B MOMOIIb NMPAKTUYECKOMY BPAUY

VK 612.816:616/618:616-07:616-08

COBpeMeHHbIe ACIIEKTbI JMAIr'HOCTHUKH,
JICHCHUA U peaﬁmnnaunn HacCJIeACTBEHHBIX
HCPBHO-MbIIIICYHbIX 3a00J1eBaHuM

(OmpiT Kadenps! 1 kMHUKKA HepBHBIX Oone3nelt CIIBMAIIO)
B.I' Ilycrozepos, JI.A. CaiikoBa, T.A. Jlenamesa, H.M. XKynes

Cankr-IlerepOyprekast MeIMIMHCKAs aKaZeMuUsl IOCJICAUTUIOMHOTO 00pa30BaHUs
«© Konnextus aBTopos, 2009
Pe3iome. B pabote npenctaBieHbl pe3ybTaTbl 00cie10Banus 1 JieueHus: 920 OOIBHBIX C Pa3IMYHBIMH BHIAMHU
HACJICICTBEHHBIX HEPBHO-MBILICYHBIX 3a00neBaHui. J{s yTOUHEeHUsI quarno3a 1 0coOEHHOCTEH maToreHesa ue-
MOJIb30BAHbI PA3IMYHbIC METOABI JUATHOCTHUKH, BKJIIOUasi reHeTH4Yeckue. PazpaboTanbl HOBBIE CIIOCOOBI aTore-
HETUYECKOU Tepanuy U peaObuInuTalHH.
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Summary. This paper presents the clinical data including diagnostic and treatment approaches of 920 patients

suffering from the different types of the hereditary neuromuscular disorders. Different methods of the pathogenetic
therapy and the rehabilitation including genetic were used for the specification diagnostic and the features of the

pathogenesis. The new ways of the pathogenetic therapy and the rehabilitation have developed.
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[IpoGnema TUarHOCTHKY U JICUCHUS] HEPBHO-MBILICUHBIX
3a0oneBanuii (HM3) sinsieTcst 0iHOM 13 HanboJIee CIOKHBIX B
KJIMHMYECKOU HeBpoIoruH. [IpakTiuyeckye Bpauu JOBOJIBHO 4aCTO
YIOBIETBOPSIOTCS COOMPATEIbHBIM TEPMUHOM «MHOMATHUSI,
HE MHTEPECYsICh HU THIIOM HACJIENOBAHMUS, HH 0COOCHHOCTAMHU
KOHKPETHOT'O CJTy4ast, 4TO 3aTpyAHSET IPOBECHUE aIeKBATHBIX
MeTOJOB JiedeHHs. OT4acTH 3TO 00BSICHSIETCS U pacipocTpa-
HEHHOH yOeXICHHOCTBIO B OECTIEpCIEKTUBHOCTH JICUCHUS U
peabunutanuu 00NbHBIX. BMecTe ¢ TeM HepBHO-MbIILIEUHAS
[IaTOJIOTUSI BECbMa MONUMOP(HA 1O CBOUM TPOSBICHUSM,
TEYEHHIO U TPOTHO3Y, 4TO TpeOyeT TIATeNbHOTO aHaIu3a
KJIMHUYECKUX MPOSBICHNUH B T pepeHnnanbHol Auarnoc-
tuke. Cpenu 3THX 3a00neBaHuii HanboIee MHOTOUNCICHHBI
HAaCJIeJICTBEHHbIC HEPBHO-MBILICUHBIE 3a00JICBaHMU .

MarepunaJibl 1 MeTOAbI HCCJIeJOBAHUS

3a mocnenHue 25 JeT B KIWHHUKE HEPBHBIX Oose3Hei
CITIOMATIO npomuwu obcenenoBanue u nedenue 1950 60mbHBIX ¢
HM3. U3 Hux y 920 (47%) anarHocTupOBaHbI HACECTBEHHBIE
3a0oseBanus MblI (53% cTpajanu MUacTEHUEH, IepMaTo-
U MIOJIMMHUO3UTOM U TIOPAKEHUEM MBIIII IPU COMaTHYECKHX
3a00JI€BaHUAX).

Awnanus ctpykrypst HM3 B Cankr-IletepOypre u Jlenun-
Ipajickoi 001acTH, MPOBEICHHbIH COBMECTHO C TOPOACKHM
MEAMKO-TeHETHYECKUM LIEHTPOM Ha OCHOBAHUM H3YUYEHUS
Oonee 700 cemeii) mokasall, YTO MOTOPHO-CEHCOPHBIC HEBPO-
natuu (MCH) coctaisitor 24%, ciuHanbHbIe aMUaTpOhUn
(CMA) — 12%, niceBnoruneprpopuueckue Gopmsl JomenHa
u bexkepa (M1 1/B) — 21%, MpimeuHas IucTpous NosicoB
(MAIT)— 14%, nnede-nonarouno-nunesas muonatus ([IJIJIM)
— 8%, muotonnyeckas guctpodpus (M) — 10%, Bpoxken-
Hble Muonatuu (BM) — 4%, octanbHble 7% MpUXOAUINCH

Ha JipyTHe, peako Berpevatonuecs Gopmel HM3 (Muotonus
TomceHa napokcH3MaabHbIE MHOILIETHH, O TalIbMOIIATHYEC-
Kue, quctanbhble U T.0.) (Puc. 1).

