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CucteMHble npoAsneHna npu CMUHaNbLHOMN

MbILLIEYHOW anothH HKaK OCHOBa Anf paﬁDTbI

MyﬂbTHﬂHCHHHJ’IHHaDHOF‘I KOMaHAbI

Jloknaa ¢ TakuM Ha3BaHHUEM MPEACTaBII 3aMeCTUTE b
OUpeKTOopa Mo Hay4dHoii pabote HayuHoro tieHTpa HeBpo-
noruu, aupektop MHctutyTa Mo3sra B coctaBe HayuHoro
LIeHTpa HeBpoJoruu, akanemMuk Poccuiickoii akagemun
Hayk, npodeccop C.H. MnnapuoimkuH.

— Ponb 6enka SMN B metabonuzme PHK oueHb Bax-
Ha, — MOAYEPKHYJ 3KCTEepPT. — ITa MOJIeKyJla yyacTBYyeT
B cuuTbiBaHuu uHdopmauuu ¢ JJHK na PHK, moaudu-
Kauuu u «coszpeBanun» MPHK, cuHTese 6enka c MPHK,
BHYTpUKIeTouHOM TpaHcnopte MPHK u Genka.

Heduuut 6enka SMN Benet k rpydbIM HapylLIEHUSIM
MUTOXOHAPHATBHOTO TOMEOCTa3a U MOBPEXACHUSIM OHO-
3HepreTHUecKHUX nyTeil. B yacTHOCTH, HEIOCTATOUHOCTh
oenka SMN B knerke npuBoauT K necduuuty AT®, nossi-
IIEHHUIO0 AKTUBHOCTH LIMTOXpoMokcuaasbl C 1 yBeTMUEHHIO
noTeHIMasa MeMOpaHbl MUTOXOHIPUU. DTO, B CBOIO OYe-
pelb, MPUBOJIUT K OKMCIUTETbHOMY cTpeccy. M3meHeHus
MMEIOT MECTO HE TOJbKO B JABMTaTeJbHbIX HelpoHax,
HO U B IPYTUX KJIETKAX OpraHu3Ma.

MuTtoxoHapuanbHas nuchyHkuusa Oblla U3ydyeHa
B 3KCMEPUMEHTE Ha MBIILIAX C MOJEIbIO CMTMHATBHO MbI-
mweuHoii arpocun (CMA). INpoTeoMHbIe Uccaen0BaAHNS
06GHaPYKIIH YYBCTBUTEIbHOCTb GUO3HEPTETHUSCKUX MYTe it

K nepuuury 6enka SMN, B ocobeHHOCTH — BaxkHeiillero
TAD/1I-3aBucuMoro nyTtH (rauuepansiaerua-3-gocedatae-
ruaporeHasa (TAD®I) — 3H3UM TMKOJUTHUECKOTO MYTH).
VkazaHHble GakThl MOATBEepKIalOT poib 6enka SMN
B DMO3HEepreTMUECKUX MYTSAX U MUTOXOHAPHATBLHOM TO-
MeocTase KJIETKHU, YTOUHWUIT 3KCIEepT.

Y mioneii co CMA cHuxkeH ypoBeHb (DyHKIIHOHATb-
Horo 6enka SMN kak B LIeHTpa/lbHOI HEPBHOIT CUCTEME,
Tak v B nepucdepudeckux TkaHax. CHUKeHUe YPOBHsI TaH-
HoOTO OesiKa MPUBOIUT K IereHepalluK IBUraTebHbIX Heil-
POHOB M HapyulleHWHIO (PYHKUMH KJIETOK LIEHTpPaJbHOM
HEPBHOI cucTeMbl U nepudepudeckKux TkaHeii. [lereHe-
pauus e BbI3bIBA€T YTPATy JABUTATEbHOI aKTUBHOCTH,
pa3sBUTHE CKOJIMO3a, NbIXaTeJlbHYI HEJOCTATOYHOCTb,
OypbapHy0 IMCHYHKLKMIO U APYTHE OCIOXHEHHS CO CTO-
POHBI cepALa, MevYeH!, NMOMKeTYI0UHOIT JKee3bl, penpo-
JMYKTUBHOH M KOCTHOI CHCTEM, a TAaKXKe JIPYTruX OpraHoB
Y TKaHei.

CucteMHble (HE HEPBHO-MBbIILIEUHbBIE) MPOSIBIEHUS
4acTO BO3HUKAIOT 10 MaHHGecTallui CHUMITOMOB HEPBHO-
MBILLIEYHO JereHepaLluH.

