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Tak nasvieancsa cumnosuym, komopwiii npouwen é pamxax VII Hayuno-npaxkmuueckoii KoHghepenyuu Accoyuayuu demckux
Heapon02o6 8 oonacmu muonoeuu «HEOMHUO» ¢ mexcoynapodusim yuacmuem. Kongepenyus nocuna Hazeanue « KoHceHcyc».
OcCHOBHOUI MeMOIl CUMNO3UYMA CMAAU cUcmemHtble (He HEPBHO-MbluleuHble) NPOSBACHUS] CNUHAAbHOU MblUEHHOU ampopuu.
Onu Hacmynaiom no npu4uHe paccmpoicme ObiXxamenbHoll, SHOOKPUHHOLL, HCeAYOOHUHO-KUUEHHOU U Opyeux CUCHeM U YACMOo

B603HUKAOm euie do MaHud)ecmauuu cumnmomoe Hep@HO-Mblme‘tHOljl 0eeeﬂepauuu.

CuctemMHble NPOABNEHUA NPU CMUHANIbHOM

MbllIEYHO aTpohnK KaK OCHOBA ANA paboThbI

MYJIbTUANCLUTIMHAPHOW KOMaHAbI

Joxian ¢ TakiuM Ha3BaHUEM IIPEICTABIII 3aMECTUTE/Th
JIMPEKTOpa 10 HaydHoit pabore HayuHoro 1ieHTpa HeBpo-
JoruM, nupekrop MHcTUuTyTa MO3ra B coctaBe HayaHoro
LIEHTpa HEBPOJIOTMH, aKaneMHK Poccuiickoil akameMun
Hayk, npodeccop C.H. MnnapuoimkuH.

— Posnb 6e1ka SMN B Mmetabonusme PHK oueHb Baxk-
Ha, — IMOAYEPKHYJ 3KCIIEPT. — DTa MOJIEKYJIa Y9acTBYeT
B cuutbiBanuu uHpopmauuu ¢ JJHK na PHK, mogudpu-
Kauuu u «co3peBanun» MPHK, cunrtese 6enka ¢ MPHK,
BHyTpuKjeTouHOM TpaHcropte MPHK u 6enka.

Heduuut 6enka SMN BeneT K rpyObIM HapyIIEHUSIM
MMTOXOHAPHUAIBLHOIO TOMEOCTa3a 1 MOBPEXICHUSIM OUO-
SHEePreTMYECKUX IyTeid. B 4acTHOCTH, HEIOCTAaTOYHOCTh
6enka SMN B KJteTKe TPUBOANT K Aeuinty ATD, moBbI-
IICHUIO aKTUBHOCTH LIMTOXPOMOKCHIa3bl C 1 YBETMYEHUIO
MOTeHIIMaIa MEMOPaHbl MUTOXOHAPUU. DTO, B CBOIO OUe-
penb, IPUBOIUT K OKUCIUTEILHOMY cTpeccy. M3ameHeH st
MMEIOT MECTO HE TOJIbKO B JABMTaTEJbHBIX HEWpOHaX,
HO 1 B IPYTUX KJIETKaxX OpraHu3mMa.

MuTtoxoHapuanbHasi OTUC(HYHKLMUS OblIa M3ydeHa
B KCIIEPUMEHTE Ha MBIIIaX C MOAEJIbIO CIIMHAILHOM MbI-
mweuHoi atrpo¢uu (CMA). IIporeoMHbIe MCCIEIOBAHUS
0OHAPYXUJIU YYBCTBUTEIEHOCTh OMO3HEPIeTUUECKIX ITyTei

K aepuunty 6eska SMN, B 0COOEHHOCTH — BayKHEHILIEro
TA®/ITI"-3aBricuMoro nyTH (IMLepanbaera-3-docdare-
ruaporeHasza (TADJITN) — 3H3MM ITMKOJIUTHYECKOTO ITYTH).
VYkazaHHble (aKThl MOATBEPXKAalOT pojib O6eaka SMN
B OMO2HEPIreTUYECKUX MYyTSIX U MUTOXOHAPUATHLHOM TO-
MeocTa3e KJIETKU, YTOUHUJI 3KCIIePT.

V mopeit co CMA cHUuXeH ypoBeHb (DYHKIIMOHAb-
Horo 6enka SMN Kak B LIeHTpaJlbHOM HEPBHOI CUCTEME,
Tak 1 B riepudepryeckux TKaHsax. CHIDKEHME YPOBHS JaH-
HoTro 0ej1Ka MPUBOIUT K JereHepalliy ABUTaTeIbHbIX Heli-
POHOB ¥ HapylleHU0 (YHKIUN KIETOK LIEHTPaIbHOU
HEpBHOM CUCTEMBI U Tepudepudeckux TKaHeu. JlereHe-
paLys Xe BbI3bIBACT YTPaTy ABUTATEIbHON aKTUBHOCTH,
pa3BUTUE CKOJIMO3a, AbIXaTeJbHYI HEIOCTaTOYHOCTD,
Oyp0apHYI0 TUCHYHKIIWIO U IPYTHE OCTIOXKHEHUSI CO CTO-
DOHBI Cepilia, MeYeH!, MOIKETyT0OUHOM XeJe3bl, PEIrpo-
TYKTUBHOW M KOCTHOI CUCTEM, a TakKe APYTUX OPraHOB
U TKaHEM.

CucreMHble (HE HEPBHO-MBIIIEYHbBIC) MPOSBIACHUS
YacTO BO3HUKAIOT A0 MaHU(eCTallui CUMIITOMOB HEPBHO-
MBILLIEYHOU JereHepaluu.

C yuetoM Toro, uro npu CMA nopaxaeTcs MHOXKEeCT-
BO OpraHOB U TKaHel, MexXayHapoaHble ctTaHaapThl 2017 L.
yxona 3a 601bHbIMU CMA peKOMEeHIYIOT MTOAXO/ K Belle-
HMIO TaKWX MALIMEHTOB C y4aCTUEM MYJIBTUAMCIUTUIAHAD-
HOU KOMaHAbI CIIeUaTUCTOB. Takke B OCHOBHBIX IPUH-
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LIMITaX 3TUX CTaHAAPTOB IPU3HAETCS HEOOXOAUMOCTh
WHAUMBUIYATU3UPOBAHHBIX MOAXOA0B K JeueHuo CMA,
BKJTIOYAs:
— IWarHOCTHKY, B COCTaBe KOTOPOX M MOJIEKYJISIPHO-
TeHETMYECKUE METO/IBL;
— (pusmnoTEpanuIo U peadbuInTaLunIo;
— OpTOIIeaUYECKOe JICUCHHE;
— BBIOOD aleKBATHOI'O MTUTAHUS;
— TOJIEPXKKY POCTa U 30POBbsI KOCTEI;
— HOpMaJIM3alrio ObIXaHWs (KOPPEKIIMIO HapylIeHWI
CO CTOPOHBI IbIXaTeIbHBIX ITyTEl U JIETKUX);
— NOAAEPXKKY QYHKUMIA IPYTUX OPraHOB U CUCTEM;
— Ha3HaYeHMeE JICKapCTB, BKJII0Yass MHHOBALIMOHHBIE.

Kto BxoguTt B cocTaB

MYNBTUAUCLUNIIMHAPHON 6puraabl?

— Tak Bpaum Kakux Xe CHeIHaIbHOCTEI, TOMUMO
HEBPOJIOTOB, MEIUAaTPOB U TEHETUKOB, — 3a/1ajl BOIIPOC
Cepreit HukonaeBu4, — TOJKHBI IPUBJIEKAThCS ST BE-
nIeHus naureHToB co CMA?

CreluanicThl B 00J1aCTH JIy9€BOM TUATHOCTUKH JTOJIK-
HBI 00eCTeurBaTh BU3yaan3alliio T03BOHOYHUKA U Cy0-
apaxHOUIAJBHOTO MPOCTPAHCTBA IS OLIEHKM CTEIICHM
CKOJIMO3a U OIpeleIeHUs TTOKa3aHWil K CTaOMIN3UPYIO-
LM OPTONEINICCKIM OIepaiusM. Takue crielaIucThl
TaKXXe TOJDKHBI OKa3bIBaTh MOMOIIb B IIPEOIOJICHUH 3HA-
YUTEJbHBIX TPOOJIEeM ¢ MHTpaTeKaJbHBIM BBEICHUEM,
T. €. C BBEICHUEM JICKapCTB 3HI0IIOMOAIbHO HEeTOCpe -
CTBEHHO B JINKBOPHYIO CHCTEMY.