Puc. 1

Tpyanoctu pacnio3naBanus HacneacTBEHHbBIX popm HM3
1 ux JudPepeHInpoBaHUs OT COMATHUECKUX (HEHOKOMUIA,
0COOEHHO Ha PAaHHUX CTAAUAX, TpeOOBaHNE 00OCHOBAHHBIX
MEINKO-TeHETHYECKUX PEKOMEHIAIUi 00yCIOBUIN HE00X0-
AUMOCTB Pa3pabOTKH HOBBIX METO/IOB ANATHOCTHKH, BKJIOUAs
Y FeHETHYECKHE.
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B MIOMOIb NMPAKTUYECKOMY BPAUY

Omnpenenenue Gopmbl 3a00-
JIeBaHWS OCHOBBIBAJIOCH HA TUTIC
HACJIeI0BaHMsI, BO3PACTE Hauala
KJIMHUYECKUX NPOSIBIICHUI, 0CO-
OEHHOCTSAX TOPaYKEHUS MBIIII.
Peruatoriee 3HaueHUE B TIOCTAHOB-
Ke JUarHo3a uMeJl KIIMHUYECKUU
OCMOTp, KOTOPBIM BKIOUasm 2
srana. Ha nepBom stame npo-
BOJIJIOCH TPAJAUIIMOHHOE He-
BPOJIOTHYECKOE 00CIeN0BaHuE.
Ha BTOpoM sTame ycTaHaBIMBaIH
«GhOopMYJIBI» ABUTATEIBHBIX pac-
CTPOMCTB C OLIEHKOM CHIIbI MBIIIIIL
B Oammax W JAUHAMOMETPHEH
OTIETBHBIX MBIIIEYHBIX TPYIII
(puc. 2) B xagecTBe anroputma
nuddepeHnnanbHOl  AUaruoc-
TUKH WCIOJB30BATH TaOIUILY,
BKJTIOUatomyo 20 mapaMeTpoB
HEPBHO-MBIIIEYHOTO  CTaTyca.
O6bexTrBH3anus GYHKI[HOHAb-
HBIX BO3MOYKHOCTEH CKEJIETHBIX
MBIIII CIIOCOOCTBOBaNa Oonee
TOYHOH OLIEHKE TUHAMHUKH MU-
OAUCTPO(UUECKOTO MPOoIecca 1
3 (HEKTUBHOCTH JIeUCHHSI OOJBHBIX.

Jlnst 0O1IIEH OIIEHKH TSHKECTH JIBUTATENIbHBIX HAPYILICHUH B
MBIIIIIAX OTPENESIISITN HHIEKC TBUTATSIBHBIX BO3MOKHOCTEH
(MIB), nHTErpaTHBHO YUUTHIBAIOMINH Pa3IuyHbIE TApaMETPhI
JIBUTATEJIbHBIX (YHKIUH: 00beM JIBHKCHHUM, TPOPUKY MBIIIII,
MBIIICYHYIO CUITY, yTOMIISIEMOCTB, BRITIOIHEHHE PO ECCHO-
HaJIbHBIX U OBITOBBIX HABBIKOB. Y (DU3MUECKHU 3[J0POBBIX JIUI]
WJB onenuBanm B 100 6amnos. Ymensmenue U JIB otpakano
CTEICHb TSKECTH MUOAUCTPOPHUESCKOrO MPOIECcca U HHBA-
auan3anuu 6oneHoro. Ha ocnoBanum onenku MJIB, a Takike
METOJIOB JIOTIOTHUTEILHOTO 00CIIETIOBAHUS OBLITH BBIJICTICHBI TPH
TPYTIIBI OOTBHBIX C JIETKHUMH, CPEIHEH TSKECTH U TSKETBIMH
JBUTATCIBLHBIME HAPYIICHUSIMH, UTO CIIOCOOCTBOBAJIO MH U~

Puc. 2. «®opmymna»
JIBUTaTEJIbHBIX
paccTpoicTB Ipu
JOTIATOYHO-0EIPEHHOM
TUTIC MHOTIaTHH Jpda

Puc. 3. IIl cTenens — napanuTuyeckas — XapakTepU30Baach
rpyOBIMU KOHTpPAKTypaMu, e opmariieil KOHeYHOCTeH, HeBO3-
MOKHOCTBIO CAMOCTOSITENIBHOTO MIEPEIBHKECHUS

BUIyaJIU3allu JIedeHs O0JIBHBIX (pHC. 3).

