Bulletin of Rehabilitation Medicine NO. 5 (99) 2020 ISSN 2078-1962

OB3OPbLI. JIEKUUN. AOKJTIAADI.
UCTOPUYECKUE OYEPKHU

Reviews. Lectures. Report.
Historical sketches

O630pHas cmames / Review article —@ ®
DOI: https://doi.org/10.38025/2078-1962-2020-99-5-101-106 .
YJIK: 616.71-007.21

AHONU3 CyLLECTBYIOWMNX METOLOB fIeYeHUs HAOPYLLUEHU ONOPHO-
ABUrATENbHOrO ANMNAPATA Y B3POCHbIX MALUEHTOB
¢ MyKononucaxapupaosom (o63op nurepaTtypbi)

'EpemywkuH M.A., 'OTBeTunkoBa 1.U1., 2°0tBetunkoB U.H., 'KonbiweHkoB B.A.

"HayuoHaneHsIl meduyuHckul ucciedosamesnsckull yeHmp peabunumayuu u Kypopmosoauu MuH3dpasa Poccuu, Poccus,
Mockea

2[opodckas KnuHuveckaa 6onbHuya N°17 [lenapmameHma 30pasooxpaHeHua Mockael, Poccud, Mockea

Pe3slome

Ha cerofHAWHNA AeHb NOUCK ONTMMAasbHbIX MOAXOLOB JleYeHUs MauMeHTOB B3pOC/IOro Bo3pacTa C MyKOMonmcaxapugosom
(MMNC) aBnaeTca akTyanbHON NPo6emMoil. To CBA3aHO C TeM, UTO paHblue nauuneHTbl ¢ MIMNC pegKo AoXKUBaNM [0 B3pOCIOro BO3-
pacTa 1 Habnaanucb, B OCHOBHOM, BpadamMu-rnegnatpamu. Ho ¢ nporpeccnpoBaHriemM MegnLMHCKUX TEXHONTOMMIA 1 NMOABNEHVEM
COBPEMEHHbIX CMOCO60B NeyeHnsa 1 peabunutaumm Takux 60nbHbIX, KONMYECTBO B3pOCbIX NauneHToB ¢ MIMC yBennumBaeTcs.
Y KNMHMLUMCTOB BO3HUKaET BCe 60sblue BONPOCOB B BblboOpe CcTpaTernn Ana BeAeHNA KaXKgoro KOHKPETHOMO KIMHNYEeCKOro ciy-
yas. B HacToALee Bpems KOMMIEKCHbI MOAXOA K IeYeHI0 NO3BONAET 3aAeICTBOBATb MybTUANCLMNAINHAPHYO 6puragy, utobbl
YAENUTb [OMKHOE BHUMaHWe CONYTCTBYIOWMUM 3a601eBaHNAM, BO3HMKAOWMM Y NaLMEHTOB C HapylleHremM obMeHa rmrMKo3amu-
HornmkaHoB (FAl). M3-3a pegKocTu BCTpeyaeMoCcT 3Toro 3abosieBaHNA B COBPEMEHHON NuTepaType cyulecTByeT HebonbLoe
KonunuyecTBo nybnumkaumii, OXxBaTbiBaloWMX NMLLIb OTAENbHbIE acneKTbl 3ab0neBaHuns, HO HeT PaboT, NOCBALLEHHbIX KOMMIEKCHOMY
NoAXOAY B NeYeHnn 1 peabunutalmm Takux naymeHTos. [NpoBefeH aHann3 nuTepaTypHbIX AaHHbIX, MOCBALLEHHbIX AMAarHOCTUKE,
meTofam o6creloBaHNA, BapraHTaM KOHCEPBATMBHOIO U ONepaTVBHOIO fleYeHNA B 3aBUCMOCTU OT TVMa BbIAIBIEHHOW NaTono-
rMn n GYHKLMOHaNbHbIX NOTpebHOCTeN NnayreHTa ¢ pasHbiMy Tunamm MIMC. OnucaHbl pekoMeHaaumy Ansa TeCTUPOBAHKA U OLeH-
K1 GYHKUMOHANbHOro CcTaTyca, NpeAcTaBieHbl Hanbonee pacnpocTpaHeHHble BapuaHTbl KOHCEPBATMBHOIO 1 OMNepaTUBHOTO fne-
YeHUs, yunTbiBaloLe KOHKPeTHbIe MPobieMbl, CHUXKaloLWMe KauecTBO X13HW naureHTa. Heobxoanmo 6onee nogpo6bHo nyumtb
npo6nemy MIMC y naurMeHTOB B3pOCIOro BO3pacTa, a TakXke KOOPANHMPOBaTb CMeLnanncToB, MMeL KX ONbIT BeAeHUA naLmeH-
TOB C METAab0IMYECKMM HAPYLIEHUAMY, ANA yyULleHNA pe3ybTaToB JIeUeHUs U peabunutaumm 60/bHbIX C JaHHOW NaTonornen.
KnioueBble cnoBa: MyKononucaxapraos, opdaHHble 3a6oneBaHus, HapyLleHna MeTabonmnama, rMmko3aMUHOIMKaHbI, AUCMa3uns co-
eVHUTENbHOW TKaHW, CUCTeMHble 3aboneBaHuA
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Abstract