PeabuuTosior pemiaer pa3Hble 3a0a4M Y MallMeHTOB
co CMA u pa3iuyHbIMU IBUTATEIbHBIMU Je(ULIUTAMMU.
Lenp peabuMTaliviy y MalMEHTOB, HE CIIOCOOHBIX CaMO-
CTOSITEJIBHO CUIETh, COCTOUT B ONITUMU3ALIMU (DYHKIIIO-
HUPOBaHUsI, (POPMUPOBAHUU TOJCPAHTHOCTU K Pa3jIdy-
HBIM TTOJIOXKECHUSM JacTeii TeJla B IPOCTPAHCTBE, a TAKXKe
yay4diieHu (pyHKImMK abixanust. [larmeHTaM, criocoOHbIM
CUJIETh, peadWINTALMsI Hy>KHa TSI TIpeIoTBpalIleHUs pa3-
BUTHS KOHTPAKTYyp KOHEUHOCTEM 1 CKOJIMO03a ITO3BOHOY -
HUKa, a TakXke IS IMOIAepXKaHUs, BOCCTAHOBICHUS
U yJIydiieHus GyHKIMOHUPOBaHMS U MoOuIbHOCTH. Llenb
peadbWIMTaLK y TAalIMEHTOB, CITOCOOHBIX XOAUTh, COCTO-
WT B IoJiep>kaHnU (DyHKIIMOHUPOBAHUSI U MOOMIIBHOCTH,
a TakKe YJIydllIleHUH GajaHca ¥ BBIHOCIMBOCTH.

Peabunurosnor BMecte ¢ JIOP-Bpauom, joromnenom,
(boHMaTpoM U APYrMMHU CieLMaIMCTaMU, KOTOPbIE 3aHU-
MalOTCS peYblo, TOJIOCOM, INIOTAHMEM, PEIIAIOT ITPOOJIEMBI
¢ HapylieHueM OyJbOapHbIX (DYHKIIUI, Ha KOTOPbIE XKa-
JytoTcst MHorue TauueHThl co CMA. Tnybke mo3HaKo-
MWTBCS ¢ TAKMMU MPOOJIEMaMK ITOMOIJIO MCCIIeIOBaHKE
¢ yyactueM 118 mauueHToB B Bo3pacTe oT 1 roma 10 75 sier,
3aperucTpupoBaHHbIX B peectpe CMA HuaepiaaHgos.
OKazajaoch, YTO CIOXHOCTU C XEBaHUEM, TJIOTaHHEM
1 Pa300pUYMBOCTBIO PEYM Yallle ONUCHIBAIOT Y MAIlEHTOB
¢ bontee TsKesoit pazHoBUIHOCTHI0O CMA. Ho o npobiemax,
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CBSI3aHHBIX C YETIOCTSIMM, OMMHAKOBO YaCTO COOOIIIAIM ITPU
pasubix Tunax CMA. Haubonee yacTbiMMu OyJbOapHBIMU
HapylLIeHUsIMU He3aBUcHUMO oT Tuiia CMA ObLu ciienyto-
I1e: OTKYChIBAHUE OOJIBIIMX KYCKOB IHUIIM (BCTPEYaIOCh
y 34 % GONbHBIX), YTOMJISIEMOCTD OT xXeBaHus (44 %), no-
niepxuBanue (56 %), ciaaboctb rojoca (27 %).

Opromnea ¥ XUpypr peliarT MpoosieMy CKOTUOTUYECKIX
nedopMaluii MO3BOHOYHMKA, KOTOPhIe HanboJjiee Xapak-
tepHbl 1151 CMA 11 tuma. ITpumepro B 60—90 % ciyuacs
Takue aeopMaliii HaYMHAIOTCS B pAaHHEM JETCTBE U TO-
CTerneHHO nporpeccupyloT. He MeHee BaxkHa U mpobiiema
KOHTPAKTYphI CYCTABOB, CBS3aHHAsI CO CHYKCHMEM Juaria-
30Ha JABWKEHU, ITUTEIBHBIM CTAaTUYECKUM TIOJI0KEHUEM
1 1ucbanaHcoM padoThl Ml OpToren U Xupypr Ha3Ha-
4aroT 60JLHOMY PETYJIIPHOE HOIIIEHNE KECTKOTO YJIM MSIT-
KOT'0 CIIMHAJIBHOTO KOPCEeTa, PEKOMEHIYIOT OPTE3MPOBAHME,
HaJIO>KSHHME IIMH, KOMITIEKC PeabMIMTAllMOHHBIX MEPOIIPH-
SITUIA IO TTPOMMIAKTUKE KOHTPAKTYpP, HAKOHELl, XUPYpPIHy-
YeCKUe BMEIIaTe/IbCTBA Ha ITO3BOHOYHUKE U CyCTaBax.

[Ty1bMOHOJIOT IPUMEHSIET pa3InYHble BAPUAHTHI Pe-
crnuparopHoii noaaepxku npu CMA. MaHyajlbHbIe TeX-
HUKM MEePKYCCUU, BUOpaIlMU, MMO3ULITMOHUPOBAHUS CITO-
COOCTBYIOT OYMCTKE JIbIXaTEIbHBIX ITyTEH W YIyYIICHUIO
BEHTWJISIIMU JierTKuX. Mcrmojb3oBaHue acIupaToOpoB
Y OTKAIUTMBATeIei MO3BOJIsAeT 3(OEKTUBHO YIaIsITh MO-
KPOTY U CJIM3b, MOBbIIIAaeT 3 (GEKTUBHOCTh OTKAILIMBA-
HMUsI, 00ecIieurBaeT IMPOMUIAKTHKY JIETOYHBIX aTEIEKTa30B.
HewunBaszuBHas BeHTuasiuus Jerkux (HWUBJI), nanpumep
BiPAP-Tepanusi, MoxeT ObITh HEIOCTOSIHHON U MpUMe-
HSIThCS TOJIBKO B TeUEHME HOUM WJIM BO BPEMSI COITYTCTBY -
IOIIMX PECIIMPATOPHBIX 3a00aeBaHuil. HakoHell, MHBa3uB-
Has BeHTUIsIuM Jerkux (MUBJI) yaie npumeHsieTcs ipu
TsKeI0i MiageH4deckoit popme CMA.

TacTposHTEPOIIOT ¥ AMETOJIOT JIeyaT TUCHYHKIIUHT Ke-
JIYIOYHO-KUIIIEYHOTO TPAaKTa U 00eCIIeYMBAIOT HYTPUTHB-
HYI0 TTOAAEPXKKY TeM TalmeHTam co CMA, KoTophble B Heit
HYXIAI0TCs. YKa3aHHbIe MTUC(HYHKIIMU Yallle BCETO Mpo-
SIBJISIIOTCSI PBOTOM, M33KOTOM, 3arlopaMu, B3AYTUSMM K-
BOTa, 3aJepXKaMU OITOPOXKHEHUS KuieyHrKa. [Ipu He-
JIOCTaTOYHOM KaveCTBe ITUTaHUS 30HI0BOE ITUTaHUE Yepe3
racTpaJibHbIM 30H] CTAHOBMUTCS BaXKHOM 3amayeil Bpaya-
racTPOIHTEPOJIOra.

PerpomykTosior u aHAPOJIOT TOJKHBI 00ECIIEUNThD Ieii-
CTBEHHYIO MPOMWIAKTUKY TMIOGYHKIIUN SUIeK U MYyXK-
ckoro 6ecrutoaus y nmanueHToB co CMA. bosee BeicoKkast
pPacIpoCTpaHEHHOCTh 3TUX PACCTPOMCTB OblIa OTMEUYeHA
y u1, co CMA ¢ n1e610ToM BO B3pOCIOM BO3pacTe.

3ajayaMy 3prorepaneBTa CTAaHOBSITCS MOIepXKaH1e
HEOOXOIUMBIX OBITOBBIX M TTPO(hEeCCHUOHATBHBIX HABBIKOB
y nauueHToB co CMA, obecriedeHre MaKCUMaJIbHO BO3-
MOXHO He3aBUCUMOCTH B ITOBCEAHEBHOM XXU3HU, COIIU -
aNM3alys TaKWX JIIOACH, UX aIanTalys K YCJIOBUSIM CYIIIe-
CTBOBaHUS M MPOMUIAKTHKA Pa3IMYHBIX OCIOXHEHUI,
B TOM YK CJIC OBITOBBIX TPABM.
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KnuHunyeckue uccnepoBaHua pucguniama

braromapst BHeApEHUIO MYJIBTUANCHMIIMHAPHBIMU
OpuragamMuy Bpaveil IPOaKTUBHOTO MOIXO0/a, BKIIIOYAIO-
IIETO HYTPUTUBHYIO, PECIIMPATOPHYIO U APYTYE BUIBI ITOJI-
JIEPKKH, ObLIa CYIIECTBEHHO CHIXKEHAa CMEPTHOCTD Y MJla-
nenieB ¢ CMA I tuna, poauBiiuxcs B repuon ¢ 1995
1o 2006 1., 1o CpaBHEHMIO C TEMU, KTO POIMIICS B TIEPUO
¢ 1980 mo 1994 1.