O6cnenoBanue 6onpHBIX HM3 Takske BKIiI0Uaio 00s3a-
TeJIbHOE Onpe/esieHie OMOXUMUYECKIX U3MEHEHHH (JIaKTaT-
JeruIporenasa u kpearnHpochoKrHa3a KPOBH), ITOKa3aTeIeH
aHTHOKcUAaHTHOH cucTeMbl (AOC) 1 TepeKUCHOT0 OKUCICHUS
munuaoB (ITOJT) B sputponnTax 60nbHbBIX (puc. 4). HecmoTpst
Ha TO, YTO MEXaHHU3MBbI peaM3allii TeHETUYECKH JAETCPMHU-
HUPOBAHHOTO OMOXMMHUYECKOTO NeeKTa Mpy HaCIeACTBEH-
HBIX MHOAUCTPO(UIX ¥ aMUOTPODHIX HEOJHOPOIHBI, IPU
OMOXMMHUYECKUX HCCIIeoBaHUAX Y OonbHBIX HM3 BhIsIBIICH
P OTHOTUIIHBIX HApYIICHUH: AUCOANaHC LUKINYECKUX
HYKJICOTH/IOB, aKTHBAIIUS IEPEKUCHOT0 OKUCIICHHU S JIUITUJIOB,
HapyIleHHe MPOHUIIAEMOCTH KJIETOUYHBIX MEMOpaH 1 BBIXOJ
psiia GEepMEHTOB M3 MBILICYHON TKAHU B KPOBb. YKa3aHHbIC
HapyLICHH S KOPPEIUPOBAIIH C AKTHBHOCTBIO TEUSHUSI MHOIUCT-
poduueckoro Nporecca U CTENEeHbIO TOPAXKEHU ST MBIIIL,

JU1s yTOUHEHHsI XapaKkTepa HapyIIEHUH OKHUCIUTENIBHO-
BOCCTAHOBUTEJILHOIO METab0IM3Ma MPU MHUOMATUSAX HAMH
U3y4Y€HO OKUCIUTEIbHO-BOCCTAaHOBUTEIbHOE PABHOBECHE KPOBH,
KOTOPOE BBISIBUJIO €€ HEOHOPOIHOE N3MEHEHHUE Y OOIBHBIX C
Pa3HBIM TEMIIOM TEUCHUSI U CTAAUSIMHI MUOAUCTPOPUHU. DTOT
(akT 00BSACHSIICS HAPACTAIOIICH MATOJIOTHEH MeMOPaH, UCTO-
ICHUEM /1Al THBHO-KOMIIEHCATOPHBIX PEaKIMi U Pa3BUTHEM
KaTaboJIM4YecKux mporeccoB. Kpome Toro, OMoxuMmueckue
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Puc. 4. 3menenns (pepMEeHTOB KPOBH JIAKTAaTACTUAPOTreHasbl n kpearnHdochoknHassl), comarorponHoro ropmona (CTI), no-
Kazareneil antnokcuaanTHoH cucteMbl (AOC) u nepexucHoro okucienus munuaos (MJIA u 1K) B sputpornurax 00IbHEIX B % OT

rokasaresei 310pOBbIX JIUI]
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B MOMOIIb NMPAKTUYECKOMY BPAUY

METO/IbI CCIIEI0BAaHN I OBIITH UCTIONB30BAHBI /TSI BBISIBICHUS
reTepPO3UTrOTHOTO HOCUTENbCTBA, THATHOCTUKU OTACIBHBIX
¢dopm HM3, nmporHo3upoBaHusi TEUEHHS TATONIOIHUECKOTO
npolecca, OMpeeNieHus] CTeNeHN COXPAaHHOCTH MBIIIEYHON
TKaHU U KOHTPOJISI 3QPEKTUBHOCTHU JICUCHUSI.

JUi1s ycTaHOBIIEHNS THIIA HEPBHO-MBIIIEUHOT0 3a00/IeBaH1s
(MHOTEHHBIH, HEBPOTEHHBIH), OIIEHKH CTENEHH MaTONOTHYECKUX
HapyIIEeHNH B MBIIIIAX U IEHEPBAI[OHHO-PEMHHEPBALIMOHHBIX
TPOLECCOB IHPOKO HCIIOMb30BAIHCH AMEKTPODYH3HONOTHYECKHE
METOJIBI HccnenioBanus. KpoMe cTannapTHEIX SNIeKTpoMuorpadu-
gecKux uccienoBanuii (OMI' moBepXHOCTHBIMU 1 HTOJbYATHIMH
anexktponamu, DHMI') mpoBoann anekrpomuorpaduueckoe
HCCIeIOBaHNE IBUTATENbHBIX eIMHUI] C 00pabOTKOM pe3yiib-
TaTOB C MOMOIIBIO KOMIIBIOTEPHOM TPOTPaMMBL.

CocrosHue nepudepryecKoil reMoANHAMUKHN OL[EHUBAIN
MyTeM TepMOBU3HOrpaduu u peopazorpaduu. Ha ocHoBanun
peruoHapHoro TerioBoro Oananca npu HM3 ycranoBieHo
4 Tuma HapylIeHWH TEIIOBOro M300pakeHHs KOHEYHOCTEH
(cMMMeTPUYHBIH, TPOKCHMAJbHBIH, TUCTANBHBINA 1 MATHUCTBIN)
KOTOpPbIE KOPPETUPOBAIH ¢ HOPMYJIION H CTETICHBIO BHIPasKeH-
HOCTH MBIIIEYHBIX aTpoduil. BuzyaabHblil aHATN3 yTOUHSIN
KOJIMYECTBEHHOM OLIeHKO TpH peoBaszorpadun. [locnequss
MO3BOJIMJIA YCTAaHOBUTH Pa3HOHANPABICHHBIN XapakTep
HapyIIeHuH nepudepraeckoro KPOBOTOKA Ha Pa3HBIX CTAIUIX
MHOJHUCTPO(UUECKOro mpolecca, F’UNepTOHNYECKNI 1 THIT0-
TOHHYECKUI1, 4TO TpebyeT yueTa IpH MpOBECHUH COCYIUCTOM
teparun HM3.