C yuetom Toro, uto npu CMA nopaxaeTcs MHOXKeCT-
BO OPraHOB M TKaHeil, MexkayHapoaHbie ctaHaaptel 2017 &
yxoza 3a 6oabHEIMM CMA peKOMEHIYIOT MOAX0 K Bee-
HUIO TAKWX MAlLIUEHTOB C yYaCTHEM MYJIbTHAUCUUILTUHAD-
HOIl KOMaH[Ibl CreluanaucToB. TakKe B OCHOBHBIX MPUH-
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uMnax 3THX CTaHLApTOB MpH3HaeTcsl HEOoOXOAMMOCTb
WHIWBUIYAIU3UPOBAHHBIX MOAX0A0B K neyeHutio CMA,
BKJIIOYas:
— IWArHOCTHKY, B COCTaBe KOTOPOW M MOJIEKYJISIPHO-
reHeTH4YeCKHe METO/IbI;
— (dusMoTEpPaAnKIoO U peabUIuTaluIo;
— OPTOMNELHYECKOE JIeYEHHE,
— BbIOOp aneKBaTHOTIO MUTAHUS,
— MOLNEPXKKY POCTa W 310POBbS KOCTEN;
— HOPMaJIU3aLUI0 IbIXaHUS (KOPPEeKLUI0 HapylleHWi
CO CTOPOHBI AbIXaTebHbIX MYTeil U TETKHX);
— noAaepXKKy GYHKLUHI IPYTUX OPraHOB U CUCTEM;
— Ha3HaueHHe JIeKapcTB, BKJII0Yas MHHOBALIMOHHBIE.

KTo BXoauT B cocTae

MYNLTUAUCLUNNMHAPHON 6pUragbl?

— Tak Bpaum Kakux xe crneuualbHOCTEil, MTOMHUMO
HEBPOJIOTOB, NMEAUWATPOB U TEHETHKOB, — 3a/al BOTIPOC
Cepreii HukonaeBuu, — 10JKHbBI PUBIEKATHCS A5 Be-
neHust nauueHToB co CMA?

Cneuuanuctsl B 061aCTH 1y4eBOii THAarHOCTHKY TOJIK-
Hbl o0ecreynBaTh BU3yalu3allMi0 MO3BOHOYHHUKA U CyD-
apaxHOMAATbHOTO MPOCTPAHCTBA IS OLIEHKU CTETNEeHU
CKOJIMO3a U OfpeieieHHs MOKa3aHWil K cTabuan3upyio-
IIMM OPTOTEANYECKHUM onepauusaM. Takue crieuuaaucThbl
TaKXe TOJIKHbBI OKa3bIBaTh MOMOLb B TPEOJOJIEHUH 3HA-
YUTENbHBIX TIPODOJEeM ¢ WHTpPaTeKalbHbIM BBEIEHHUEM,
T. €. C BBEIeHHEM JIeKapCTB 3HI0MOMbaNbHO Hemnocpe/-
CTBEHHO B JINKBOPHYIO CUCTEMY.

Peabunautonor peilaeT pa3Hbie 3aga4yu y NallMeHTOB
co CMA u pa3snu4HbIMH OBUTATEJbHBIMU Ie(ULIUTAMMU.
Llens peabunuTauuu y nalueHTOB, HE CMIOCOOHBIX caMo-
CTOSITENIbHO CUIETh, COCTOMT B ONTHUMU3AaLMK (DYHKIIMO-
HUpOBaHUS, HOPMHUPOBAHUM TOJIEPAHTHOCTH K pa3inuy-
HbIM MOJIOKEHUSIM YacTell Tefla B MPOCTPAaHCTBE, a TAKXKe
yayuieHun yHkuuu apixanus. [lauuentam, cnocoOHbIM
CUMIETh, peabUIUTALIUS HYKHA 151 TPeNoTBpallieHUs pa3-
BUTHS KOHTPAKTYP KOHEYHOCTEe#H M CKOIM03a MO3BOHOY-
HMKa, a TakXKe OIS MOAAep>KaHWs, BOCCTAHOBIECHUS
W ynyquieHus: yHKUMOHUPOBaHUS U MoOuibHOCTH. Llenb
peabuIUTalMK Y MAalLMEeHTOB, CMIOCOOHBIX XOIUTh, COCTO-
UT B Noiep>KaHu 1 (PYHKLIIMOHUPOBAHUS U MOOUIbHOCTH,
a TakKe yaydllleHUH OanaHca U BBIHOCIMBOCTH.

Peabunutonor BMecte ¢ JIOP-spauom, noronemom,
¢oHUaTPOM M IPYTHMHM CTellHaIUCTaMM, KOTOPbIE 3aHU-
MaloTcs Pevblo, FOJI0COM, IMIOTAHUWEM, PELIAloT MPoBIeMbl
¢ HapywieHueM OyabbapHbIX (DYHKLHIL, HA KOTOPLIE XKa-
ayiotcst MHoTHe nauueHTol co CMA. ThyGxke nosHako-
MUTBCSI C TAKUMHU NpobieMaMu MOMOTIO MCCleqoBaHHe
¢ yuactueM |18 nauueHToB B Bo3pacte oT | roga mo 75 ner,
3aperucTpupoBaHHbIX B peectpe CMA Hunepnanoos.
Okazanock, YTO CIOXHOCTH C XKe€BaHUEM, FMOTaHUEM
¥ pa30OpUMBOCTBIO PEUH Yallle OMKMCHIBAIOT Y MAllUEHTOB
¢ Gonee Tsokenoii pasHoBuaHocTeio CMA. Ho o npobaemax,
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CBSI3aHHBIX C YEJFOCTSMH, OMHAKOBO YaCcTO cOOBLIATN MTPH
pasHbix THNax CMA. HauGonee yacteiMu Gyab0apHBIMU
HapylIeHHSAMH He3aBUCHMO oT Tuna CMA ObLiu cienyro-
1IKMe: OTKYChIBaHUE GOMBLINX KYCKOB MUIIH (BCTpeUYanoch
v 34 % GoNbHBIX), YTOMJISIEMOCTD OT XeBaHust (44 %), no-
nepxuBaHue (56 %), cnaboctb ronoca (27 %).