Hpyroii IpUYMHOI 3HAYUTETHLHOTO Mporpecca B Jieue-
Hun CMA, Ha6/1101aeMOro B IOC/IEAHUE TOIbI, CTAJIO BHE-
JIpeHue B MPaKTUKY BeAeHUs mauneHToB co CMA mipemna-
paToB [J1s1 matoreHeTndeckoii Teparmu CMA, B TOM 4uclie
MoaudukarTopa crutaiicuara SMN2 pucnuruiama (DBpuc-
11® (Roche)). PucanruiaM npefHa3zHa4yeH A1 3HAYMMOTO
1 MTPOIOJDKUTEIEHOTO TIOBBILIICHMSI YPOBHEHN (hYHKIIMOHA b~
Horo 6enka SMN y nanueHtoB co CMA. IlepopanbHast
MaToreHeTHIeCKasl Teparvs 3TUM IIperapaToM CIIoco0CT-
ByeT ycTpaHeHUIo Aeduiura 6enka SMN B pasnnyHbIX
TKaHSIX.

— ITo maHHBIM ITPOBEIEHHBIX 1O HACTOSIIIIETO BpEMEHH!
ucciaenoBanuii, — ormetua Cepreit HukonaeBuu, — jede-
HUE PUCIUILIAMOM ITPUBOIUT K 10303aBUCUMOMY ITOBBI-
1LIeHUIO ypoBHel 6enka SMN 1 MoCTOSTHHOMY ToJAepKa-
HUI0 KOoHUeHTpauuu 0enka SMN y nmauueHTtoB. Tak,
B niepBoit yactu ucciegoBaHust SUNFISH 6bu10 1okasaHo,
YTO JIeYeHUE PUCAUIIIIAMOM IIPUBEJIO K YCTOMIMBOMY MO-
BBIIIEHUIO YpOBHS Oenka SMN Ha npotszkeHuu 1 roga
JnedeHust. Bo BTopoii yacTu 3T0i pabOThI OBLIO JOKA3aHO,
YTO JIEYCHUE PUCIUIUIAMOM IPUBOIUIIO K 2-KPaTHOMY
MOBBIICHUIO MeIUMaHbI YpoBH: Oejika SMN B KpoBU IOCIIe
4 Hen neyeHus y namueHToB co CMA, KoTopbie Ha TIpo-
TskeHnu 3710 yactu uccienosanuss SUNFISH nonyuyanu
MOA00PaHHYIO 103Y.

®Oynkimu 6enka SMN u ero mupoxasi 3KCIpeccHst
B nepudeprnyecKUX TKaHsIX roapasymealoT, uto CMA He
SBJIsIeTCS 32001 BaHUEM, TTOPAXKAIOIIMM UCKITIOUUTEIbHO
MOTOHEUPOHBI. B CBSI3U ¢ 3TUM pucanIuIaM ObLUT pa3pabo-
TaH CIICLMAIBHO IS JeueHUsT (DEeHOTUITMYECKU TeTepo-
TeHHOU mony/saiuu nauueHToB co CMA, y KOTOPBIX MO-
MMMO HEPBHON CHCTEMBI ObUIM ITOpPaxkKeHbI W IPYyTHe
OpraHsbl.

LlenecoobpazHoCTh HA3HAYEHMST 3TOTO JISKApCTBa 0OJTb-
HBIM U C CUCTEMHBIMHM TTIposiBiieHrsIMU CMA MoATBepavIn
SKCIEPUMEHTHI Ha 00e3bsIHaX, TIe PUCAUILIAM IPOICMOH-
CTPUPOBAJT LICHTPAJILHYIO Y MepUhepUnIeCcKyI0 OMOIOCTYII-
HocTb. Ilociie TiepopajlbHOTO TIpreMa B TedeHue 7 ITHei
y 00€3bsTH PUCIUTUIAM PACIIPEACIISIICS 0 KITFOUEBBIM TKAHIM
M OopraHaM, BKJIIOYas LIEHTPAJIbHYI0 HEPBHYIO CHCTEMY
Y MBILILIBI, KOTOPbIE MOIJIU ObITh MopaxkeHbl pu CMA.
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3HAOKPUHHbIE HapyLIEeHUA Y NALMEeHTOB

€O CMUHANIBHOMN MbllIeYHOM aTpodueit:

YTO HYXKHO 3HaTb NPU BeAeHUU NALUEHTOB

Joxnan ¢ TakuM HazBaHueM npeactaBuia E.B. TozmmsiH,
K.M.H., Bpa4-3HIO0KpUHOJIor HaydHo-1ccenoBaTeIbcKoro
KIMHUYecKoro MHcTuTyTa neauarpuu um. FO.E. Benbsruiiie-
Ba B cocTaBe Poccriickoro HallMOHAIBHOTO UCCIICI0BATE b~
CKOTro MemuImHcKoro yuuBepcuteta uM. H. . TTuporosa
MunszapaBa Poccuu (Mocksa).

E.B. To3nusiH nmogyepkHyia, 4To MopaxkeHue HI0-
KPMHHOI CHCTEMBI SIBJISIETCSI YaCThIM CUCTEMHBIM ITPOSIB-
neHrueM CMA. DHIOKpUHHBIE HApYIIEHUST Y MAllMEHTOB
co CMA BKJTI0YAIOT 3a[IepKKY POCTa, OKMpeHUe UIu, Ha-
000pOT, IeULIMT MACCHI TeIa, 3aIePKKY IT0JIOBOTO Pa3BU-
TUsI, KpUNTOPXU3M, HapyIICeHUS MUHEPaJIbHOTO 0OMEHa,
MeTa0oIMYeCKE HapyILIEHWsT, TUCHYHKIINIO IMUTOBUAHON
Kene3bl. Bee 3T Mpo0JIeMBbI SIBISTIOTCS KaK OCJIOXKHEHUS -
MU MOPaKeHUsT HEPBHO-MBIIIICYHOI CUCTEMBI, TaK U CJISII-
cTtBUeM aedunmta 6eaka SMN HermocpeACTBEHHO B KJIET-
KaX 9HJIOKPUHHOM CUCTEMBI.

— Bot mouemy, — 3ameTtuna Enena BacunbeBHa, — 9H-
JIOKPUHOJIOT SIBJISIETCST 00513aTeIbHBIM YYaCTHUKOM MYJIh-
TUAMCUUTUIMHAPHOM KOMaHIbI, KOTOpas BEIeT MalreHTa
co CMA. OcHOBHBbIE 1IeJIM SHIOKPUHOJIOTUMIECKOTO Beie-
HUS AIIMEHTOB C 3TUM 3a00JIeBaHMEM BKJIIOYAIOT MOHM -
TOPYHT (DM3NIECKOTO M TIOJIOBOTO Pa3BUTHS, CBOEBPEMEH-
HOE MMarHOCTMPOBAHUE TOPMOHAJIBLHOIO AeUIIUTA VI
MeTaboIMYecKrX HapylneHui. [1py HammIuy noka3aHuii
WMEHHO SHIOKPUHOJIOT Ha3HAYaeT TOPMOHAJIbHYIO 3aMe-
CTUTEJIbHYIO TE€PAIMIO U OCYIIECTBISAET MPOMUIAKTUKY
1 JIeyeHKWe HapylIeHNi MUHEPaJIbHOTO OOMEHA U IPYTUX
SHIOKPUHOMATHIA.

DHIOKpUHHBIE HapylleHUs1, ooycioBieHHble CMA,
HE TOJIBKO YCYTYOJISIOT TeUeHHEe OCHOBHOTO 3a00JIeBaHUSI,
HO U BBI3BIBAIOT IIIMPOKUI CIIEKTP Pa3IMYHBIX PACCTPOVICTB
B opraHu3Mme. Tak, 3amepKKa IOJIOBOIO pa3BUTHUS BEIET
K CHIKEHMIO MUHEpaJibHOM TI0THOCTU KocTeit (MIITK),
MOBBIIIAET PUCK Pa3BUTHUSI OCTEOIOPO3a M IEPEIOMOB.
Bro6aBok K BblllenepeurcIeHHbIM pacCTPOCTBaM IeULIAT
Macchl TeJla, a TAKKe HU3KUI pOCT 00YCIOBIMBAIOT CHIDKE-
HME BBIpPAOOTKY TOPMOHA pOCTa U Pa3IMIHbIe METabOIIe-
CKME HapyLIeHUST U CPely HUX OIHO U3 CaMbIX OIMACHBIX —
ITMIorIMKeMuo. OXUPeHUE YBEIMYUBACT PUCK Pa3BUTHS
JabeTa v yCyryoJIeHUsT CepaeYHO-JIeTOYHBIX TUCHYHKITHIA.
Haxoner, TupeoviHast 1MChHYHKIIMS CTAHOBUTCS TIPUIMHOM
HapyLIeHWIA peryyissiliMi TKAHEBOTO IbIXaHWsl, CUHTe3a OSJTKOB
U IPYTUX IJIACTUYECKUX MPOLIECCOB.