Need for optimal treatment approaches for adult patients with mucopolysaccharidosis is an urgent problem today. This happened due
to the fact that previously patients with MS rarely lived to adulthood and were observed mainly by pediatricians. But with the evolition
of medical technologies and the emergence of modern methods of treatment and rehabilitation of such patients, the number of adult
patients with MS is increasing. Clinicians have more and more questions in choosing a strategy for managing each specific clinical case.
Currently, a comprehensive approach to treatment allows for the use of a multidisciplinary team to pay due attention to concomitant
diseases that occur in patients with impaired GAG metabolism. Due to the rarity of this disease in the modern literature, there are a
small number of publications that cover only certain aspects of the disease, but there are no works devoted to a comprehensive ap-
proach to the treatment and rehabilitation of such patients. The analysis of literature data on diagnostics, methods of examination,
options for conservative and surgical treatment depending on the type of detected pathology and functional needs of a patient with
different types of MS is carried out. Recommendations for testing and evaluating functional status are described, and the most com-
mon options for conservative and surgical treatment that take into account specific problems that reduce the patient’s quality of life
are presented. It is necessary to study the problem of MPs in adult patients in more detail, as well as to coordinate specialists who have
experience in managing patients with metabolic disorders, in order to improve the results of treatment and rehabilitation of patients
with this pathology.
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BBepeHne

Mykononucaxapngo3s — ofHO M3 peaknx (opdaHHbIX)
3aboneBaHU, XxapakTepu3yoleecs MeTaboNNMYeckumy Ha-
pYyLeHnAMY, KOTOpOoe CBA3aHO C AeduuntoMm GpepmeHTOB,
yyacTBylOLWYMX B MeTabonmsme rnmko3ammHornvkaHos (FAT).
CymmapHaa 4actoTa BCTpeyaemocTy 3aboneBaHuA Bapbu-
pyeT ot 1:100 000-1:140 000 go 1:300 000 HaceneHuA Iﬁ]. B
pe3ynbTaTe CHUMXEHWA UK OTCYTCTBMA aKTUBHOCTY onpege-
NeHHbIX pepmeHTOB, TAl HaKannMBalTCA B IM30COMAXx Kie-
TOK. VI3MeHeHVe rMaBHbIX CTPYKTYPHbIX S/1IEMEHTOB COoeau-
HUTENIbHON TKaHW, B CBOIO ouepefb, 00yCNIoBANBaET TOTaslb-
Hoe nporpeccupyiollee HapyleHue GyHKLMOHMPOBaHUA
Pa3fIUYHbIX OPFraHOB U CUCTEM [2]. Hakonnetve bepmeHTOB
MOXET BbI3BaTb 3afepXKKy pOoCTa, nporpeccupytowiee no-
BpeXxAeHne [bIXxaTeNlbHOW, cepaevyHO-CoCyaNCTON, OMOPHO-
[ABUraTesibHOW, HEPBHOM CUCTEM, KeNyAOYHO-KMLLIEYHOro
TPaKTa, CJ/IyXOBOrO W 3pUTENbHOrO aHann3atopos. [Jo He-
[ABHEro BpPeMeHU NWb HEMHOTME MaUMEHTbl C TAXeNbIM
beHoTunnyecknm mykononucaxapuaosom (MNC) gocturanu
3penoro Bo3pacTta. OfgHaKO COBPEMEHHble MeTobl AnarHo-
CTUKW, MyNbTUANCLUMIMHAPHDBIA NOAXOA U HOBbIE BapUaHTbI
NeyeHns, HanpaBfieHHbIe Ha YBENNYEHVE NPOJOIKMNTENIbHO-
CTV XM3HW, NPUBENN K POCTY YMCIIa NaLyeHTOB B3POCIOro
Bo3pacTa. PacTyuiee uncno takmx naumeHTos ¢ MINC cospaet
3HauuTeNbHble NPO6EMbI AA BpaYel, He 3HAKOMbIX C Kn-
HUYECKUMW NPOABNEHUAMU 3TOW natonoruun. Kpome Toro,
NMOCKOJIbKY MNPOJOKUTENIbHOCTb MU3HW 3TUX MaLMEHTOB
BO3pacTaeT, HEN3BECTHO, KaKNe HOBble OC/TOXKHEHMA JaHHO-
ro 3aboneBaHUA MOryT NPOABUTLCA B pe3ynbraTe ero npo-
rPeccMpoBaHNA MO Mepe CTapeHMA.