OpTonen v XMpypr petarT NpodaeMy CKOIHOTHYECKHX
nedopmalivii MO3BOHOYHMKA, KOTOpblE HauboJsee Xapak-
tephbl aass CMA 11 tuna. [Mpumepro B 60—90 % cayuaes
Takue AeopMallii HAUMHAIOTCA B PAHHEM JETCTBE U MO~
cTeneHHO mporpeccupyoT. He MeHee BaxkHa u nmpobieMa
KOHTPaKTYPhbl CYCTABOB, CBA3aHHAA CO CHUXKEHUEM auana-
30HA ABVKEHHUI, ITIMTEIbHBIM CTATHYECKUM TMOJI0XKEHUEM
u aucbanaHcoM paboTel MbllLl. OpTonean 1 XUpypr Ha3Ha-
yatoT GOMBHOMY PErYasPHOE HOLLIEHHE KEeCTKOTO WU MSIT-
KOO CITMHAIBHOTO KOPCETa, PEKOMEHAYIOT OPTE3UPOBaHHUE,
HAOXEHHE IIWH, KOMIUIEKC peabuINTaliMOHHBIX MEPOTpH-
ATHIT MO MpoUIaKTUKE KOHTPAKTYp, HAKOHELl, XUPYPTH-
UeCKHe BMEILIATEIbCTBA HA MO3BOHOUHUKE M CYCTaBax.

[TynbMOHOMOT MPUMEHSIET Pa3TUYHbIe BAPUAHTHI pe-
cnupaTtopHoii noaaepxku npu CMA. MaHyanbHbIe Tex-
HUKH MMepPKyccHH, BUOpallMK, MO3MLIMOHUPOBAHUS CIO-
cOOCTBYIOT OUUCTKE ABIXaTENbHBIX MYTEH U YIYUILIEeHUIO
BeHTUAsILUU Jerkux. Mcnonb3oBaHue acnupaTopoB
U OTKallJIUBaTeei no3posieT 3¢hheKTUBHO yIaasaTh MO-
KPOTY M CJU3b, MOBbIIAET 3(hheKTUBHOCTL OTKAILTHBA-
Hug, obecneurBaeT NpohUIaKTHKY JETOUHBIX aTEIeKTA30B,
HeunBasupHas BeHTunsiuug nerkux (HWUBJI), nanpumep
BiPAP-tepanusi, MoxeT ObITb HEMOCTOSIHHOI M TPUMe-
HATBHCH TOJBKO B TeUeHUE HOUM WK BO BPEMS COMYTCTBY-
IOIIUX pecnupaTopHbIX 3abonesaHuii. HakoHell, MHBa3HB-
Hag BeHTWIALMA derkux (MBJI) yaiie npumeHaeTcsa npu
TsKenoil MaaneH4yeckoii popme CMA.

lacTpoaHTeposor u aueronor aeyaTt IMCHYHKIHMH Ke-
JAYAOYHO-KUILIEUHOTO TPaKTa M 06ecrneuBaoT HyTPUTUB-
HYI0 moAaep:kKy TeM naiueHTaMm co CMA, koTopbie B Heid
HyXnatoTcd. YKkazaHHble TUCGhYHKIIUU vallle BCero npo-
SIBASIIOTCS PBOTOM, U3XKOTO#, 3aropaMu, B3AYTHAMHU KH-
BOTa, 3a[iep>KKaMH1 OMOPOXKHEeHUs KulleuHuka. [1pu He-
MOCTATOUHOM KauyecTBe MUTaHU 30HA0BOE MUTAHUE Yepe3
racTpajbHblil 30H[ CTAHOBMTCH BaXKHOM 3a1avyeil Bpaua-
racTpo3HTEpoJIOoTA.

PenpoaykTonor 1 aHApoI0Tr A0MKHbI 00ecneuuTh Aeii-
CTBeHHYIO MPodUIaKTHKY THNOGYHKIIUN SUUEK U MyXK-
ckoro Hecrutonus y nauveHToB co CMA. bonee Bbicokas
pacrpocTpaHeHHOCTh 3TUX PACCTPONCTB GblIa OTMEUEHA
y i co CMA ¢ ne6GioToM BO B3pOC/IOM BO3pacTe.