DKCIePT KOHKPETU3UPOBaIa HEKOTOPHIE pacIipoCcTpa-
HEHHbIC METa0OJIMYECKUE PACCTPOMCTBA, BOZHUKAIOIIIME

*SDS (Standard Deviation Score) — k03 (GULKMEHT CTaHIAPTHOTO OTKJIOHEHHUsI. OH OTpaXkaeT COOTBETCTBME MHAMBUAYATbHOTO pocTa pehepeHCHBIM

JAHHBIM 111 COOTBETCTBYIOLICTO BO3pacTa  ImoJia.
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B paMKax SHIOKPWHHBIX HapyIIEHMH y arieHToB co CMA.
Tak, B paMKax AUCPETYISLMM JUITMIHOTO OOMEeHa CTpafa-
€T MeTabOoJIN3M XXUPHBIX KHUCJIOT, UYTO BEAET K JUCTUITHIC-
MHU Y HEAJTKOTOJIbHOM JKMPOBOIT 00J1e3HM TTeueHu. [1pn-
YUHOM X€ TaKUX HapyIIeHWH CTAaHOBSTCS IeMEKTHI
TpaHCITOpTa XKUPHBIX KUCJIOT ¥ MUTOXOHAPUAIHLHOTO
B-oxkuciieHust B MbIax. Yto ke KacaeTcss U3MEHEHUI
MMHEPaAJTEHOTO 00OMEHA, TO K HUM MPUBOINT, B YACTHOCTH,
neuLuT BuTamuHa D.

OtaensHo E.B. To3nusiH ocTaHOBUIACH HAa aITOpUTMAax
BeJeHUs mareHToB co CMA 1 pa3IMYHBIMA SHIOKPHUH-
HBIMY HapyIIEHUSIMH.

Anroputm BeAeHUA NALUEHTOB

€O CMUHANbHOM MbILEYHOM aTpothuen

1 3aaepXKKoi hu3nMyecKoro pasBuTus

OueHka (U3NYECKOro pa3BUTHS pedeHKa JOJIKHA
MPOBOAUTLCS Kaxnbie 6 Mec. [1pu CHIKEHUM TEMIIOB PO-
cTa MeHee 4 CM B TOJI WJIM K€ TIPU pOCTe MeHee 3-To Iep-
ueHtasa (i —2SDS” pocra), a Takxke npu aeduLMTe
Macchl Tejla MalMEHT HampaBIsieTcs K 9HIOKPUHOJIOTY
W TUETOJIOTY.

DKCIepT Ha3Bajla OCHOBHBIC aHAJIN3bI, KOTOPHIE JOJIK-
HbI OBITh BBITTOJTHEHBI IIPU 3aJIEPKKE POCTa:

— OlLIEHKa KOCTHOTI'O Bo3pacTa (peHTreHorpadus Kucreii);

— uccienoBaHne (GyHKIIMU ITUTOBUIHOM XKeJe3bl (orpe-
JIeJIEHEe YPOBHEM TMPEOTPOITHOIO TOPMOHA U CBOOOI-
HOTO TUPOKCHHA);

— uccienoBaHue (HaKTOpPOB pocTa (COMATOTPOITHOIO
ropmoHa, comaromeaunHa C);

— OIpe/ie/icHUe B KPOBU YPOBHEH TJIIOKO3bI, OOIIETO
Oenka ¥ 6eJKOBBIX (hpaKInii, TeYeHOYHBIX (hepMEeH-
TOB, OOLIEr0 U MOHU3UPOBAHHOTO KajbLus, ¢hocdo-
pa, meao4Hoi docdarasbl, HATPYs, KalIKs, a TaKXKe
JIMITUIHOTO TIPOGUIIS,;

— KJIMHUYECKUIi aHaIu3 KPOBHU.

Anroputm BefieHMA NALUEHTOB CO CMUHANIbHOM

MbiLLEeYHOU aTpochuen U oXKUpeHuem

— JIy1s1 OLleHKU CTeINeHU U30BITOYHON Macchl Tesa,
—3ametuia E.B. To3nusH, — uim yxe cdhopmMupoBaBilie-
rocsi OXXUPEHUsI HEOOXOAMMO OIICHUTh BEJIMUMHBI CTaH-
JIapTHOTO OTKJIOHeHUsI MHAeKca Macchl Tena (UMT)
y IeTei, a JUIsk B3pOCJIOro MaleHTa ONpeaeuTh KpoMe
MMT Ttakxe 6MoMMIeIaHCHBIN aHalW3 cCOCTaBa TeJa.
B3pociaoro 60JpHOro HaNpaBIsAIOT K 9HIOKPUHOIOTY
u auerosory, eciu UMT cocrasasier 25,0—29,9 kr/m?
(u36bITOYHAs Macca Tesia) u 6osee 30 Kr/m?2 (OXUpeHue),
a peOeHKa — €CJIM Y HEero YyCTaHOBJIEHO CTaHIAPTHOE OT-
kinoHeHue UMT +1-2 (u30bITOUHAs Macca Tejia) 1 0oJjiee
+2 (oxupeHue).

PexoMeHmanu 1o o6¢ie10BaHUIO TAKUX MAIllUEHTOB
BKJIIOYAIOT:

— OLIEHKY KOCTHOTO BO3pacTa;
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— ompenejieHUe B KPOBU YPOBHEN IJIIOKO3bI, OOIIETro
OenKa 1 0eTKOBBIX (hpaKILMii, MTUKUPOBAHHOTO TeéMO-
[JI00MHA, IeYEeHOUYHBIX (PEPMEHTOB, OOILIETO U MOHU-
3MPOBAHHOTO KaiblLus, (pocdopa, 1eaouHoit pocha-
Ta3bl, HATPUS, KaJus, a TaKKe JJUITMIHOTO Mpoduis;

— I10 TOKa3aHUSIM — MepopajIbHbIN ITIOKO30TOJIEpaHT-
HBIN TECT C IJIIOKO30M;

— KJIMHUYECKMI aHau3 KPOBU;

— YJIBTPa3BYKOBOE UCCJIeIOBaHE OPIOIIHOM MOJIOCTH;

— ompenejeHUe TOPMOHAJIBHOTO Mpoduast (MHCYIUH,
C-nenTua, TUPEOTPOITHBIA TOPMOH M CBOOOMHBIN
TUPOKCUH, TTPOJAKTUH, KOPTU30).

Anroputm BeieHUA NALUEHTOB CO CMUHAJIbHON
MbllLeYyHoU aTpochuein U MUHEPaJIbHO-KOCTHLIMU
HapyleHUAMHU

«30J10TBIM cTaHIapToM» oleHkU MIITK y B3pocibix
U JIeTeH SIBISIETCS METOI IBOMHOI PEHTIEHOBCKOI abcopo-
uuometpumn (DXA (dual-energy X-ray absorptiometry),
JIeHcuToMeTpusi). Ero oTmyaor ObICTpOTA BBHIIOJTHEHMUS,
BBICOKAsT TOYHOCTh, HM3Kasl 1032 O0JTyYCHUSI.

DKCHepT Mepeyncinia clieaylonme peKOMeHIauu
MeXIyHapOoIHOTO O0ILECTBA KIIMHUYECKOM IS HCUTOMETPUI
(International Society for Clinical Densitometry, ISCD) ns
KJIMHUYECKOM OLICHKH IEHCUTOMETPUH Y ICTEIA:

— WCIOJIB30BaTh Z-KPUTEPHii, HO HE IPUMEHSITh T-KpH-
TEePUIA;

— He yCTaHaBJIMBAaTb IUArHO3 «OCTEOIIOPO3» Yy NeTeil
TOJIBKO T10 JAHHBIM JICHCUTOMETPUU;

— MCIIOJIb30BaTh 3aKITIOYEHNE «KOCTHAs MUHEpaIbHas
IJIOTHOCTh HIKE XPOHOJIOTMYECKOTO BO3pacTa» TOJIb-
Ko nipu Z-score MmeHee 2,0 SD (Z-06anbl aj1s1 onpene-
nenust MITK);

— UHTEPIIPETUPOBATh Z-SCOre ¢ y4ETOM CPETHEBO3PaCT-
HBIX TI0OKa3aTesiell aneKBaTHO# pedepeHCHOI 6a3hl;

— oneHuBaTh MIIK o feHcUuTOMETpUU IMTO3BOHOYHUKA
1 BCETO TeJIa;

— y4uThIBaThb, 4yTo u3dMeHeHuss MIIK y nereit moryr
OBITH OOYCJIOBJIEHBI POCTOM pebeHKa M 3HaueHUe
MIIK, koTopoe y B3pOCIbIX MOXKHO CUMTATh MPEAUK-
TOPOM TIEPEJIOMOB, Y IeTeil HEe ONPEAeISIeTCS.
JuarHo3 ocTeonopo3sa y AeTeil yCTaHaBIMBAaJICS Ha OC-

HoBaHMU odunmanbHoi nosunuu ISCD. CornacHo ei,
ITOMOOHBII IMAarHO3 MOXKET OBbITh YCTAHOBJICH TOJIBKO IIPU
HaJIMYMM KJIMHUYECKM 3HAYMMOTO TIepeioMa B aHaMHe3e
(1. €. 2 um GoJjiee NePeIOMOB IIMHHBIX KOCTE B BO3pacTe
10 et uu 3 u Gosee JUIMHHBIX ITEPEIOMOB KocTel K 19 ro-
nam) u Z-nokazatenss MITK menee 2,0 uiau B ciyyae oOHa-
PYXeHUs 1 WM HECKOJIBKIX KOMITPECCUOHHBIX ITEPEIOMOB
TO3BOHKOB HE3aBUCUMO OT pe3yibratoB MITK.