OcHoBHas yacTb

Mockonbky MIMC aBnAeTca cucteMHbiM 3aboneBaHueMm,
€ro fieyeHmne TpebyeT CKOOPANHMPOBAHHOIO MEXANCLMMIIN-
HapHoro nogxogda [2]. jnarHo3 ycTaHaBnMBalOT Ha OCHOBaA-
HUWM KNUHUYECKUX MPOABNEHUN, pe3ynbTaTtax broxummye-
CKUX aHanv30B ANA BblABNEHUA Tuna cybcTpaTa, KOTopbIi
HaKanIMBaeTCA B KNeTKax, U MOATBEPXKAEHUA TUMa HapyLue-
HUA C MOMOLLbIO ONpeaeneHna COOTBETCTBYOLErO pepMeH-
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Ta. PaHHAA gnarHocTka Heobxogvma AnsA Havana nevyeHus
B pPaHHME CPOKMK, NPUHUMAA BO BHUMAHWE, YTO MYNbTUANC-
LUUNNHapHOeE BeieHe 1 3amecTuTeNibHaa pepmeHTaTBHaA
Tepanua goctynHbl ana MIMC | (cuHgpom Xepnepa), MIC I
(cmHppom XanTtepa), MIC IV (cmHapom Mopkno) n MIMC VI
(cuHppom MapoTto-Jlamn). CkeneTHble 1 CycTaBHble aHOMa-
nuun Habntogatotca npum Bcex Tnax MMC 3, 4, 5, 6, 71.
N3meHeHMs npu MmyKkononvcaxapugose BO3HMKAIOT B pe-
3ynbTate gedekta GepMeHTHOro pacLlensieHna yrneBogHom
YacTn MONEKyYNbl MyKOMonncaxapuaos (MrMKo3aMUHOTIMKa-
HoB). Mpu 3Tom B dpMbpobnacTax n MeseHxMasbHbIX KneT-
Kax, KOTopble CNoCcO6HbI TpaHCHOPMMPOBATLCA B XPSLLEBDIE,
KOCTHbl€, MO0 KNPOBble KNETKWN, HAKaMNBAETCSA XOHAPOU-
TUHCYNbdaT — BELLeCTBO, ABNALEECA OCHOBOW XpALLel. ITO
BeAET K HapyLLEHNIO CTPYKTYPbl COEAUHUTENIbHOM, KOCTHOW
1 xpAweson TKaHu [8]. Kaxabii Tun MINC xapaktepusyeTca
onpeaeneHHbIM KOMMIEKCOM PEHTIEHONOTMYECKUX HAXOA0K
[9]; onHaKko 6onbluas deHoTUNMYECKaa U3MEHYMBOCTb CyLLe-
CTBYyeT CpeAn NaLMeHTOB C BblLEOoNUCcaHHbIMU TUNamu 3abo-
neBaHusA. Y B3pOC/bIX NaumneHToB ¢ Taxenon ¢opmoin MIMC (1,
I1, 1V, VI n VIl TunoB) 06b14HO HabMoAanTCA 3HaUYMTESIbHbIE Ha-
pyLeHna CTPYKTYPbl AJIMHHBIX TPy6OUaTbix KocTei, fedopma-
LMn CyCTaBOB N HN3KWIA POCT. [lereHepaTrBHble U3MEeHEeHUA
CYyCTaBOB, NOABbIBUXM, 0COOEHHO Ta306epPEHHbIX CYyCTaBOB,
NMOACHNYHO-KPECTLOBbIN KO3, a TakKe BanbrycHasa gedop-
MaUMA HUKHUX KOHEUYHOCTEN NPOoABNAETCA B paHHEM JeT-
CKOM BO3pacTe 11, B MEHbLLEN CTeNeHN, B OHOCTU. iucnnasus
KocCTel, KoTopas MOXeT ObITb yCyrybneHa aHoManvemn cycra-
Ba B C/lyyae NoABbIBUXa UMM TAXKENON BanbrycHon gedop-
MaLnu, MOXET, B KOHEYHOM UTOre, MPUBECTU K apTpanruu,
nporpeccupyoLemy apTpo3y v TaxenbiM GyHKLMOHaNbHbIM
HapyLLeHVAM, 3aTPYLHAWMM XOab0y 1nmM BOBCE OrpaHu-
UYMBAOLUM MOBUSIBHOCTb MaLUEHTa VHBANIMAHbIM KPECTIOM.
WNccnepoBaHyA nokasanu He3HauuTesbHbI SGPEKT SH3UM-
HOWM 3amecTuTenbHowm Tepanuu (IPT) mM TpaHcnnaHTaumm
KocTHoro mo3ra (FCKT) npu 3aboneBaHusix ckeneta [10, 11].
ApTpanrua ABAAETCA PaChpPOCTPAHEHHBIM CMMMTOMOM
npu MIMC, ocobeHHO B TEX CNyyasx, KOTOpble CONPOBOXAa-
IOTCS TAXKENbIM U3MEHEHUAMU CO CTOPOHbI OMOPHO-ABUra-
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TefIbHOroO annapata. Tak, Mo AaHHbIM NuTepaTypsbl, B UcCe-
0OBaHMKW, BKNYaowem 36 geten n 27 s3pocnbix ¢ MIMC IV
A, 74% B3pOCnbIX NaLVeHTOB UCMbITanu 60sb B cycTaBax (no
CpaBHeHMIo € 64% feTen), Yalle BCero B KPYMnHbIX CycTaBax
HUXXHUX KOHeYHoCTAX [12]. BonblumHcTBO B3pochbix (85,2%)
naLVeHTOB MONb30BaNNCh ANA NepeaBMKeHUA MHBaNNLHON
KonAackow. MauneHTbl, NnepeaBuratownecs npy noMoLwm ao-
NOJTHUTENbHOW OMOPbI U NCMOJb3YLWME UHBANUAHYIO KO-
NACKY TONbKO Ha AJIHHbIE AUCTaHUWKW, UCMbITbIBaNM 6onee
WHTEHCMBHYIO U PacnpoCTpaHeHHyo 60/b 13-3a NOBbILIEH-
HOWM MeXaHWYeCKOW Harpys3Kku Ha CyCTaBbl, MO CPaBHEHWUIO
C MayueHTaMu, MOCTOAHHO WCMOMb3YKLWNMIN VHBaNugHoe
Kpecsno [ﬁ 2].