Kadenpa nesponaronorun CIIOMATIO umeet onpeseseH bl
OTIBIT B TIPOBEJICHUU MOP(HOTHCTOXUMHIECKUX UCCIIEIOBAHUI
MBIIIEYHON TKaHU y 60mbHBIX HM3. B mocnennue romnsr s
i pepeHInanbHON TUarHOCTUKY M yTOYHEHHU I TTATOTeHe3a
MHOIHUCTPOPHUUECKOTO MPOLecca MPH psJe KIacCHUeCKUX hopm
MHOAUCTPOPUHN U aMHOTPO(QUH M3ydanoch pacrpeieleHre
AKTUBHOCTHU OKHCIIUTELHO-BOCCTAHOBUTEIBHBIX ()EPMEHTOB
B MBIIIIAaX OONBHBIX MUOIIATHEH, B TOM YHCIE U HNOTaTHIeC-
kux BocranuTenbHbIX (CaiikoBa JILA.). Taxke mpoBoauIOCh
UCCIICIOBAHUE MBITICTHON TKaHK 00TpHBIX HM3 17151 n3yueHus
MPOLIECCOB AECTPYKIIMHU U pETeHEPAIIMY B MBIIIIAX OOTBHBIX
C pa3TMYHBIMU (HOPMAMH MHOTIATHH.

JUi1s noATBep K IEHNS THarHO3a Ha MOJIEKYJIIPHOM YPOBHE 1
BBISBJICHUS HOCUTEJIEH MaTOIOTMYECKOT0 reHa B TpeHaTaabHON
JMarHOCTUKE 1 Y OOJBHBIX MPUMEHSIIN I'eHealornyecKue, a
IPU BO3MOKHOCTH U MOJIEKYJIS PHO-T€HETHYECKUE METOABI (TIpU
MOJI03PEHNH HAa MUOAUCTpoduio JlfoneHHa, MUOTOHNYECKY IO
IUCTPOQUIO, HEBPAIbHBIE AMUATPOPUH K METOXOHIPUATEHY IO
MaTOJIOTHIO).

C yd4eToMm yJenbHOTO Beca MaTONOTHH M BO3ZMOKHOCTEHN
MOJEKYJISPHOM ANATHOCTHKH B MEAUKO-TEHETHUECKUM LIEHTPOM
COBMECTHO C JTabopaTopuel mpeHatanpHou AuarHoctuku MAT
PAMH (pyxoBomutens npod. B.C. bapanoB) cosnaercs re-
Hetnueckuit peructp HM3 Cankr-IletepOypra u JleHHHT-
pajckoii 06acTH, Ky/ia B Ka4eCTBE OCHOBBI YK€ BKITFOUECHBI
6onpuabie CMA, MIJ1/B, 1 M/I. OcHOBHBIE 3a/1a41 perucrpa
— npodunakTuyeckas, HHGOpMaMOHHAs, HAyYHas U Tepa-
MEeBTHYECKAs — PEIIAIOTCA COBMECTHO C METUIIMHCKIMH T'e-
HETHKAMH U CHIEI[HAINCTAMU TI0 MOJIEKYIIPHO-T€HETHYECKUM
UCCIIEIOBAaHHSIM.

CoBMecTHO ¢ abopaTopueil peHaTaabHOW JUATHOCTH-
KM HaMU TIpoBeJieHa paboTa 10 TUarHOCTUKE 1 BBISBICHUIO

HocuTenel nuctpodudeckoit Muotonuu mytem JJHK ananmza
nonuMepasHoi nenHoi peakiun CTG-TpUIIIETHBIX TOBTOPOB.
Mertonrka 0OCHOBaHa Ha TOM, 4TO TeH JUCTPO(YHUECKOH MHOTOHHUH,
HAXOASIIUNCS HA ITHHHOM Tiiede 19 XxpoMocoMbl umeeT B 3¢
obmactu ompezenexHoe komuuecTBo CTG-TpUILIETHBIX TOBTOPOB
(o1 5 o 35), mpu AUCTPOPUIECKOI MUOTOHUH UX KOJIUIESCTBO
yBenuuuBaetcs oT 60 10 2000. [IpomexyTouHOE KOTUIECTBO
moBTOPOB (36—59) paccMaTpuBaeTcs Kak npemyTarus. [Ipu
obcnenoBannu 68 nui u3 21 cempbr nuaruo3 JAM Obin y 20
OOJBHBIX U BIEPBBIC BBISBICH y 7 IeTel. YBEINUeHUE KOIH-
YeCTBa TPUILICTHBIX TMOBTOPOB Y POJICTBEHHUKOB OOIBHBIX
KOpPPETUpPOBAJI0 C YCHUJICHHEM KIMHUYECKUX IPOSBICHUN
0oJ1e3HH (Tak Ha3bIBAEMbIil ()EHOMEH aHTHIIUTIAIIN).