— bucdocdoHaThl, nau npenapatbl 30J¢APOHOBOM
KUCIIOTHI, — yrouHwia EnxeHa BacuibeBHa, — cltyXaT cpel-
CTBaMU TIEPBOM JWHMU IJIS JIUCHUS OCTEOIopo3a
y peteit co CMA. IIpenmyliecTBaMu 3TUX JIEKapCTB SIBJISIET-
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cs 6uogoctyrHocTh 100 %, 3HAUUTEIPHOE CHUKCHUE PU-
CKa mepeioMOB B TedeHHe 3 yieT (o3BoHKU — Ha 70 %,
TpyO4aThbie KOCTU — Ha 41 %), CyllIeCTBEHHOE TIOBBIIIICHUE
MIIK B Teuenne 3 sner (mo3BoHku — 7 %, TpyOUaThie
Koctu — 6 %) 1, HaKOHell, MaKCUMaJibHasl IIPUBEPKECH-
HOCTb JICYUCHHUIO.

Kpuntopxu3m u HapyweHue pepTUNbLHOCTH

y NALUEHTOB CO CMUHAJIbHOWU MbILLEYHOM

atpocpuen

Ha nmpumepe 3Tux paccTpoiCcTB JOKIaTIMK 00CYaMIa
BJIMSIHUE TIPEapaToB ISl TaTOTEHETUYECKOTO JICUCHUS
CMA Ha pa3BUTHE SHIOKPUHHBIX HAPYLIEHUH, K KOTOPBIM
MPUBOIUT YKa3aHHOE 3a00JIeBaHUE.

YV manbunkoB co CMA c1abocTh MyCKyJIaTyphbl OpIOLLI-
HOW CTEHKU BO BpeMsI BHYTPUYTPOOHOTO Pa3BUTHSI CTAHO-
BUTCSI IPUYMHOM BEICOKOI YaCTOTHI CITy4aeB KPUIITOPXU3-
Ma (HEeCIIOCOOHOCTh OTHOTO M/ 000MX SIMYEK OITYCTUThCS
B MOILIOHKY). YacToTa ciTy4aeB JBYCTOPOHHETO KPUITTOPXU3-
Ma cpelld TOHOIIEHHBIX MJIaICHIIEB MY>KCKOTO I10J1a B 00-
1IEH TONyJISIUU cocTaBisieT 2—4 %, Toraa Kak y 00IbHBIX
co CMA I-II tuma — 52—60 %.

IMocnencTBusIMU HeJleUeHOTO KPUITOPXU3Ma 1T MaJTb-
yukKoB co CMA ctaHoBsATCS Oecruionre (ITOCKOMbKY Criep-
MaTOIreHe3 MOXET IPOMCXOAUTh TOJHKO B OIMYIICHHBIX
CEeMEHHMKAaX, PacIoJOXEHHBIX B 0ojiee IPOXJIagHOMN
cpelie MOLLIOHKHU ), a TakKe B 3—7 pa3 YBeIMYEHHBIN pUCK
pa3BUTUS paKa sSIMYeK.

— DKCnepuMeHTaIbHbBIC MOJCI Ha JKUBOTHBIX, — CO-
0o0IIMIa DKCHEPT, — AEMOHCTPUPYIOT, UTO 6esloKk SMN
HEeMOoCpeJACTBEHHO UMEET pellaroliee 3HaYeHe 151 CIiep-
MaToreHe3a. OlieHKa pa3BUTHSI PEITPOAYKTUBHOM CUCTEMBI
Ha MOJEJIIX caMIIOB MbIleii co CMA BbIsIBUIIA iereHepa-
LIMI0 KaHaJIbIEB B TKAHU SIMYHUKOB, aTpO(UIo sIMYeK,
CHUIXKEHUE KOJIMYECTBA CIIEpMAaTO30MI0B, HapyIIeHUs
cIiepMaToreHe3a U perpoayKTUBHOM crtocooHocTu. Hus-
kag skcrnpeccuss SMN1 B IUIIOPUITIOTEHTHBIX CTBOJIOBBIX
KJIeTKaX ObLIa OOHapyXXeHa U Y MY>KYMH C a300CIIepMUCH
10 CPaBHEHUIO CO 3I0POBBIMU T0OPOBOJIBIIAMMU.

Kak pucamnnam Bnuser Ha pepTUNBLHOCTb

MoaudukaTop criaricuira SMN2 pucauriaM siBis-
€TCSI IIpernapaToM ¢ CUCTEMHBIM JIEliCTBUEM, TTOBBIIIAIO-
1IMM ypoBeHb 0esika SMN He TOJIbKO B HEpBHOI CHCTEME,
HO U B IPYTUX OpraHax. To MOXET UMETh IIPEUMYILIECTBO
B OTHOILIEHMY TTPEAOTBPALLEHNS CUCTEMHBIX OCJIOXKHEHMIA
3a00J1eBaHMsI, B TOM YMCJIE M CO CTOPOHBI PEIIPOIYKTUBHOM
CHCTEMBI.

IMokazarenun GpepTUILHOCTH C UCITOJIB30BAHUEM PHUC-
JUTIIaMa OLIEHUBAJIMCH B JOKITMHUYECKUX MCCICIOBaHUSIX
Ha I'phI3yHaX M 00e3bsHaX. AKTYyaJIbHOCTb 3TUX UCCJIEIO-
BaHU# OblJIa 0O0YCJIOBJIEHA TeM, 4TO 3Kcrpeccuss SMN
“MeeT 0OJIbIIoe 3HaYeHHE UISI HOPMAJIBHOTO CIIepMAaTo-
reHe3a ¥ pa3BUTHS SIMYEK.
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B atux xe paborax ObLIO YCTAHOBJIEHO, YTO PUCIU-
IIaM BAUSIeT Ha aKcnpeccuio reHa FOXM1 (oH cBsizaH
C peryJisiiueil KJIeTOYHOTO LMKJIa ¥ CO3PEBaHMEM CIIep-
MaTO30MII0B), Hapyllas o0pa3oBaHUE CIIEPMATO30UI0B
Y TTIOTEHIIMAIbHO BBI3bIBAS YACTUYHYIO WIIM TTOJTHYIO a30-
OCIIEPMUIO Y XKUBOTHBIX.

— He cneayer nu orcioma, — IOCTaBMJIa BOIIPOC
E.B. To3nusiH, — npeamnoyioxkeHue 0 TOM, YTO pUCIUTLIaAM
MOXKET OKa3bIBaTh HEraTUBHBIN 3(P(HeKT Ha (DepTUILHOCTD?
Ho He 6ynem TopormuThes ¢ BeiBomamu. O630p 6 mccieno-
BaHUI 3()(HEKTUBHOCTU PUCIUILIAMA Yy CaMIIOB KPBIC I10-
Ka3aJl, 4To 00Jiee YeM y TIOJIOBUHBI JKMUBOTHBIX HAPYIICHUST
criepMaroreHesa Ha hoHe BBeIeHMsI ITperapaTa OKa3aaich
obpatumbiMu. [TpuyeM nsyyeHue rpacpuka oOpaTUMOCTU
I10KAa3aJ10 JIUIIIb BpEMEHHOE BJIMSIHYE Ha CO3pEBaHueE CIep-
MaTO30MJI0B, a HE IUTUTEIbHOE IMOBPEXICHNE TOMYJISIIIUN
IEPBUYHBIX ITOJIOBBIX KJIETOK CIIEPMAaTOTOHHUEB KakK I10-
CJIEICTBME CUCTEMHBIX IPOSBJIcHUI AeduinTa Oejika
SMN. V kpblc nocie noaydyeHus pucauIiaMa oTMedaaach
00paTMMOCTb CITOCOOHOCTHU MPOU3BOAUTH HOPMAaJIbHOE
ITIOTOMCTBO.

B Hacrosiiee BpeMsl JaHHBIE O TTOTEHIIMAILHOM He-
raTUBHOM BJIMSIHUM pUCAMIUIaMa Ha PepTUIBLHOCTD Y Ue-
JIOBeKa WJIM 00paTMMOCTHU TaKOIo BIMSIHUSI, €CJIM OHO
CYIIECTBYET, OTCYTCTBYIOT. OMHAKO MPOBOAUTCS KJIMHU-
yeckoe ucciaenoBanue 1V daspl, npu3BaHHOE OIICHUTH
(bepTUIILHOCTD Y B3POCITBIX MY>KUMH, TIOTy4YaBILINX JICUCHUE
MperapaToM PUCIUILIAM.

