKHO OBITh MTPOBEACHO
HaumHas ¢ 3 JIeT ¥ 00513aTe/IbHO B HauaJjie MpreMa TTI0KO-
KOPTUKOWJIOB,

— TIOBTOPSTDH KaXKIBIiA TOJ B TPYTIIE prcKa (TTalIMeHTBI
¢ TIepeIoMaM1 KOCTe#t B aHaMHe3e, ITOJTyJaloIe XPOHM -
YeCKyI0 Teparuio TIIOKOKOPTHUKOUIAMM), PE3YIbTaTh
JIEHCUTOMETPUU COOTBETCTBYIOT < —2 CTENEeHM CTaHAAPT-
HOTO OTKJIOHEHHMSI OT BO3PACTHOI HOPMEI;

* PentreHorpadus mo3BOHOUHMKA ITIpU Kajiodax
Ha 0Ol B CIIMHE, TMaTHOCTHPOBAHHOM KU(OCKOINO03e
IIJIST UCKJTIOUEHUS TIePeIOMOB TTO3BOHKOB.

+ OnpezaeneHre KOCTHOTO Bo3pacTa (JIeBOe 3aIsICThe)
TSI TIALIMEHTOB CO CHIDKEHHUEM TeMITOB pocTa (< 5 Bo3pact-
HOTO TIEPICHTUJIST WUIK TeHICHITNEH K CHIDKEHUIO TepIIeH-

TWJIS B TIpollecce HAOIOACHMS), He3aBUCHMMO OT TOTO,
ITOJTYJarOT JIM OHU TEPaITNIO TIIFOKOKOPTUKONIAMM.

Cornamenue koHceHceyca 2010 I. peKOMeHAYET Cliemy-
IOLIU A TepareBTUUECKUIA TUIaH Il TPOMWIAKTUKY Pa3BU-
TSI TIATOJIOTMH KOCTHOM TKaHM y 6obsHbIX MJI/MB [8]:

* IOTIOJTHUTEIPHOE Ha3HAaYeHUe BUTaMuHa D mipu qm-
arHOCTMPOBAHHOM AeUIIMTE U B CIyJae, KOTIa YPOBEHb
HEBO3MOXXHO OIPEACINTD;

* IOTOJHUTEIBHBI TIpHMeM KaJbLIMIACOIEPKAIIIX
MpernapaToB WX BO3MOXHOE M3MEHEHNE COCTaBa ITHIIN
B CTOPOHY OOTaThIX KaJbILIMEM IIPOAYKTOB IO peKOMEH Ia-
LIMU THETOJIOTA;

* Ha3zHaueHHue omcdocdoHaTOB: BHYTPUBEHHOE BBE-
neHue OmcchochOHATOB IPU TepeioMax IT03BOHKOB.
OpanbHblii pueM 6ucdocdoHaTOB B KaueCTBE JIEUEHUST
WJIH TIPO(PUIAKTUKA OCTACTCST CITOPHBIM.

CorjacHO HEKOTOPBIM JIMTePaTypHBIM MCTOYHUKAM
PEKOMEHIYeTCST Ha3HAYaTh JOITOTHUTEIbHBIN TIpUEeM BH-
tamMrHa D 1ipu cHIKeHnu ero ypoBHs Hrke 30 Hr/mi [§],
B JIPYTUX pabOTax MBI MOXEM BCTPETUTh PEKOMEHIALINI
HauMHATh Tepanuio mpu yposHe < 20 Hr /™M [19-21].

OueHKa apexBamHocmu numasus y nayuenmos MAA/MAb

Mammenter ¢ MIAJA/M/JB ¢ pa3Butem O0oJye3HMH,
a TaKke Ha (DOHE MPOBOAUMOTO JIeUeHUS (TITIOKOKOPTH-
KOUOBI U AP.) MOTYT OKa3aThCsI B 30HE pHcKa meduimra
MMUTaHWS M OTKJIOHEHMSI MacChI Tejla OT BO3PACTHOM HOP-
MBI KaK B CTOPOHY YBEJIMUEHUSI, TaK U YMEHBIIICHUSI. DTOT
ToKa3aTesb HEOOXOIMMO PETYISIPHO KOHTPOJIMPOBATh [9].

B c¢Bs131 ¢ 3TMM B mporiecce HaOMIOACHUS TTAIIMEHTOB
MIPpH KaXKJIOM OCMOTPE HEOOXOIUMO KOHTPOJIMPOBATh IO~
KazaTeJIn Beca M POCTa MO CTaHZAPTHBIM IIEHTWIHHBIM
tabmmiaM. Ecim Bec HAaUMHAET CHIKAThCST OTHOCUTETBHO
XapaKTEPHOTO IS MAlIMEeHTa [EHTUJIS, 3TO CIIYKUT TTOBO-
JIOM O0paTUTh BHUMaHNE Ha BO3MOXXHOE TTPUCOCANHEHIE
K O0Iell KIMHUIECKOM KapTUHE CHMIITOMAa Juc(aruu.
CoueraHre MOJOOHOTO CUMIITOMA C YBEIMYCHUEM -
TeJIbHOCTHU IpreMa nuiu (60 MUH u GoJiee), yualleHUeM
BOCHAJIMTENIPHBIX 3a00JIeBaHNIT OPOHXOB U JIETKUX SIBJISI-
eTCs TIOKa3aHWeM K IIPOBEICHUIO BUIACOMIIOPOCKOITNI
(bazwl TIIOTAHMS 71T UCKITIOUCHUST aCTIMPALINN.