Ilog mammMm HaOMIONEHHEM HAXOAMINCH 217 OOJIBHBIX
IIMJ1/1/b. B 89 cempbsx 00bHBIX HCOIB30BaH aHann3 JJHK
(oOcenoBanye MPOBOAMIIOCH B JIA0OPATOPUH TPEHATATBHON
nuarHoctuku AT). B cBsi3u ¢ 00IbIION TPOTSIKEHHOCTHIO
reHa UCCIeqoBaInch 3k30HbI 6—19, 40-53. OTmeueHo Oonee
OnaronpusTHOE TeYeHKe OOJIE3HH MPH JIOKATH3AINN My T[N
B 42-50 sK30HaX.

HecomuenHo, 4TO BepIMHONW BpadyeOHOTO HCKYCCTBA
SBIISIETCS yCIeNTHOe JeueHne 0oibpHbIX. Ha ceropns Tonbko
npu HeKoTopeix Gopmax HM3 cranu SICHBIMH MeXaHHU3MBI
pean3aluy MaTolorHYeckoro reHa, BhI3bIBAIOIINE HapyLIeHNe
MeTab0M3Ma U THOCIB MBIIIIEYHOT0 BOJIOKHA. OTIpeieneHue
JIOKAJIM3aIl¥ MyTaHTHBIX TEHOB 1T MHOTHX HEPBHO-MBIIIIEYHBIX
3a00NeBaHN, UX KJIOHHMPOBAHHE W BBITEKAIOIIAS M3 3TOTO
BO3MOKHOCTb KOPPEKI[MH T€HOTHIIA SIBISAETCS CTpaTernyec-
K{M HarpaBJIeHHeM Hel poMuosoruu Oyymiero. I maBHbIM Ha-
MpaBJIcHUEM B COBpeMeHHOH Tepanuu HM3 crana pazpaboTka
crioco00B nuddHepeHITIPOBAHHON TATOTCHETHICCKOI TEPaNnH,
HarpaBJIeHHOM Ha KOPPEKIINIO OMOXMMUYECKIX HAPYILIEHUH,
00yCIIOBJIEHHBIX MYTaHTHBIM reHOM. OTHAaKO JI0 HACTOSIIETO
BPEMEHH OTCYTCTBYET 00II[ast MATOreHeTHUECKAs KOHIICTIIIN S
MHOJHUCTPO(PHUECKOTO Mpoliecca, YT0 MOPOXKIaeT H3BECTHBIN
HHUTHIIM3M B BOIIPOCAX MPOBECHN KOPPUTUPYIOIIEH Tepanin
MIPU HEPBHO-MBIIICUHBIX 3200JI€BaHUX.

Ha narueii kadepe B TeueHUE psijia MOCICHUX JIET pa3pa-
OaTbIBaOTCSA METONIB! Tepanuu HM3, BKITIOUaroIue HeCKOIbKO
YPOBHEM BO3AECUCTBUSA:

— Ha ypOBHE KJIMHUYECKOTO (PeHOTHUIA: 00IIast Tepamus,
TICUXOTEPaMHsl, pallOHAIbHOE TPYJIOYCTPOMCTBO U T.1I.

— Ha YpPOBHE TaTONOTMYECKOT0 TeHOTHIIA: YMEHbIIEHHE
MaTOT€HHOTO BIUSHUS MyTHPOBAHHOTO I'eHa (KOppeKIHs Me-
TabONMIECKOTO CyOCTpaTa, NCTIOIb30BaHIE METOOB YIAICHHS
TOKCHYECKHUX CyOCTPaTOB, MPUMEHEHHE MHTHOUTOPOB WIIH
aKTHBATOPOB META0ONM3Ma, 3aMECTUTENbHAS Tepanus npu
neuIuTe KOHKPETHOTO MHTPEIeHTa 00MeHa, KOGaKTOpOB,
BUTAMUHOB U T.I1.), OpPraHOTPAHCIUIAHTALH (TKAaHEeBAs TepaIns),
TeHeTHYECKOe KOHCYJIbTHPOBAHUE.