HapyuweHus pecnupatopHoi hyHKLUUK

y NALMUEHTOB CO CMUHAJIbHOWU MbILLIEYHOM

arpocuen

Tak HazBaza cBoe BeicTyruieHUe C.D. [IpsikoBa, K.M.H.,
ITyJIbMOHOJIOT ¥ Bpad (hyHKIMOHAJIbHOM TMAarHOCTUKU
Hay4yHo-Kcclie1oBaTeIbcKoro KIMHUIECKOTO MHCTUTYTa
neauatpuu uM. FO.E. Benbruinena.

— K coxanenuto, — cooO1IuIa 3KCIepT, — MPodIeMbl
C IbIXaHUEM SIBJISTIOTCSI OCHOBHBIM (haKTOPOM JICTAJIBHOTO
ucxona nmpu CMA I—II Tuna. M3BecTHBI caenyolme pu-
YUHBI PeCIMPAaTOPHBIX HapylieHuii mpyu CMA: MbliieqHast
€J1a00CTh ABIXaTEIBHOM MYCKYJIAaTYphI, TPYITHOCTH OTKAIILIV -
BaHUS, Ae(pOpMalligd M PUTMIHOCTL TPYIHOMN KIIETKH, CKO-
JIN03, a TaKKe MH(MEKIMK PECITMPAaTOPHOTO TPaKTa.

Ecnu ripy HopMaIbHOM JbIXaHUW HapYKHbIE MEXPE-
OepHbIe MBIIIIIBI COKPAIIAIOTCS U PACTSITUBAIOT IPYIHYIO
KJIETKY, TTO3BOJISISI JIESTKUM PacIpaBiIsIThCs BO BpeMsI BIOXa,
To mauueHTsl co CMA u3-3a ¢1ab0CTH 3TUX MBI TPU
JIBIXaHUU UCTIONB3YIOT nradparmy. B pesyisrate npu BIo-
Xe TpyAHas KjieTKa He pacTsaruBaeTcsl. OHa TSHETCS BHU3,
a He HapyxXy. Hapyxy ke BBIISTYMBAETCS XKETYI0K.

— OCHOBHbIE BUAbI HAPYIIIEHUI JbIXaHUS Y OOJbHBIX
CMA, — npoaomkuia JOKJIaI4ruK, — 9TO PECTPUKTUBHbIE
paccTpoiicTBa (C1ab0CTh IbIXaTeIbHOM MYCKYJIaTyphI, OT-
paHMYEHME TTOABYKHOCTU TPYAHOM KIIETKM), OOCTPYKTUB-
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Hble HapylieHus (yxyIileHue OpOHXUAIbHOM ITPOBOIM -
MOCTHU 1 3J1aCTMYECKON (DYHKIIUU JIETKUX), HapyIIeHUS
JIBIXaHUST BO BPEMSI CHA: CUHAPOM HOYHOTI'O alTHO3 U TUITO-
BEHTWISILIUOHHBIM CUHIPOM, a TaKXKe XPOHUYECKas JIbl-
XaTeIbHast HeAO0CTaTOYHOCTb.

OrnrcaHbl CIeAYIONIUE CTaTK PECITMPATOPHBIX HApy-
weHuit mpu CMA:

— I cTamus: cHMXKEHHME MBIIIEYHOM CHUJIbI CKEJETHOM
MYCKYJIaTyphl, TTIOKa3aTeJ I (hYHKIIMU BHEIITHETO JIbI-
XaHUs OJIN3KU K BO3PACTHOI HOpME;

— II ctanus: cHukeHune YHKIIUU BHEIIHETO IbIXaHUsI,
¢1a00CTh SKCITUPATOPHBIX MBIIIIII, OCJIA0IEHHBIN Ma-
109 PEeKTUBHBIN Kallleb;

— III cragmst: XxpoHUYecKasl AbIXaTeIbHAsI HEIOCTATOY-
HOCTb Ha 3Tare CyOKOMITEeHCalluu, HOYHAas TUIIOKCe-
MMl U TUTIEPKAITHYS;

— IV cranus: xpoHuyeckas abIxaTelbHasi HEIOCTaTOU-
HOCTb B CTaJMM JCKOMIIEHCAIlUU — TUITOKCEMMUSI
JHEBHAsI 1 HOYHAsI.
15t Kaxkmoid M3 3TUX CTaAMii XapaKTepHbl HapacTalo-

II1€ T10 BBIPaKEHHOCTH CUMIITOMBI PECIIMPATOPHBIX Ha-
pymenuii npu CMA. Ha I craguu xkano6 ele HeT, pop-
CUpOBaHHasI XW3HeHHasT eMKocThb Jerkux (DXKEJ)
coctaBistet 45—70 %, HapyleHUs AbIXaHMS TOSIBIISIIOTCST
ToJibKO BO BpeMst REM-cHa. Ha Il ctanuu mamuenTa 6ec-
ITOKOSIT TOJIOBHBIE 00U, JHEBHAsI COHJIMBOCTD, YaCThIC
HouHble pobyxknenus. ®XKEJI cocrasisieT menee 40 %,
carypanust KuciopomoM — MeHee 92 %. Hus 111 cramum
XapaKTepHBI AUCITHO?, IIMaHO3, TUIIepCeKpelinsi, Head-
dexTuBHbI Katienb. @XKEJI B Takux citydasx onmycKaeT-
cs Huxe 20 %. Hakownerr, Ha IV cTamuy BO3MOXKHBI COCTO-
STHUST aC(OUKCUU U KOMBI.

JNleyebHble MEeTOAUKU Ha Pa3HbIX CTAAUAX

CNUHANIBHON MbIlLIEYHON aTpoum

ITpu CMA mnoka3zateau XXU3HeHHOM eMKOCTH JIeT-
kux (ZKEJT) m ®2KEJI co BpeMeHeM yXyIIIarTCs M3-3a YBe-
JIMYEHUST MBIIIIEYHOM ¢1ab0oCcTH 1 cKoiro3a. Huskuii moka-
3atesib 2KEJI y manmeHToB co CMA gBjsieTcsl IpU3HAKOM
HOYHOM TMIOBSHTWISILIMM U IbIXaTeJIbHOM HEA0CTAaTOY-
HocTH B THeBHOe Bpemsi. 3HaueHue 2KEJI Ha Bnoxe MeHee
1,1 1 MOXeT CBUIETEIbCTBOBATh O TIOBBIILIEHHOM TTOIBEP-
JKEHHOCTH JieroyHbIM MHbpekmnaMm. CHmkenre @KEJ no
MeHee YeM 1 JI CBSI3aHO C MOBBIIIIEHHBIM PUCKOM Pa3BUTHS
JIBIXaTeJIbHOM HETOCTaTOYHOCTH 1 IMOCICAYIOLIETO JIETaTb-
HOTO MCXOJa.

JleyeOHBIe MeTOMMKY TIpU | cTaguu pecrpaTOpHBIX
HapyueHuit o npuunHe CMA BKIIIOYalOT KUHE30Tepa-
MO Ha OCHOBE IbIXaTeIbHOM TMMHACTUKY IIPU JICUeOHOM
(busKynBTYpe, TPEHUPOBKU C UCIIOJIb30BaHUEM JIbIXaTeIb-
HBIX TPEHaXEPOB, BOCCTAHOBJICHUE TJI0CCO(hapuHTIeaIb-
HOTO JIbIXaHUsI, a TAK:KE UMMYHHM3ALIUIO IIPOTUB ITHEBMO-
KOKKa Y TpUIINa, KaK U MPOMMIAKTUKY OCTPBIX PECIIU-
PaTOPHBIX BUPYCHBIX MHGbEKIIHIA.
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JleueoHbIe MeToauku npu 11 ctaguu pecriupaTOpPHBIX
HapyIllleHUI MpearoaraloT MaHyajlbHble TIPUEMbl YIyd-
meHus 3¢ GeKTUBHOCTU Kallljisl, BOCCTAHOBJICHUE Ape-
HaXXHOM (DYHKIIMHU JIETKUX C TIOMOIIbIO TAKUX TPUOOPOB,
KaK MHTPaIyJIbMOHAIbHBIN MEPKYCCUOHHBII BEHTWISTOD,
oTKaluMBaTenb (MHCydhdasarop/skceybbastop). [pu
pUCKe pa3BUTUS THEBMOHMY Ha 3Toi ctanuu CMA Heo0-
XOJIMMO paHHee Ha3HaYeHHe aHTUOUOTUKOB.