Cornmamenue KoHcencyca 2010 . o Kypauuu mamm-
eHToB ¢ M/IJ1 comepKuT psia peKOMeHIALMI [1T0 KOHTPOJIIO
3a MUTaHueM [8].

« Tlokazarenu, KOTOpbIE HEOOXOIMMO PETYJISIPHO
MOHUTOPHUPOBATH:

— Macca Tesa;

— POCTy aMOY/IaTOPHBIX MAIIMEHTOB (110 EHTYIBHBIM
TabJMLIaM), Kaxable 6 Mec;

— OKPYXXHOCTD 3aIIsICThsI Y HeaMOYyIaTOPHBIX TTaIlH-
CHTOB.

* [TokazaHMs K KOHCYJIBTALIMU TNETOJIOTA:

— IIpM MIOCTAHOBKE OCHOBHOTO AMAarHo3a;

— IIpM HavaJie Tepanuy TIFOKOKOPTUKONIAMH;

— IIpM CHWDKEHWU Macchl Teja Hinke 10-ro meplieH-
THJIS;
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— ©CIU TOSABJISICTCS PUCK Pa3BUTUS OXUPCHUS
(> 95-T0 BO3paCTHOTO MEPIICHTUIIS);

— B CJIy4yae IpeAcTOsIIeit XMpyprudecKou orneparnu;

— ©CII y TIallieHTa HaOII0Ma0TCsI XpOHMIECKIE 3a-
TTOPHI;

— TP HATWIUU Aucharuu.

B 3aBUCHMOCTH OT CTeTIeHN BBIPAKEHHOCTU aJTMMEH-
TapHOM HEAOCTaTOYHOCTA M Aucharud IpUHUMAaeMbIe
MepBbl MOTYT BKJIIOUATh KaK M3MEHEHNE XapaKTepa I1Ta-
HUs (TTOAKITIOUEHNE CIIeIINaIbHOTO JIeUeOHOTO TTUTaHNS,
YBeIMYCHNE XapaKTepa MUTaHUS B CTOPOHY YMEHBIIICHUST
KOJIMYECTBA M YBEIMUCHUS KaJJTOpaXka MUK ), yCTAaHOBKY
KEJTyIOYHOTO 30Ha WJIM TaCTPOCTOMBIL.

[NomoOHBIE MephI TIO3BOJISIIOT 3HAYMTEIHHO TIOBBICUTH
KauyecTBO X13HM narreHToB ¢ MI/1/M/Ib Ha onpenenieHHOM
cTammu 3a00JIeBaHMsI, a 3a9aCTYIO Y ITPOIJTUTD JKM3Hb 32 CUET
MMPOGMIAKTIKA PAa3BUTHSI aCTIMPALTIOHHBIX OCJIOKHEHUIA.

Takum obpa3om, B mpoliecce KypaluM ITalleHTOB
¢ muctpodpuHomnatusmMu (MMJI/MJIB) HeoOXommMmbIi
CITIEKTp OOCJIeIOBaHWI 1 TTOAKITIOUECHHUE K JICYCHHUIO Bpa-
Yeli-CTIeIIMaIMCTOB 3aBUCSIT OT PUCKA Pa3BUTHSI OCHOBHBIX
OCJIOKHEHMI Ha KaXXIOM 3Tare pa3BUTHS 3a00JIeBaHUS.
CrnemoBaHUe IPeACTaBICHHBIM peKOMEHIAIIMSIM HapaBHE
C aJeKBaTHBIM MEIUKAMEHTO3HBIM JICUCHUEM SIBJISICTCS
3aJI0TOM TIPOIICHUsI aMOyIaTOpHO# (ha3bl 3a00JIeBaHMS
¥ JUTNTEJTBHOTO COXpaHEeHUsI BBICOKOTO YPOBHS KadecTBa
KW3HU.

B 10 ke BpeMst mpruMeHeHE BAIMIHBIX M BLICOKOTYB-
CTBUTEIBHBIX IIIKAJI OIICHKN COCTOSTHUSI MOTOPUKH TTO3BO-
JISIeT He TOJIBKO CTAHIAPTU3UPOBATh MOIXOI K TMaTHOCTH -
ke treueHnst MJ1J1/ M B, HO U ¢ JIETKOCTBIO BCTpaBaThCS
B MYJBTUIICHTPOBBIC HWCCEIOBAHMS, HAaIlpaBICHHBIC
Ha MOUCK 3((EKTUBHOIO MTATOTHOMOHUYHOTO JICUCHMS
3a00JIeBaHMIT TaHHOTO CITEKTpa.
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