Ilpun pa3paboTke METOMOB JICUEHHUS BIIOJHE JIOTHYHO
YUUTHIBATh HE TOJIBKO y3JIOBBIE MEXaHU3MBI I€TEPMHUHAIINN
MHOJMUCTPOPUIECKOTO Mpoliecca, HO U XapakTep KOMIIeHca-
TOPHO-TIPUCTIOCOOUTENBHBIX H3MEHEH M. bombiioe 3HaYeHue
mpuoOpeTaeT u3yueHne 0COOCHHOCTEH YHIOKPUHHO-METa00-
JIMYECKUX CJIBUTOB U 001IIell HaNpaBIeHHOCTH (DYHKITHOHAIIb-
HBIX U3MeHeHui npu HM3. Pa3pabarbiBas HOBbIE CTIOCOOBI
MaTOreHETHYECKOW Tepaniy U METOJI0B PeabHIINTAIINU, MBI
MPeIOKIIN HOBYIO cucTeMaTtu3aiio HM3, moctpoennyro ¢
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Y4YETOM KIMHUYECKOTO U MeTabOIMIecKoro mpuHiumnos. HM3
CHCTEMATU3MPOBAJIN B 3aBUCUMOCTH OT YPOBHS PaccTPOICTB
OuosHepreTuku. BoisiBienne mpeobaagaomux paccTpoicTB
OuosHepreTuku TpHu KoHKpeTHON Gopme HM3 (Ha ypoBHe
reMOJIMHAMHUKH, HHHEPBAIUHU, CTPYKTYPHO-META00INYECKOM,
WJTH TIEPBUYHO KJIETOYHOM) MO3BOJIMIIO POBOAHUTH OOJIee aJiek-
BaTHYIO MAaTOT€HETUYECKYIO0 Tepanuio. DTH YPOBHU HEJb3s
NOHMMAaTh KaK He3aBHCHMBIE JIpyT OT Apyra. OHM B3auMoO-
CBSI3aHBI TAKUM 00Pa30M, YTO COCTABJISIOT MOPOYHBII KPyT
paccTpoicTB OMOIHEPTETHKH, TEM HE MEHEe, Ha OIIPe/IeNIeHHBIX
CTaiusAX OONEe3HN MOYKHO BBLACTHUTH BenyIui. Tak, Harmpumep,
paccTpoicTBa 00IIeH TeMOTUHAMUKY B 3HAUNTEILHON CTETICHH
OTIPE/IENIAIOT COCTOSHUE OONBHBIX HA MO3AHUX CTAIUAX MU-
onuctpoduu. J(MnaralinOHHBIA XapaKTep KapAHOMUOIATHI
OIIpesieNIeT MATYI0 YyBCTBUTEIBHOCTh CEPACUHON MBIIIIIBI
K TTTUKO3UaM. 37ech Iefieco00pa3HO Ha3HAUCHUE TIpernapa-
TOB, BIMSIOMINX Ha SHEPTeTHUECKHE MPOLIECCHI B CEPIeUHON
MBIIIIE: PUOOKCHH, KOKapOOKCHIa3a, OpoTaT Kalusl.

Mpsl o0paTtniy BHUMaHHE Ha 3HAUUMOCTH HapyIICHHH
YTJIEBOIHO-3HEPTeTHYECKOr0 0OMeHa M BEreTaTHBHOM WH-
HEpBAINH, KOTOPBIE TIPUBOIAT K CBOCOOPA3HON CHTYAIIHH:
BCJIE/ICTBHE YMEHBIIEHHS aKTUBHO (yHKITMOHUPYIOINIEH MacChl
MBIIICYHBIX BOJIOKOH YMEHBIIACTCS MX BKJIAJ B OMOdHEpre-
THYECKHE MPOIIECChl OPraHu3Ma B IEJIOM, a MOTPeOHOCTH B
JHEPreTHUYECKUX CyOcTpaTax cymecTBeHHO Bo3pacTaet. C 3Toi
IEJBI0 HAMU M3y4aJioch AEHCTBUE CPEIICTB, CIIOCOOCTBYIONINX
JIOCTaBKe KUCIOPO/a K MBIIIIaM 3a CUET YJIy4IlIeHHs KpoB00O-
panieHus (KapaAnOTOHUKH, COCY0PACIINPSIOIINE); TPENapaToB,
HOBBIIIAIOIIMX YCTOWYUBOCTh TKAHEH K HEIOCTATKY KUCIOPOIa
MyTeM CHUKEHHS PacXOI0BAaHHI HHEPTETHUECKIX PECYPCOB
(rarrMo0I0KaTOPHI, MPOM3BOAHBIC OEH30AHA3CTTHHOB, M- 1
H-XONMMHOMUTHKY); CPEICTB, CIOCOOCTBYIOIIMX 00Pa30BaAHUIO
SHEPIHH MyTEeM KOPPEKIIMU TKAHEBOTO JIBIXaHUS U OKUCITH-
TenbHOTO hocopunupoBanust (IUTOXpoM-C, ackopOrHOBas
KHUCJIOTa, aMUHOKHUCIIOTHI, TOPMOHAJIBHBIE IPerapaThl); mpemna-
paToB, aKTUBUPYIOLIMX IIPOIECCHI TIIIOKOHEOTeHe3a M aKTHB-
HOCTH TJIMKOJIH3a, HEUTPaIn3yomuX IPOAYKTHl HAPYIIEHHOTO
MeTabou3Ma 1 0OMeHa NEKTPOIUTOB, CTAOMITH3NPYIOLINX
(YHKIHIO KIIETOYHBIX MEMOpaH.