3agauamu 3proTepaneBTa CTAHOBATCS MOMAEPKAHUE
HeoOXOAUMBIX GBITOBBIX U MpodecCUOHATBHBIX HABBIKOB
y nauueHToB co CMA, obecrneueHne MakCUMalbHO BO3-
MO3KHO# He3aBUCHMMOCTH B MMOBCEIHEBHOM KU3HH, COLIM-
anu3aliug TaKUX JIoeil, MX afanTaius K YCIOBUIM CyLe-
CTBOBaHUS U MpodUIaKTUKA Pa3TUUHBIX OCIOXKHEHHI,
B TOM YHCJie GBITOBBIX TPABM.
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KnuHunyeckune uccnegoBaHus pucaunnama

brnarogapsi BHeApeHUIO MYJAbTHAMCLUUILIMHAPHBIMU
Opuragamu Bpayeil MpoakTMBHOTO MOJIXOJa, BKJIKOYal0-
1LIETO HYTPUTUBHYIO, PECITUPATOPHYIO U IPYTHE BUIbI MO-
JIepKKH, Obl1a CYILIECTBEHHO CHUXKEHA CMEPTHOCTD Y MJa-
nedueB ¢ CMA | tuna, poaguBuiuxca B nepuon ¢ 1995
no 2006 r., Mo cpaBHEHUIO ¢ TEMHU, KTO POIUJICS B MepUOI
¢ 1980 mo 1994 r.

Jpyroii TpUYHMHOI 3HAYUTENBLHOTO MpOTpecca B Jieue-
Huu CMA, HabntogaeMoro B Moc/ieIHUE TOMIbI, CTA0 BHe-
JIpeHue B MPaKTUKY BeaeHUs nauueHToB co CMA npena-
paTtoB s naToreHeTH4Yeckoil tepanuu CMA, B ToM uncie
monudukaropa crnaiicuHra SMN2 pucouniama (3Bpuc-
1m® (Roche)). Pucannnam npenHasHaueH s 3Ha4MMOTO
Y NIPOAOIKMTEBHOTO MOBbIIIEHNS YPOBHEH (YHKIIMOHAb-
Horo Genka SMN y nauunentoB co CMA. TlepopanbHas
naToreHeTHYecKas Teparnus 3TUM MpernapaToMm crnocober-
ByeT ycTpaHeHUI0 neduuura 6enka SMN B pasnuuHbIx
TKaHSX.

— I'No naHHBIM MPOBEACHHBIX A0 HACTOSIIIETO BPEMEHU
uccrnenoBanuii, — ormetun Cepreii HukonaeBuu, — neve-
HHE PUCAMIUIAMOM MPUBOIUT K J0303aBUCHMOMY TOBbI-
uieHu1o yposHeit 6eka SMN u nocrosHHOMY noaaepxka-
HUI0 KoHueHTpauuu Oenka SMN y nmauuentoB. Tak,
B nepBoii uactu uccnenosaHug SUNFISH 6bu1o nokazano,
YTO JieueHUe PUCAUTLIAMOM MPUBEJ0 K YCTOHYHMBOMY TO-
BHILLIEHUIO YpOBHS Genka SMN Ha nmpoTsaxkeHun | rona
nedyeHud. Bo BTopoii uacTu 3100t paboTel OBLIO TOKA3aHO,
4YTO JeueHHUe PUCIUIUIAMOM TPUBOAUIO K 2-KPAaTHOMY
MOBBIIEHHIO MeIuaHbl ypoBHs 6enika SMN B kpoBu nociie
4 Hen neuenus y nauueHToB co CMA, KoTOpble Ha npo-
TskeHUH 3Toit yactu uccnenosaduss SUNFISH nonyuanu
noaoOpaHHYIO 003Y.

®dyukuun 6enka SMN U ero miMpokas 3KcCrpeccus
B nepudepuyecKUX TKaHsX noapasymenaiot, uto CMA He
aBnsieTcs 3a0o1eBaHUEM, NMOPAKAKLUIUM HCKITIOYUTETbHO
MoOTOHeilipoHbl. B cBs131 ¢ 3TiM pucnuniam 6b1 pazpabo-
TaH cMelHalbHO 115 JdedeHHus (DeHOTUNUYECKH TeTepo-
reHHOoi# nonyaauuu nauueHToB co CMA, y KoTopbix no-
MHUMO HEpPBHO# cucTeMbl ObLTU MOpaxKeHbl U IpYyrue
OpTaHbI.