JleuebHble MmeTonuku nipu 111 ctanuu pecniupaTopHbIX
HapylIeHWI OCHOBAaHBI MPEXE BCEro Ha UCIOb30BaHUU
HWBIJI Ha BpeMst cHa. 3aech OYeHb BaXXHO COOJIIOAATh
pPEKOMEeH IyeMble ITapaMeTpbl MOA0OHON BEHTWISIIUU, BbI-
MOJIHUTh UHAMBUAYAJIbHBINA MOA00P MacoK (HOCOBBIX,
POTOHOCOBBIX WJIY TTOJTHOJIUIIEBBIX), aKTUBHO ITPUMEHSITh
yBIaxHuTeau. HeobxonumMo Takke cienoBaTh TMTUEHU-
YeCKUM CTaHAapTaM, B YACTHOCTM KOHTPOJIMPOBATh pe-
anbHoe BpeMsl ucnoiab3oBanus HUBJI u He momyckarb
kucnopoaotepanuio 6e3 HMUBJIL.

JleuebHble MeToavKM Mpu IV cTaguu pecnupaTopHbIX
HapyueHuii mpu CMA mipearnoJiararoT Kak MoXHoO 0oJiee
nnuTeabHoe coxpaHeHue nHeBHoit HWUBJI ¢ ucnonb3o-
BaHMEM 3aryOHUKOB. M TOJIbKO TOra, Kormna Bce BO3MOX-
HOCTH 3TOT0 MeToa OyIyT MCIOIb30BaHbl, BHIITOJHSIET-
Csl TPaAXeOCTOMUSI C TMOCTOSIHHOW BEHTUJISILMOHHON
NOAAEPXKKOM.

Kakyto BeHTUNALMUIO Nerkux Bbibupaem
ANA NauMeHTa Co CNUHAJNIbHOW MblILLEYHOM
atpocuen?

— Tak 4To ke BBHIOpaThb IJis Balllero mnalMeHTa
co CMA, — 3anana Boripoc CBeTiiaHa OBanbaoBHa, — MBJI
i HUBJI? UBJI npeanonaraet 24-4acoByl0 BEHTUJIS -
LIMIO JITKMX M MPUMEHSIETCS B YCJIOBUSIX OTCYTCTBUSI
CO3HaHMUY Yy TMauueHTa, ocodbeHHo yacto — npu CMA
I Tuna. ITpuMeHeHre 3TOro MeTo1a MoaApa3yMeBaeT MpH-
opurert nporHo3a xu3Hu. HUBJI npeanonaraer B o0CHOB-
HOM 8—12 4 BEeHTWJISILIMM JIETKUX, a BCEro He 6ojiee 16 4
B cytku. HUBJI npumeHsieTcs Toraa, Korga mauuMeHT
HaXOAUTCS B IIOJJTHOM CO3HaHMU, U Yallle BCEro UCIOJb-
gyetcss npu CMA I—II tuna. [Ipu ucnonb3zoBaHUU
3TOTO METOJa IoJApa3dyMeBaeTCsl IPUOPUTET KauyecTBa
KU3HU.

ITokazanus K npumeHeHuo HUBJI TakoBsr:

— XpOHUYECKas THEBHAsI TUIIEPKAITHUS C TTapLMaIbHBIM
napineHueM guokcuaa yrmepoga (PaCO,) Beimie
45 MM PT. CT.;

— HouHaa runepkanuusa PaCO, 6onee 50 MM pT. CT.;

— JHEBHas1 HOPMOKAITHUSI C POCTOM YPECKOXHOTO Ha-
npsoxenusa CO, (PtCO,) cebiie 10 MM PT. CT. HOYBIO;

— ObICcTpoe U 3HauuTeNbHOe cHkeHue KEJI;

— Tiepen ornepalyeli Mo KoppeKiuu ckoianosa mpu 2KEJI
MeHee 60 %;

— Kak NaJyIMaTUBHAs Mepa IIPU OfIbIIIKE.
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— Xotena Obl TeNepb, — MPeAIoXuIa IKCIEPT, — 00-
CYIUTb OCHOBHBIE IPUHIIMITBI KOHTPOJISI U TTOAAEPXKaHUS
pecrnupaTopHoi ¢pyHKLMU y nauueHToB co CMA B 3aBU-
CHMOCTHU OT UX (PYHKIIMOHATILHOTO cocTostHUS. HauHeM ¢
MaleHTOB, KOTOPbIE HE MOTYT CUAETh. 3a TAKUMHU 0O0JIb-
HBIMM HEOOXOAMMO peryJisipHoe HaOmoaeHue. MM moka-
3aHO KOMOMHMPOBaHHOE APEHUPOBaHUE MOKPOTHI. Bcem
MJaaeHuam ¢ cumnromaMu CMA peKOMeHIyeTCsl paHHee
HazHaueHre HUBJI nns npenoTBpallieHUSI ITpOrpeccupo-
BaHUs AbIXaTeJIbHONH HEIOCTaTOYHOCTHU, MOIAePKaHUS
pocTa IpynHOI KJIETKU U YMEHbIIEHUs BbIpaXXeHHOCTHU
OJIBIILIKH.

IMauuentam co CMA, KOTopble He MOTYT CUAETb, T10-
KaszaH rnmoaoop MuHuMyMm 2 macok 151 HUBJI, u o noka-
3aHMSIM JIJIS1 HUX BBITTOJTHSIETCSI TPAXeOCTOMUSI € NabHEe-
1I€W UCKYCCTBEHHOMN BEHTUJISILIMEN JIETKUX.

CupsgyuM naureHTam co CMA nokasaHo peryJsipHoe
HabmoneHue. BceM maimeHTaM ¢ cuMIToMaMu 3a00JieBa-
Hus Heooxonuma HUBJI nmo nokazanusiM. bonbiHCTBO
MalMeHTOB HauMHAaIOT Nosb3oBaThest HUBJI npu mpucoe-
JUHEHUU OCTPOU pecriupaTopHON BUPYCHON MHMEKIIUM.
BceM aTuM maimeHTaM IOKa3aHOo PEryJsipHOe IPEeHUPO-
BaHME MOKPOTBI, @ TAKXKE COMHOJIOTMYECKOE MCCIIeIOBaHEe
IIJIST BBISIBJIGHUSI CUHAPOMa HOYHOTO aItHO?.

— Jlng xomsiuux namueHToB co CMA, — pacckasana
MOKJIaMUUK, — HUKAKUX MPOAKTHMBHBIX BMEIIATEIbCTB
He TpebyeTcs. B To e BpeMs UM HeoOXoauMa perysipHast
olieHKa 3G GEeKTUBHOCTY Kalllisl, KaK U CUMITOMOB JbI-
XaTeJIbHBIX PACCTPOMCTB BO CHE, a Takxke u3MepeHue 2KEJI
i OKEJIL.

— Wrtak, Hajgeroch, — MOABITOXWIA CBOE BBICTYILICHUE
CaemiaHa DBaibIOBHA, — 51 yOeI1/Ia Bac B TOM, UTO MpobsieMa
HapyLIEHUs PECTIMPATOPHON (GyHKLIMHK y TaLeHToB co CMA
SIBJISIETCSI OYeHb Cephe3HOi. B To e Bpemsi JierouHble pac-
crpoiictea mpu CMA npeackazyeMbl, 1 BO3MOXKHA MX IPohu-
JIAKTHKA. Y3Ke CYILLECTBYIOT Jie4eOHbIe METOIUKMU ISl Tpodu-
JIAKTMKHU MPOTPECCUPOBAHUS PECIIMPATOPHBIX HAPYIIEHUIA.
PaHHs1 MHMLIMAIIMST HEMHBA3WMBHOM PeCIIMPaTOpHOI Moiep-
XKU C TIOJIOKUTEIbHBIM JaBJIEHWEM Ha BBIIOXE MO3BOJISIET
M30€eXKaTh MPOrPecCUPOBAHNIS IbIXaTe/IbHON HEIOCTATOYHOCTH
U Pa3BUTUS KU3HEYTPOXKAIOIIUX COCTOSTHUIA.

Hepopaanaﬂ nartoreHeTu4yecKasa trepanua

C CUCTEMHbIM AENCTBMEM: JaHHbIE PYTUHHOM

KNMHUYECKOW NPAKTUKK

Jokitaj ¢ TakuM Ha3BaHUEM IIPECTaBIIIA 3aBeaytolast
TICUXOHEBPOJIOrMuecKuM otaeaecHreM Ne 3 BopoHexkcKoi
00JIaCTHOM HOETCKOM KIIMHUYECKOM OOJBbHULIBI No 1,
k.M.H. U1.C. KneiimeHoBa.

— B Hallem oTneneHuu, — 3aMeTUIa JOKIATIUK, —
MBI HAaKOTIWJIN YK€ 4-JIETUIA OIBIT MCII0JIb30BaHUS MaTo-
TeHEeTUYECKOM Tepanuu y aeteit, crpagaommx CMA.