CywecTByoT Ny6MKaLMmM C ONMcaHeM peKoMeHaLmn
OnA oueHKM ¢YHKLMU ONOpHO-ABUraTeNbHOro annapara
B 3aBMCMMOCTM OT MaHudecTauumn 3abonesaHus [5, 13, 14.
ChneumanncTbl PEKOMEHAYIOT OLeHMBaTb 00beM ABUKEHUN
B Ta3006efpeHHbIX CycTaBax, OMOPOCMOCOOHOCTb HUMKHUX
KOHeuHocTel, ¢usnonormyeckme usrnbbl MO3BOHOYHOIO
cTonba 1 BEPXHUE KOHEUYHOCTY, a TakKe GYHKLMOHaNbHble
BO3MOXHOCTY NaumeHTa B Lienom (Hanpumep, MMC I, MMNC IV
A) [13, 15]. BaxkHO, UTOObI 3TV OLLEHKM NPOBOAUSINCH Ha pery-
NAPHOM OCHOBE, B TOM YNCJIE 1 B 3pEeJIOM BO3pacTe.

MHpeKc oueHKn KavecTBa »*un3Hu (Qol) nauweHTa Bcerga
JIO/PKeH ObITb COMOCTaBMEH C pUCKaMKU onepauun/aHecTte-
31N ONA KaXAoro KAMHUYECKOro ciyvyasa WHAMBUAYaANbHO.
lNMockonbKy notepa ABUraTeflbHOMW aKTMBHOCTU HeraTMBHO
BnuseT Ha QoL [ﬁ2], 3ajaya Bpaya — NO3BONUTb NaLMeHTy
0CTaBaTbCA MOOGUNBbHBIM MaKCMMabHO JOAr0. 3TO NPaBUIO
HY>KHO YYMTbIBaTb NPY NPUHATAN pelleHmns B paboTe. Koraa
BMeLLATENbCTBO HEOOXOAVMMO, BaXKHO, UTOObI ONepurpyoLLmia
XUPYpPr YeTko onpegenan uenb onepauun [11] n npepcras-
NAN NoTeHUManbHble MHTPaonepaunoHHble Npobnembl [h3],
KOTOpble MOryT BO3HUKHYTb B npoLecce paboTbl ¢ AaHHbIM
nauneHToM. Xmpypruyeckne BMellaTenbCTBa Y B3POC/bIX
nayneHToB ¢ MIMC MOryT OCNOXHATLCA HECKONbKUMN daK-
Topamu [[14], 8 Tom uncne Hu3KNM pocTom, gedpopmauuen
KocCTel, 6POHX00OCTPYKLMEN 11 CTEHO30M FOPTaHK, YTO Mo-
BbILLAET PUCK NPW SHAOTPaxeanbHOM Hapko3e. Taknum 06-
pa3om, Npun NHANBKAYaNbHOM NOAXO4e BO3MOXHO OLEHUTb
npevMyLLecTBa M PUCKN XMPYPTrUYECKUX MaHUNynAuui, a
TaKXe onpefennTtb Heob6XoAMMOCTb NPOBeAeHUs HaHHbIX
BMeLIATeNbCTB [f20].

AnbTepHaTUBOW onepaTMBHOro nevenus [16, 17] asna-
eTca ¢pusmoTepanus u peabunuTauus, NCNosib30BaHNE KOM-
NMeHCaTOPHbIX BO3MOXHOCTEN opraHu3ma, xogbba npu no-
MOLLYM TPOCTW NN XOZYHKOB, ob6e36onuBatoLive npenapatbl
UM UHbEKUMK riokokopTrkonpos (TKC) B 6onesHeHHble,