Llenecoobpa3HocTb Ha3HAUEHUSI 3TOTO JieKapcTBa 6oMb-
HBIM U C CUCTeMHBIMU nposiBieHusiMu CMA nonTBepaunu
3KCMEPUMEHTHI Ha 00e3bsHaXx, TIe PUCAUTLIAM MPOIEMOH-
CTPUPOBAJ LIEHTPAJIbHYIO U nepudepudeckyio 6uoaocTyn-
HocTb. [locne nmepopanbHoOro npuemMa B TeueHue 7 QHEH
y 00e3b$51H PUCIUILIAM PACTIPEAEISIICS MO KJIFOUYEBbIM TKaHSIM
W OpraHam, BKJIKUas LUEHTPAJbHYIO HEPBHYIO CHCTEMY
M MBILLLIBI, KOTOPBIE MOITH ObITE OpaxeHsl mpu CMA.
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3Hﬂ0KpHHHbIe HapylweHWa y nauueHToB

CO CMUHANLHOW MbILEYHO aTpodUei:

YTO HYXKHO 3HaTb NpU BeAeHUHW NaLMEHTOB

Hoxnan ¢ Takum HazeaHueMm npeactasunia E.B. ToznusH,
K.M.H., Bpau-3HI0KpuHoor HayuHo-uccnenoBatenbekoro
KJIMHWYeCKOro uHCTUTYTa neauatpuu um. FO.E. Benbruie-
Ba B cocTaBe Poccuiickoro HallMOHABHOTO UCCIe0BATE b~
cKoro MeauunHckoro yHusepcuteta um. H.U. [uporosa
Munsnpasa Poccuu (Mockga).

E.B. To3nusiH noauepkHyia, 4YTO MOpakKeHHE 3HI0-
KPUHHOI CHCTEMBI SBJISIETCS] YACTBIM CUCTEMHbBIM TMPOSB-
neHueM CMA. DHOOKPUHHbBIE HAPYLIEHUS Y NMalUEeHTOB
co CMA BKJIIOYAIOT 3a/IepXKKY pOCTa, OKUPEHUe WU, Ha-
obopoT, 1eULIMT Macchl Tesla, 3aePKKY TI0I0BOTO Pa3BU-
THsl, KpUNITOPXU3M, HapylLIeHUs] MUHEPaJIbHOro 0bMeHa,
MeTaboJIMYEeCKHe HapyLUeH U1, TUCHYHKLWIO LINTOBUIHON
kenesbl. Bee 3T npoGaeMsl SIBASIIOTCS KaK OCTOXKHEHU -
MU MOPaKeHHWs HEPBHO-MbIIIEYHO CUCTEMBI, TAK U Cle-
ctBueM aeduunta Genka SMN HenmocpeaCTBEHHO B KJIeT-
KaX 3HI0OKPUHHOW CUCTEMBI.

— Bot nouemy, — 3ameruna Enena BacunbeBHa, — 3H-
NOKPUHOJIOT SIBISIETCS 00513aTe/IbHBIM YYACTHUKOM MYJb-
TUAUCUMIUIMHAPHON KOMaH/Ibl, KOTOpas BeleT MalueHTa
co CMA. OcHoBHBI€E 11eJ11 3HIOKPHHOJIOTHYECKOTO Bee-
HUSI MALUEHTOB C 3TUM 3a00/eBaHHEM BKJIIOYAIOT MOHU-
TOPUHT (PU3UYECKOTO W MOJOBOTO Pa3BUTHSI, CBOEBPEMEH-
HOE NUAarHOCTMPOBAaHWE TOPMOHATBHOTO AeUIIUTA UJIH
MeTaGonuueckux HapyleHuii. [Ipu Hannuuu nokaszaHuii
MMEHHO 3HIOKPUHOJIOT Ha3HA4YaeT FTOPMOHAIBHYIO 3aMe-
CTUTEJbHYIO Tepanuio M OCYLIECTBAbeT NPodUIaKTUKY
U JledyeHHe HapylIeHWil MUHepalbHOro o6MeHa U Ipyrux
3HIOKPHUHOMATHIA.

DHOOKPUHHbBIE HapylueHus, obycnoBneHHble CMA,
He TOJIbKO YCYTYOSIIOT TeueHHe OCHOBHOTO 3ab0/1eBaHmsl,
HO U BbI3bIBAIOT LIMPOKUIT CMIEKTP Pa3IMiHbBIX PACCTPONUCTB
B opraHusme. Tak, 3aqepikKa MoJOBOTO Pa3BUTHS BEIET
K CHMXKEHUI0O MUHepaibHOI nioTHocTH Kocteit (MITK),
MOBBILLIAET PUCK Pa3BUTHS OCTEONOPO3a U TEPeIOMOB.
Bno6aBok K BblllienepeyrcieHHbIM paccTpoiicTBam neduiuT
Macchl TeJsla, a TAKKe HU3KUI pocT 00YC/IOBIUBAIOT CHUKE-
HUe BbIpabOTKM rOPMOHA POCTa U pa3IuyHble MeTabonuue-
CKUE HapylLIeHUs U CPEIH HUX OIHO U3 CAMBIX OMACHBIX —
runornukeMuio. OKupeHue yBeIMYUBAET PUCK Pa3BUTHS
nuadera v yeyryoneHus cepaeuHO-JIero4HbIX IMChYHKLMA.
Haxkoneu, TupeoraHas AMcdyHKIIMS CTAHOBUTCSI TPUYHMHOIA
HapYILIEHWI PeTy/IsILIMY TKAHEBOTO IbIXaHHUs1, CHHTe3a OeIKOB
W APYTUX TIACTHYECKUX MPOLIECCOB.