IIpu nerckoM HaceneHuu BoponHexckoit objacTu
350 ThIc. yenoBek Ha yyeTe co CMA y Hac cocTosT 27 na-
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LMeHTOB B Bo3pacte oT 10 go 17 jet. Jlonu Malb4MKOB
1 IeBOYEK MPaKTUIECKU PaBHBI, M TAKXKe TIPUMEPHO paB-
Hbl goau nmauueHToB ¢ I, I1 u 11l Tunamu 3aboneBaHus.
BoablIMHCTBO HAlIUX MALMEHTOB MOTYT cuueTh (12 ae-
Teil), XoaAT 8§ MallMeHTOB, JiexKaT 7 OOJIbHbIX.

BonbmuHceTBO OeTeli, a MMEHHO 14 mauueHTOoB, MOJTy-
YaloT pUCAUILIAM. DTU OOJTbHBIE ObLTY BKITIOUEHBI B IIPOTpaM-
MY JOPETMCTPAIIMOHHOTO JOCTYyIA K Tipenapary. [10CKonIbKy
Y MHOTHX U3 3THX ACTEN MbI YBUACIH TOJIOKUTEIBHYIO 1~
HaMUKY, OBUTO PELICHO OCTABUTH MX HA JTAHHOW TepaIiu.

Takxe 7 MallMEHTOB y HAC TOJYYMIA OHAaCEMHOTEH
aberapBoBeK, 3 MalMeHTa MPOoAOoIKAIOT Tepanuio HycH-
HEpCEHOM, 3 — ITOIyJaroT CUMIITOMAaTHUYECKYIO TEPAITHIO.
OnuH GOJTBHOM, YTOUYHMIIA SKCIEPT, UMEET TSIKEI0€e T10-
paxkeHHre TOJIOBHOTO MO3Ta IT0 pUYMHe ac(UKCUN 1 Ha-
xoautcsa goma Ha MBJI.

— Cpeny TalyeHToB, MOAYYAIOMNX PUCIUITIAM, —
coobmuna U.C. KnefimeHoBa, — y 2 O0JbHBIX JMArHOCTH -
posaH I tTun CMA, y 9 — Il tun, y 3 — III Tum.

Hanee Upuna CtaHuciaBoBHA MpeAcTaBUIa KJIUHU-
YyeCKHI ciaydail peOeHKa, IOJydalollero pUuCIUIIaM
B cBs13u co CMA | Tuna u umeronero 2 konuu reHa SMN2.

Bo3spact manyenTa Ha MOMEHT HadaJia JIeYeHHsT CO-
crapasin 7 Mmec. Ouenka no mkajge CHOP-INTEND co-
OTBETCTBOBajia Bcero 3 OamnaM. PebeHok Haxomuics
B KpaitHe TsSKeJIoM cocTosTHM. Co CTOPOHBI HIDKHUX KO-
HEYHOCTEe! HabIIomanach JIMIb MUHUMAaJIbHAsT TBUTATETb-
Hasl aKTUBHOCTb B JVCTAJIBHBIX OTIEIaX HOT. [IBVKeHUS
B pyKax ObIJIM BO3MOXKHBI TOJIBKO B TOPM30HTAJTLHOM TTJI0-
ckocTH. PeOeHOK He MOT TTOBEPHYTH F'OJIOBY B CAaTUTTaIb-
HOM MIocKocTH. Takke y Hero ObUIO MapagoKcajbHOE
IBIXaHWE.

DTOT MalueHT B TeueHue 12 Mec nmoirydas pucauriaMm.
B pe3ynbraTe MOsSIBUINMCH aKTUBHbBIC IBMXKEHUS B KOHEU-
HOCTSIX, CTAJIM BO3MOXHBI ITOBOPOTHI TOJIOBBI M BCETO Tejia
Ha 0ok. Ouenka no mkajie CHOP-INTEND Bripocia no
24 6annos.

Janee neyeHue poaoskanoch 3 roga 5 mec. PedbeHok
CMOT CHJETH B IETCKOM KpecJie, 3aHNMAaThCs C UTPYIITKAMH,
coBepIIaTh pa3sHOOOpa3HbIe ABVKECHUS TOJIOBOM, TYJIOBH-
1eM 1 KoHeyHocTsiMu. OrieHka 1o mkajne CHOP-INTEND
cocTaBuiia 38 GasioB.

ITocie 3TOTO JIeYeHNE PUCIUIIIIAMOM MPOAOLKIIOCH.
Korma ero mpogoizkKuTeIbHOCTE cocTaBmiia 80 Mec, OLieH-
ka 1o mkajge CHOP-INTEND Boipocia g0 39 6aios.

BnaronpuATtHbii npodunb 6e30nacHOCTU

pucaunnama

Crenyonmii KIMHUYECKUN clTydaii, IpeacTaBIeHHbII
9KCIIEPTOM, OTHOCUJICS K AeBouke ¢ 3 kornusaMu SMN2,
KOTOpasi Hauasia ImoJay4yaTh Teparnuio pucIuIliaMOM B BO3-
pacte 6 jieT 2 Mec. Ha MOMeHT Havasia JiedeHusT OLieHKa IT0
mkane HFMSE cocrapnsuia 31 6aim, o mkaie MFM —
32—46 %, B TecTe 6-MHUHYTHOM XOmBOBI — Bcero 5 M. [lo Ha-
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yajia JIeYeHMsI JeBOYKa MOIJIa CUIETh, CATUTHCS, HO CTOSITh
TOJIBKO Y OITOPBI, XOMUTh OHA HE MOIJIA.

Bcero uepe3s 2 Mec Tepanuy pUcIUIIaMOM MalMeHTKa
cmora xoauthk. Ouenka mno mkaine HFMSE cocrapisina
31 6amn, o mkaie MFM-32 — 46 %, B TecTe 6-MUHYTHOI
Xoab0bI pe3ynsraT coctaBuia 10 M. Korna Bo3pact pedeHka
JIOCTUT 7 JIET 5 Mec, a MPOAOKUTEIbHOCTb Tepanuu
K 3TOMY BpeMEHM cocTaBuja yxke 1 rom 8 mec, AeBoYKa
CMoTJIa 3a0paThCst Ha CTYJI U BIIEPBBIC ITOCMOTPETh B OKHO
cBoell KOMHaThI. Ternephb ee ABYKEHUSI CTaIu 6oJiee ObIC-
TPBIMH, JIy4llle CKOOPAWMHUPOBAaHHBIMM, I€BOYKA MOIJIa
MPOXOIUTD BCE 0OIbIIME pacCTosTHUS. CyIIECTBEHHO YIyd-
IIJIMCH TIOKA3aTe/IU 110 BCEM IITKaJlaM.

Korma npomoysKuTeIbHOCTh MaTOreHETUIECKO Tepa-
MUy cocTaBwia 2 roga 1 Mec, AeBOYKa IOIILJIA B IIKOJTY.
XoauTh OHa MorJjIa 6€30 BCAKUX TEXHUIECKUX CPEICTB.

B Hacrostiiee BpeMsi TpOIOJIKUTEIbHOCTD TepaITuu
cocTaBisieT yke 3 roga 8 Mec. DYHKIIMS MTOCEIICHUS -
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BOYKOM INKOJIBI M CBOOOTHOTO TEPEABIKEHUS BHYTPU
3TOTO0 3MAaHUS TTOJIHOCTHIO COXPaHSIETCS.

IIpn mocnemHeM TECTUPOBAHUM OLIEHKA IO IIKaJie
HFMSE cocrasiisiia 45 6ayuioB, 1o mkaiae MFM-32 — 77 %,
B TecTe 6-MUHYTHOM XOIbOBI — 154 M.

— 3a Bech Mepuoja HaOJMIOMeHUS 32 3TOM MalueHT-
KOIi, — IOIBITOXMIA cBoe BhicTyIuieHue MpuHa CraHu-
CJIaBOBHA, — MbI OTMEYaJIM HENPEPHIBHYIO TTOJIOXKUTEIIb-
HYIO0 TMHAMUKY, U He ObUIO 3aperiCTPUPOBAHO HM OTHOI
HeXeJaTeIbHOM peakiy. Mtak, Tepanmsi perapaTtoM prc-
JIUTUIaM IEMOHCTPHUPYET YMEPEHHYIO MOJIOKUTEIBHYIO -
HaMUKY B COCTOSTHUY CUMITTOMATUUYECKUX IMAllMEHTOB. XO-
polmii Tpouiib 6e30MaCHOCTH PUCAUILIAMa IIOATBEPKICH
OTCYTCTBUEM HEXEJIAaTeIbHBIX peaKInid, 00yCIOBICHHBIX
MpYMEHEeHMEM Tpernapata. Kak rpemnapar ¢ CUCTeMHBIM Jeii-
CTBUEM, PUCIUIUIAM JAEMOHCTPUPYET TOJIOXKUTESILHYIO TU-
HAMUKY B BUAE YIy4lIeHUs QYHKLMU BHELIHETO JIbIXaHUs
Y CHIDKEHUST YMClia PECIIMPAaTOPHBIX 3200 I€BaHIIA.

Mamepuan nodeomosun k.m.H. Arexcandp Porios.