BOCNasieHHble cycTaBbl. CHUXEHUe 1 KOHTPOJSIb Macchl Tena
06A3aTeNbHbl A4N1A NaLMEHTOB, UMEKLWNX N3ObITOUHbIN Bec,
yTO Yale BcTpeyaetca B nonynaumm MIMC. CpegHnMin nHAEKC
Maccobl Tena nayneHToB ¢ MIMC 06bl4YHO NO BepXHEN FpaHuLe
HOPMbI UM HE3HAUYUTENIbHO Bbllle HOPMaJIbHOMO NMoKa3saTe-
na (okono 25 ana MIMC IV A n okono 23 gna MIC VI B3poc-
JIbIX) [f18]. [lonrocpouHble KVHMYEeCKne AaHHble Habnoae-
HUA 3a COCTOAHMEM MacCbl Tena OTCYTCTBYIOT, UTO elle pa3
nogTeepxaaeT HefoCTaTOYHOCTb M3YYEHHOCTU AUHAMUKU
3aboneBaHuA y B3pocCbIx nauneHTos ¢ MMNC [ﬁ ].

Ha ocHOBaHWM AaHHbIX NUTEPaTYpPbl 1 HEMHOTOUYNCTIEH-
HbIX OMYOANKOBAHHbIX KIMHUYECKUX NCCNefoBaHWi, NOCBA-
LEeHHbIX Mpobneme MyKoMonMcaxapuaosa, CneuuanuncTbl
npepasiaraloT BO3Aep)KaTbCA OT pafuKalibHbIX XUpypruye-
CKMX BMeLLATeNbCTB (3HAONPOTE3MPOBaHKE KPYMHbIX CyCTa-
BOB HWKHUX KOHEYHOCTel, ocTeoTomuin). [laHHOe MHeHue
OCHOBbIBAETCS Ha HANMNUMK BbICOKOIO aHecTe3nonornye-
CKOro prCKa Yy MauMeHToB C AaHHOW naTonioruein, obycnos-
JIEHHOWN 0COBEHHOCTbI0 PA3BUTUS PECMNPATOPHOrO TPaKTa,
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HanMymem noTeHLManbHON OMACHOCTY OTTOPKEHMA TPaHC-
njaHTata m3-3a NPUMEHAEMON NPOTUBOBOCMNANNTESIbHON
rOpMOHaNbHOW Tepanun, a TakKe OTCYTCTBMEM OTCPOYEH-
HbIX JaHHbIX 06 YCMEeLWHOCTM SHAONPOTE3NPOBAHMA. TaK e
naumenTbl ¢ MINC yalle nMelT BbICOKUI MHAEKC MacCbl TeNa
OTHOCUTE/IbHO 340POBbIX MALMEHTOB, YTO HEFraTUBHO BNMAET
Ha aKTUBM3aLUio B paHHeM NocneonepaLnoHHOM Neprioae 1
NpPaBUIbBHOCTb NOJIOXKEHWA MeTannodrKcaTopos. Pagnkanb-
HOe XMpyprvyeckoe BMeLIaTeNbCTBO NMOKa3aHO NuLWb Toraa,
Korga 60sb 3HauUMTEIbHO OrPaHNUYMBaET NOBCEAHEBHYIO fe-
ATeNIbHOCTb, 6€CNOKOWT NaLMeHTOB B MOKOe, KOraa CToMKuMe
KOHTPaKTYypbl CyCTaBOB OrPaHNYMBAIOT ABUKEHWE, CHIKAIOT
KauyecTBO XM3HW, UK, KOrga NpoTUBOBOCNANNTENbHbIE Npe-
napartbl, prsnoTtepanusa unm aHatus JIOK He gatot oxumpaae-
moro 3¢ ¢ekTa.