XOTs KOHUENIHS TUIIOKCUYECKOW MPUPOJIbI MUOIUCTPO-
¢uii He TOATBEPIMIIACH, UMEIOTCS I0Ka3aTeIbCTBA HapacTa-
IOIIIMX PACCTPOMCTB MepupeprIecKori TeMOAUHAMUKK MPU
nporpeccupoBanuu HM3. B cBsi3u ¢ 3THM HaMU TpeIoKeH
merox jgedeHnst HM3, koTopblii, Hapaay ¢ Ha3HAUYEHUEM Ba-
30aKTHBHBIX TIPENapaToB, MPeAycMaTpUBaeT yBEIHYEHHE
00bemMa KpoBH, IUPKYJIUPYIOLIEH B KOHEYHOCTSX, ITyTeM HX
YacTUYHOM necummnaTuzaiuy. [locnennee nocTuraeTcs Bo3-
JIefiCTBHEM IraHTIIO0I0KaTOPOB Ha CUMIIATHYECKHE TaHTIINH,
MHHEPBUPYIOIINE COOTBETCTBYIONIIE MUOTOMBI.

st HopManu3anuu OMOYHEPTETUKH MBIIICUHON TKaHU
TPUMEH SN aKTHBATOPBI OKUCIUTEIBHBIX MPOIECCOB: IIUTOXPOM-
C, koaH3uM-Q, aktoBeruH u np. [locnenuue 10 neT mupoko
NPUMEHSIIN CTUMYJISTOP TIIIOKOHeorene3a oemMutui. Kpome
TOT0 HAaMH BBISIBJICHBI Ipyrue 2P deKxThl OeMuTHIa: MeMOpa-
HOCTAOMIN3UPYIOIIEee H «HopMaTu3ytoree» mporeccs [10J1
(coBmectHO ¢ M.JI. UyxnoBuHO#). YKa3aHHBIH nepedeHb pap-
Makoiorudeckux 3(pdexToB OeMuUTHIA IBUIICS OCHOBAHUEM
JUIs ero HasHaueHus 60apHbIM HM3. [l yeunenus neue6HOro
JefCcTBUS Mpenapara Ol pa3paboTaH U MPEIIOKEH METOJ

KOMOWHHPOBAHHOTO JICUCHHUSI MUOTIATHH, CYTh KOTOPOTO 3aKJII0-
JaeTCs B OHOBPEMEHHOM IPUMEHEHUT OEMUTHIIA, IIUTOXPOMA
C u IMB-¢wusuorepanum.

OIHOBPEMEHHO C JICYUCHUEM META00INIECKIX HAPYIICHU I
MBI TIPOBOJIMIIN PEAOUTUTAIIMOHHBIC MEPOTPUSATHS, BKITIOUATO-
II1e TICHXOTeParnuio, Pa3HOCTOPOHHUE MEINKO-TIeJarOrHYecKue
TIPUEMBI, KOTOPBIE 0COOCHHO B COBPEMEHHBIX YCIOBHUSX CYIIIEC-
TBEHHO PACIINPSIIH TPAHUIIBI TPATUITHOHHOTO JiedeHuss HM3.
O0BeM MeT0I0B BOCCTAaHOBUTEIBHOTO JICUCHH S N3MEHSJICS B
COOTBETCTBUU C AUHAMUKON (DYHKITMOHAIHEHOTO COCTOSHUS
OonpHOr0. Kpome mpucrnoco0eHus: 00JbHOTO K YCIOBUSAM
BHEITHEH Cpe/bl, TPEHUPOBKY OBITOBON MOTOPUKH BKITIOUAITH
rpynmnoByto JIOK, kyneTypoTepanuio (pucoBaHue, 3aHATUS
MY3BIKOM U Jp.). JIeKapCTBEHHYIO TEPAIHIO y BCEX OOTBHBIX
MPOBOAMIIN B CTAIMOHAPE U B BUJC TOMICPKUBAIOIINX aM-
OyJ1aTOpHBIX KypcoB 2—3 pasa B TOI.

Hawmu Obi1a mpe/ioskeHa KOHIETIIH S PeabuInuTaIiH, BKITIO-
YaloIas CieNyIoNie MPUHIHUIIbL:

1. IlpuHIMn mapTHEPCTBA:

— BOBJICUCHHUE B JIeYeOHO-BOCCTAHOBUTEIBHBIN MPOIEeCcC
MAIMEeHTa U €T0 CEMbH;

— TICUXOJIOTHYECKas TMOATOTOBKA OOJBHOTO K Havaly
JICYCHUS;

— BbIpabOTKa CO3HATENFHONW YCTAHOBKM Ha MPEOI0JIEeHHE
3a00JICBaHUS;

— MPOBE/ICHNE KIMHUKO-TICHXOJIOTMUECKIX TECTOB;

— HCTIOJIH30BAHKE METO/IOB MICUXOTEPATHH.

2. IIpuHINT TOTATBHOCTH:

— 00BeIMHEHUE YCUIUH CTIICIUATUCTOB, OOJBHOTO U €ro
CEeMbH, HaIPaBJIEHHBIX Ha JICUEHNE 1 COMATBHYIO aJalTaIHI0
0O0JIBHOTO, a TAKIKE COLMAIBHYIO PEaOUIINTAIINIO CEMbH;

— COYETaHHOE HCTIOIb30BAHNE JIe4e0HO-BOCCTAHOBUTEIBHBIX
U MeIarOrMYeCKUX MEPOIIPUSITHH.