DKCenepT KOHKPETU3UPOBaia HEKOTOPbIE PACTIPOCTPa-
HeHHble MeTaboJIMUeCKUe paccTpoiicTBa, BO3HUKAIOLINE

*SDS (Standard Deviation Score) — ko3dduumMeHT cTaHAaPTHOTO OTKIOHEHHA. OH OTPAXKAET COOTBETCTBHE HHAMBHAYAILHOTO pocTa pedepeHCHBIM

JaHHBIM 1A COOTBETCTBYHOLICTO BO3pacTa H noJia.
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B paMKax 3HIOKPUHHBIX HapyllIeHHWil y nauueHToB co CMA.
Tak, B paMKax AMCPeryasiliuy JTUMUAHOTO 00MeHa cTpana-
€T MeTaboJIM3M KMPHBIX KMCIIOT, YTO BEAET K AUCTUINIE-
MHM M HEAIKOTOJILHOI XKMpOBOii Gose3Hu neyeHu. [1pu-
YUHOW K€ TaKWX HapylleHW cTaHOBATCS AedeKTbl
TPAHCIMOPTA KUPHBIX KUCIOT M MMTOXOHIAPHUATBHOTO
p-okucneHus B mbllax. Yto ke kacaeTcss U3MeHEHUH
MHWHEpPaTbHOTO 0OMeHa, TO K HUM MPUBOMT, B YACTHOCTH,
neduuut BuTamuHa D.

OtnensHo E.B. ToznusH octaHOBHIACH HA AlMrOpUTMAax
BeneHus nauueHToB co CMA M pa3nMuHbIMU 3HIOKPHH-
HbIMU HapyULIEHUSIMHU.

AJ’IFOpb‘ITM BefleHUA NalueHToB

CO CMMHANLHOM MbilWeYHOW aTpouei

" 3ap,ep)|{u0|7| cpmuqecxoro pPa3BUTHA

OueHka cdu3Mveckoro pa3puTus pedeHkKa A0TKHA
MPOBOAUTHCA Kaxable 6 Mec. [1pu cHUXKeHUM TEMIOB po-
cTa MeHee 4 cM B rojl WJIW JKe TIPH POCTe MeHee 3-To Tep-
uentuas (uam —2SDS” pocra), a Takke npu AeuuMTe
Macchl Tejla MalWeHT HampaBiseTcs K 3HIOKPUHOJIOTY
W IUETONOTY.

BKcnepT Ha3Bala OCHOBHbBIE aHATH3bI, KOTOPBIE 10K~
Hbl OBITH BBITTOTHEHBI TPH 3adepPKKe pOCTa:

— OLIEHKA KOCTHOTO BO3pacTa (peHTreHorpacus KUCTEii);

— uccaenopaHue (YHKIWU LIMTOBUIHOI Kene3bl (onpe-
nejleHue YpoBHel THPEOTPONTHOTO FOpMOHa U cBoboa-
HOTO TUPOKCHHA);

— uccnenoBaHue (akTopoB pocTta (COMATOTPOMHOIO
ropMoHa, comatomennHa C);

— onpeAeleHWe B KPOBHM YPOBHEi I1H0KO3bl, 0blliero
Oenka 1 OenkoBbIX (ppakUmii, NeyeHOUHBIX hepMeH-
TOB, OOLIEr0 U MOHU3UPOBAHHOTO Kalbliud, pocdo-
pa, ueno4Hoii docdarasbl, HaTPUS, KalKs, a TaKkKe
JUNUAHOTO npoduns;

— KJIMHMWYECKUIl aHaTU3 KPOBH.

AnropuTM BeleHWUA NaLUeHTOB CO CNUHANBHOM

MbILWEYHOW aTpohuen U OXUPEeHUeM

— Jlnst olleHKM cTeneHu M30bITOUHON Macchl Tena,
—3ametnia E.B. ToznuaH, — wiu yxe chopMupoBagiie-
rocs 0KUpeHUs HeOGXOMUMO OLIGHUTh BeJTUUMHBI CTAH-
MapTHOrO OTKJIOHEHUA MHAekca macchl Tena (MMT)
y AeTeil, a 1/ B3pOCIOro MalueHTa OnmpeaeanuTh KpoMe
UMT Takxke GuouMMnenaHCHbI aHaIW3 cocTaBa TeJa.
B3pocioro 60AbHOrO HampaBAsIIOT K 3HAOKPHUHOJIOTY
u auetonory, ecin UMT cocrasaser 25,0—29.9 kr/m?2
(n36bITOuHAa Macca Tena) u 6onee 30 kr/m? (oxupeHue),
a peGeHKa — eC/IM y Hero YCTaHOBIEHO CTaHIApPTHOE OT-
knoHeHue UMT +1—2 (u3belTouHas Macca Tena) u bonee
+2 (oXupeHue).