Ha nnoxyto nepeHocMmMocTb GU3NYECKNX Harpy3oK, CHI-
MKaloLylo akKTVBHOCTb M KauyecCTBO »KU3HW, BAUAIOT pasnny-
Hble MPo6sieMbl C PecnUpPaTOPHbIM TPAKTOM Y MaLMeHToB
¢ MIC. Tak 3HauuTenbHble Aepopmauun rpyaHON KNeTku,
napanuy OpraHoB [blXaHWUs, OOCTPYKTMBHbIA KOMMOHEHT
n3-3a HakonneHusa Al B TKaHAX HOCO- U POTOrNOTKM, MO-
BblLLIEHHaA BA3KOCTb cypdakTaHTa B Tpaxee CNocoOCTBYOT
nporpeccrpyoLlen fbixate/ibHON HeJOCTaTOYHOCTU [21]. Ho
AblxaTesibHaA MyCKynaTypa, Kak u gpyrme ckeneTHble Mbilu-
Lbl, NogaatTca Gpranyeckm TPEeHMPOBKaM 1 afanTUpyrTca
K neperpy3kam. B nutepaType onmcaHo HECKONbKO KINHU-
YyecKux CiyyaeB TPEHUPOBKMN AbIXaTeNIbHOW MyCKynaTypbl y
naumeHToB ¢ MINC ¢ nonoXntenbHOM gnHaMmukon [22].

[nA oueHKM TONepaHTHOCTU MaLUEHTOB U OOBEKTU-
BM3auum QyHKLMOHANbHOro craTyca WCMonb3oBanu TecT
6-MUHYTHOI xoAabbbl, nccneposanu ®BL, nsmepsanun YCC.
MaureHTbl cobnopanu CTaHgapTHble PeKoMeHAauuu: Tpe-
HUPOBKW [bIXaTeNbHOW MYCKYNaTypbl 4acTOTON OT OJHOro
[0 ABYX pa3 B AeHb NpofjomkutenbHocTbio 20-30 MuH, 3-5
[Hel B Hepgento. [InAa OCTMXKeHWA TPeHNPOBOYHOro addeKkTa
1 MOBbIWEHNA UHTEHCMBHOCTW YNPaXHEHNA yBennunsanm
MaKcuManbHoe faBneHure Bgoxa (Pimax), MakcumanbHO — Ha
40% ot HavanbHoro. [locne 6-Tv HegenbHOro Kypca neve-
HUA GYHKLMA UHCMMPATOPHbIX MbllwL y nauymeHTtoB ¢ MIMC
ynyywmnacb Ha 70% OT nepBUYHbIX Nokasatenen. Yepes 6
Hefenb K AbIxaTeNlbHbIM yNpa)kHeHUAM fobaBunm xoaboy no
Kopugopy. B Hauane nporpammbl gBrratesibHaA akTUBHOCTb
nauMeHTOB OrpaHuyMBanacb OAbIWKON, Taxukapauen (oo
200 y#apoB B MVHYTY Ha 2-11 MUHYTe xoab0bl), apTpanrnamm
n Muanruamu. bnarogaps aspobHbIM TPEHMPOBKaM B Teye-
HWe 9-TU Hefenb, CpefHAA AUCTaHUMA XoAbbbl nauMeHToB
¢ MINC Bo3pocna c 54 go 101 MeTpoB, oAblLLKa Npu xoabbe
3HaunTeNbHO perpeccupoBana. Tak Xe yacToTa cepheyHbixX
COKpaLLeHU Npu perynsapHbIX UHTEHCUBHbIX a3PO6HbIX Tpe-
HMUPOBKaxX CHU3MUACh Ha 26,7% OT MaKCMManbHOW B Havane
Kypca 3aHATUI. B pe3ynbrate 3aHATUN NaumeHTbl NpeabaAs-
NANW Xanobbl Ha UHTEHCKBHYIO 60J1b B CMUHE He C 3-I1 MUHY-
Tbl XoAbObl, a NULWb K 6-011 [23]. CTOUT TaK ke OTMETUTb, UTO
6ONbLUMHCTBO MaLMEHTOB, YYaCcTBYIOLWMX B UCCNeA0BaHNN,
yKasanu Ha ynyJlleHne KayecTBa »KWU3HW, NOBbILEHNe 3MO-
LMoHanbHoro ¢oHa v ysenueHve prsnueckon akTMBHOCTH,
HeobxoAMMOW AnA CaMOOBCYXKMBaHMA 1 COLManm3aunm.