3. [IpuHIUT TPEEeMCTBEHHOCTH U HEPAPXUTHOCTH:

— COYeTaHUE JICKAPCTBEHHBIX M (DM3MUECKUX METOJ0B
JICYCHUS C TICUXOCOLUATBHBIMY U TPYAOTEPAITHEH, H3MEH -
IOIUXCS B COOTBETCTBHUHU C JIMHAMUKON ()YHKIIMOHAIBLHOIO
COCTOSIHUS TIAIIUCHTA.

Jurensroe (Oonee 10 net) HaOMrOACHUE 32 OOJIBHBIMH,
MOy 4aBIIMMH YKa3aHHOE JISYeHHe, TT0Ka3aJ10 MOJI0KUTETbHBIN
3pdexT y 65% OO0TBHBIX (YMEHBIIEHHE TPOTPECCHPOBAHUS
MHOAMUCTPO(PUIECKOTO Tpolecca, crabunuzanuio 1y 15%
YMCHBIICHUE J[BUTATEIbHBIX HAPYIICHUH), YTO TOATBEPK-
nanocs UJIB, 6noxumMudeckuM, 3MeKTpoQU3HOTOrHISCKIM
U KITHHAYECKUM KOHTPOJIEM. DTO MO3BOJIAIIO PEKOMEHIOBATh
MPETIOKEHHBII METO, B KOMILIEKCE C IPYTUMHU, JJIs JICUCHHU S
OonpHBIX HM3.

BriBoanr:

1. O6cnenoBanue 0onpbHOro HM3, BkITouaroiiee aHaiu3
KJIMHUYIECKON KapTUHBI, & TAK)KE OMOXUMUIECKHUE, TICKTPO-
(HU3UOJIOTHYUECKHE U MOJICKYJISIPHO-TCHETHUCCKUE JTaHHbIE,
MO3BOJIUJIO JUATHOCTUPOBATh, YTOUHUTH OCHOBHBIC UEPTHI
maroreHesa npu pasnudseix popmax HM3 u paszpaborars
METO/I JICUEHHS.

2. [lomo4b OOTBPHOMY C TSKENION HAacIEACTBEHHOH mMaTo-
JIOTUEH MOMKET TOJIBKO KOMILIEKCHBIA MOJXO0Jl, OPraHUuIHO
COYCTAIONIUIN PEIIEHUE BOIIPOCOB AUATHOCTHKH, TEPATIUU U
peaduuTaIuu.

3. OcHOBHBIE TEPHOABI PEAOUITUTAIIMOHHOTO TpoIecca
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B MOMOIIb NMPAKTUYECKOMY BPAUY

JIOJIZKHBI BKJIFOUATh TPH IOCJIEIOBATENIBHBIX ATAlA!

1 3Tam — MeIUKaMeHTO3HOTO JICUeHUs, HHANBUAYaIIb-
Hoit JIDK, ¢pusnorepanuu peannsyeTcs B HEBPOIOTHUECKOM
CTalMOHApE.

2 3Tam — peajianTanys — IpeaycMaTpruBaeT Iprcrnocoo-
JieHHe OOJBEHOTO K YCIOBHSM BHEITHEH CPelbl, TPEHUPOBKY
ObITOBOI MOTOpUKH, rpynmnoByio JIOK, kynsTypoTepanuio
JlexapcTBeHHas Tepanus J0JKHA IPOBOAUTHCS B BUJIE TTOAIE-
P’KMBAIOLIMX KYPCOB. BTOPOI 3Tan nojpazyMeBaeT JeUeHUe
B CHELMAJIU3UPOBAHHBIX BOCCTAHOBUTENBHBIX OT/IECIICHHUSIX,

Jluteparypa

MOJKET BKIFOYaTh CAHATOPHO-KYPOPTHOE JICUCHHE.

3 9Tam — coOCTBEHHO pPeadUITHTAIlNS, T/l OCHOBHOM 3a1a4eit
SABIsETCSA OBITOBOE YCTPOICTBO OOIBHOTO, O BO3ZMOKHOCTH
npodeccuoHaIbHbIE TPYI0YCTPOHCTBO U MEPHI TPOMUITAKTHKA
(MennKo-TeHeTHYeCcKOoe KOHCYIBTHPOBaHUE ceMbH). bonbInoe
BHUMAaHHUC HeO6XO)II/IMO YACTIATH €CAUHCTBY OHOJIOTMYECKUX
" IICUXOCOIHAJIBbHBIX METO0OB B03IleI>'ICTBH$I. HOSTOMY 3TOT
9Tal J0JI’KCH NPOBOAUTLCA C aKTUBHBIM Y4aCTHEM CceMerHoro
Bpaya, HEBpOJIOTra NOJIUKJIIMHUKHU, TCHCTUKA U Bpaqa-pea61/1-
auronora MCO.
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