PexkomeHpainu no oGcaeq0BaHUIO TAKUX MALMEHTOB
BKJTIOYAIOT:

— OLIEHKY KOCTHOTO BO3pacTa;
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— omnpeaeieHHWe B KPOBM YPOBHEH TI0KO3bl, 00llero
Oenka 1 OenKoBbIX (DpaKLWii, NMIMKHPOBAHHOIO FeMO-
rino0KHa, neyeHoYHbIX GEPMEHTOB, OOLIETO U HOHK-
3MpOBaHHOTrO Kaablus, docdopa, uenouHoi docda-
Tas3bl, HATPUS, KalKsd, a TakKe JUMUAHOTO Npodus;

— M0 MOKa3aHUSM — MepopaibHbIil [JI0KO30TOAEPaHT-
Hblii TECT C TI0KO30I;

— KJIMHUYECKHWii aHa/l13 KPOBH;

— YJBTPa3ByKOBOE MccefoBaHKe OpIOLIHOI MOI0CTH;

— onpe/e/ieHre rOpPMOHaNbHOTO Npodunsa (MHCYIHH,
C-nenTua, TUPEOTPOINHbIii TOPMOH W CBOOOMAHBIN
THUPOKCHUH, MPOJAKTHH, KOPTU30).

AJ’IFODHTM BeleHWS NaLUeHTOB CO CNUHANIbHOMN
MbIlWeYHOW aTpouein U MUHEPaNbHO-KOCTHLIMU
HapylweHUuAMH

«3onoTeiM cTaHgaptom» oueHku MITK y B3pocibix
W IeTel gB/sIeTCsl METO/ IBOMHOI pEHTIEeHOBCKOI abcop0-
unometpun (DXA (dual-energy X-ray absorptiometry),
neHcutoMeTpust). Ero ornuuaior GbicTpoTa BHIMOMHEHUS,
BbICOKAasl TOUHOCTb, HU3Kas 103a 00Iy4eHHUsl.

DKcnepT nepevucanna caeayoliie peKoMeHAaluu
MesxnyHapomnHoro ob1iecTBa KTMHUYECKOI IeHCUTOMETPHU
(International Society for Clinical Densitometry, ISCD) ons
KJIMHWYECKOI OLIEHKU JEHCUTOMETPUHM Y JETE:

— WCMOJIb30BaTh Z-KPUTEePHUid, HO He MPUMEHTh T-Kpu-
TEepHIi;

— He YCTaHaBJIWBATh [MAarHO3 <«OCTEONOpO3» y NeTeil
TOJIBKO MO JaHHBIM 1€HCUTOMETPHHU;

— MCMOJb30BaTh 3aKIIOUEHUE «KOCTHas MUHepaabHasl
MJIOTHOCTb HUKE XPOHOJIOTMYECKOTO BO3PACTa» TOMb-
Ko nipu Z-score meHee 2,0 SD (Z-6anabl 11s onpene-
nernua MITK);

— WHTEPNPEeTUPOBAThL Z-SCOre C YUeTOM CPeIHEeBO3PacT-
HbIX MOKa3aTeJell aaieKkBaTHOM pedepeHcHOoI Dasbl;

— ouenusarb MI1K no neHcutomeTpiu no3BOHOUHHKA
W BCEro TeJa;

— VYUTHIBAThb, 4TO u3MeHeHuss MIIK y mereit moryr
ObITh 00yciOBIE€HBI pOCTOM pedeHKa M 3HaueHue
MIIK, koTopoe y B3pOC/IbIX MOXKHO CYUTATh MPEIUK-
TOPOM TIePEIOMOB, Y IeTeil He OTpeesieTcs.
JuarHo3s ocreonoposa y AeTeil ycTaHaBIMBAJICS HAa OC-

HoBaHuHu oduumanbHoil nosuuun ISCD. Cornacho eid,
MoaoOHbIi TMAarHO3 MOXKET ObITh YCTAHOBJIEH TOJIBLKO MPH
HaJMYMK KIMHUYECKU 3HAYMMOTO TepesioMa B aHaMHe3e
(T. e. 2 unu Gonee NepeoMOB ITMHHBIX KOCTei B BO3pacTe
10 net wnu 3 u Gosee AMMHHBIX NMEPEJOMOB KocTeii K 19 ro-
nam) u Z-nokasarenss MITK menee 2,0 unu B ciyyae o6Ha-
py>keHus1 | MM HECKOJIbKMX KOMITPECCUOHHBIX MEPEIOMOB
MO3BOHKOB He3aBUCHMO OT peayasratoB MITK.