[aHHble nccnefoBaHMA AOKa3blBaIOT, YTO MOMbITKA NOBbI-
LIeHNA TONEePaHTHOCTU K PU3NYECKMM Harpy3Kam ABNAeTcA
pauMoHanbHOW TaKTUKOW peabunnTauMoHHOro BefeHUs
naumeHToB ¢ MIMC. Ho cyuwecTBytowmx nybnnkauui KpaHe
HeAOCTaTOUYHO, KIVHULMCTaM HYXXHO 6onblue nHbopmaumm
AnA pa3paboTKM KOMMIEKCHOro peabunmntaumoHHOro nog-
xopa ynyywenua OB v nosbiweHnA TONepaHTHOCTU K Ha-
rpyskam y nauyuenTos ¢ MI1C.

B Poccnu cywjectByloT yTBEpKAEHHbIE KITMHNYECKNe pe-
KomeHZauun ona BefeHWA NauMeHTOB LeTCKOro Bo3pacTa
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¢ MIMC | Tmna. Tak e, Kak 1 BO BCEM MUpPE, K JIeUeHUIo Ta-
KMX MauMeHTOB npeanaratoT NoaxoAuTb KOMMIEKCHO, Npu-
3blBaA CNeuuanmcToB MynbTUANCUMUMAMHAPHON Gpuragbl.
DMepmeHTO3amMecTUTeNbHAs Tepanusl He MeHee BakHa, Yem
KoppeKLMUA COMyTCTBYIOLIE COMATUYECKOW naTonornm —
npobnemMax ONOPHO-ABMraTeSIbHOrO annapara, KnanaHHON
HEeJOoCTaTOYHOCTU, apTepPUasibHON FrMNepPTEH3UK, SNUENCUN,
HapyLUEHWIA CO CTOPOHbI 3pUTENIbHOrO aHanNM3aTopa, YacTbixX
pecnupaTopHbIx 3aboneBaHUAX. HemanoBaxHyo ponb urpa-
eT paboTa ncuxosiora 1 MOMbITKA KOPPEeKUUn nosefdeHye-
CKMX HapyLUeHM y NaLMeHTOB C HekoTopbiMy Tnamu MIC,
Bellb YaCTO MHTENNeKTyabHbI BO3PACT TakMX MaLMeHTOB
HUXXe Bo3pacTa GM3MUYECKOro Pa3BUTHUA.

Ony651MKoBaHbl HECKOMbKO AMCCEPTALMOHHBIX PaboT Ha
TeMy nleyeHus 1 peabunmTaumm naumeHToB C pasHbIMU TU-
namu MIMC B negumatpuyeckon npaktuke [24, 25, 26, 27]. Ho
HW OLHOWN —MO NIeYeHMto B3POCSIbIX MALMEHTOB C 3TUM 3abo-
neaHmemM. OTCYTCTBYeT pa3paboTaHHbIA 1 yTBEPXKAEHHbIN
CUCTEMHbIN NoaxoA K 06c/iefoBaHNI0 1 BeAeHMIO O0bHbIX
CTapLuero Bo3pacTa C JaHHOW NaToNornen.

BbiBogbl

Ha ceropHAWHWI geHb cneumanucTbl B obnactn ¢ousn-
Yyeckom 1 peabunTaunoHHOW MeauLMHbI Mano UHGopmMu-
pOBaHbl O KINHUYECKMX NPOABMEHMAX AAHHOW MaTonornu
B CUNly ee pefKoCTW, OCOOEHHO cpefyn B3pOCOro Hacese-
HUA, YTO 3aTPYAHAET MOMbITKA CUCTEMATU3NPOBATb NOAXOA
K npobneme peabunutauuy nauMeHTOB C MyKOMosmcaxa-
puao3om. Nctopuyeckn cnoXxunocb Tak, YTo MauueHToB C
MMC Habnioganu, B OCHOBHOM, Bpauu-negmatpbl. OgHako
6narofapa 3GEKTUBHOW Tepanuy 1 Hagnexallemy yxomy
3a NaumeHTamu, NPOAOIIKUTENbHOCTb XK13HK nogen ¢ MIMC
yBenuumaetca. Oxugaetca, 4to B bnuKaniwme rogbl Konu-
YeCcTBO MNALMEHTOB, AOXKMBaOLWMX OO B3pPOCIOro BO3pac-
Ta, OyaeT 3HauMTeNbHO BO3pacTaTtb. [laHHble O TeYeHUN ”
nporpeccupoBaHuy 6onesHn y naumeHtToB ¢ MIMNC fomKHbI
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cucTeMaTMyeckn GUKCUPOBATBCS, UTO 3HAUMTENbHO obrer-
unT 3aaum Jleyallero Bpayva 1 MOMOXKET KOHTPONMpPOBaTb
TeueHve 3aboneBaHuA. TakKe MMeeTcA HeobXoAMMOCTb B
pa3paboTke crneumduyeckmx LWKan, TeCTOB M ONPOCHMUKOB,
KOTOpble BO3MOHO NMPUMEHATb He TONbKO B KIIMHNYECKOWN
NpPaKTMKe, HO 1 B MOBCEAHEBHON XMN3HW NaumneHTa ana oob-
€KTVBHOIFO KOHTPONA GYHKLMOHANbHOMO COCTOAHUA U NPO-
rpeccnpoBaHnsa 3aboneBaHus.

BonbHble ¢ MIMC TpebyloT NOXKM3HEHHOW Tepanuu, He-
3aBMCUMO OT Bo3pacTta. BHumaHusa, ynenaemoro opdaHHbIM
3aboneBaHMAM y NaLMEHTOB B3POC/IOro BO3pacTa, ABHO He-
[0CTaToOYHO. B HayuHOM NnuTepaType npefcTaBneHo Hebonb-
LIOe KOJIMYeCTBO NyOnMKauuii O KOMIMJIEKCHOM Moaxope B
neyeHmn mykononucaxapmngosa. CywecTsyowme MeTonbl
neyeHMa 3a4yacTylo He BKIIOYAIT peabunnTauroHHble Me-
ponpuATUA B 06A3aTeNIbHY0 Nporpammy neyeHus. B pesynb-
TaTe Moc/ie NPOBeAeHHOro OnepaTMBHOrO BMeLLaTeNbCTBa,
Kypca 3aMecTUTeNIbHON GpepMeHTaTMBHOWM Tepanun, TpaHc-
nAaHTauua reMmonosTUYeCKMX CTBOSIOBbIX KNETOK, NPOTHBO-
BoCnanuTenbHon Tepanuu, Bknovatowen HIMBC u TKC, Ha-
npaeJieHHON Ha KynupoBaHue 60y, NaureHT OKa3blBaeTcs
6e3 KOMMIEeKCHOro noaxoda K BOCCTAHOBMEHMIO GyHKLMO-
HanbHbIX BO3MOXKHOCTelN opraHm3ama. K neuernio MIMC He-
YacTo MPMBMEKAIOT CNeLUManncToB CMEXHbIX CreumnasnbHo-
cten. OKazaHue KauecTBeHHOoN nomoluym 6osbHbIM MIC He-
BO3MOXHO 6€3 yyacTua MynbTUAMCUUMINHAPHON 6puraapl,
NpaBuIbHOTO BblbOpa BapuaHTa NeyeHns, YUnTbIBaKOLLErO
WHOVBMAYaNbHble OCOOEHHOCTV MauMEeHTOB, a Takxe 6e3
pa3paboTKM U NPUMEHEeHUA WHAMBUAYaSbHbIX NPOrpamm
peabunmTaynmn B 3aBUCMOCTU OT X GYHKLMOHANbHbIX BO3-
MOXHOCTEN.

Takum obpasom, npobnema peabunutaLum B3pOCsIbIX Na-
umeHToB ¢ MIMNC He ocBelyeHa B MOHOM 06beMe, COXpaHsieT
CBOI0 aKTyaNbHOCTb Ha aHHbIl MOMEHT BpeMeHu 1 TpebyeT
JanbHenwero NogpobHOro n3yyeHna ¢ TOUKN 3peHna Mynb-
TUANCUMMAMHAPHOTO Nogxoaa.
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