— bucdocdonartsl, win npenapaThl 30JeIPOHOBOM
KUCI0THI, — yTouHuaa Enena BacunbeBHa, — ciyxat cpen-
CTBAaMHW TNEPBOW JUHWUUW [Js JeYeHUs OCTeonoposa
y neteit co CMA. [1penMyliiliecTBAMH 3THX JIEKAPCTB SABISIET-
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cs1 GuomoctynHocTh 100 %, 3HAUUTEIbHOE CHUXKEHUE PU-
CKa mepejioMOB B TeueHue 3 jeT (no3soHku — Ha 70 %,
TpyO4aTbie KocTH — Ha 41 %), cylllecTBEHHOE MOBbILLIEHHE
MIIK B TeueHnue 3 ner (nozBoHku — 7 %, TpyOuarthbie
KOCTU — 6 %) M, HaKOHell, MaKCUMalbHas MPUBEPKEH-
HOCTb JIEYEHHIO.

KpunTopxu3m u HapyleHue GepTUNILHOCTH

V nauueHToB CO CMUHANbHOW MbILLEYHOWH

atpotguen

Ha npumepe 3THX paccTpoiicTB foKIaquuK oOcyauia
BIWSIHWE TIPENapaToB [ MaTOTeHeTHYeCKOTO JeueHUs
CMA Ha pa3BUTHE SHIOKPHHHBIX HAPYIIEHHUI, K KOTOPLIM
NPUBOAMT yKa3aHHoe 3aboneBaHue,

¥V manbunkoB co CMA ciabocTb MycKynaTyphbl Opioii-
HO#t CTEHKH BO BPeMs BHYTPUYTPOOHOTO Pa3BUTHsI CTAHO-
BUTCSI MPUUUHOI BBICOKOI YaCcTOTHI CTyd4aeB KPUMTOPXM3-
Ma (HecrnocoOHOCTb OMHOTO WM 00OUX SIMYEK OMYCTUTHCS
B MOILIOHKY). YacToTa ciiy4aeB ABYCTOPOHHETO KPUITTOPXH3-
Ma Cpeau JOHOIICHHBIX MIaIeHIIEB MYKCKOTO MoJa B 00-
uieii nonynsiuuu coctasnsier 2—4 %, Torna kak y 60abHBIX
co CMA I-II Tuna — 52—60 %.

[MocnencTBUAMHU HeleUeHOTO KPUITTOPXM3MA 17151 MaTb-
ynkoB co CMA ctaHoBaTcs Gecrionne (MOCKOIBKY criep-
MaToreHe3 MOXET MPOMCXOAUTh TOJBKO B OMYLIEHHBIX
ceMeHHHMKax, pacrojoXeHHBIX B Gojee mpoxaanHoil
cpeie MOLLIOHKH), a TaKKe B 3—7 pa3 yBeJMYEHHbIi pUCK
pa3BUTHA pakKa IuveK.

— DKCnepuMeHTaIbHbIE MOJIE/IM HAa XKUBOTHBIX, — CO-
oblIKuIa 3KCnepT, — IeMOHCTPUPYIOT, uTo Genok SMN
HEMOCPeACTBEHHO UMEET pelliaoliiee 3HaueHHe 115 crep-
maroreHesa. OlieHKa pa3BUTHS PENPOAYKTHBHOM CHCTEMbI
Ha MoJie/1s1X caMLoB Mbilieil co CMA BbIsiBUIIa ereHepa-
LMI0 KaHalblleB B TKAHU SUYHUKOB, aTPO(UIO SUYEK,
CHUXEHUE KOIUYECTBA CMEepPMAaTO30MIOB, HapylleHHUs
criepMaToreHes3a u pernpoayKTHBHOI cnocobHocT. Hus-
Kas skcnpeccuss SMN1 B MIlOpUNOTEHTHBIX CTBOIOBBIX
KJIeTKax Obl1a oGHapyKeHa U Yy MYXKUYUH ¢ a300CTepMueit
MO CPaBHEHUIO CO 30POBbIMHU JOOPOBOIBLIAMM.

Kak pucauninam BJAUAET Ha EIJepTHIIbHOCTb

Monudukarop cnnaiicuira SMN2 pucauniam sass-
eTcd MpenapaToM ¢ CUCTEMHBIM AeiiCTBHEM, MOBBIIIAI0-
M ypoBeHb Oeka SMN He TonbKO B HEPBHOIT cUCTEME,
HO U B IPYTUX OpraHax. 3To MOXKET UMETh MPEUMYILIECTBO
B OTHOILIEHU U TIPEAOTBPAILIEHUSI CUCTEMHBIX OCTOXHEHHI
3aboseBaHus, B TOM UUCJIE U CO CTOPOHBI PEMPOIYKTUBHOI
CHUCTEMBI,

[Mokasatenu hepTUIBHOCTH C UCTIONB30BAHUEM PUC-
JIATLIaMa OLIEHUBAJIUCH B TOKJTMHUYECKHUX UCCIEIOBAHUSIX
Ha rpbI3yHax u 06e3bsHax. AKTYaJIbHOCTh 3TUX MCCAEI0-
BaHMil Ob1a obycioBiaeHa TeM, uTo 3Kcnpeccus SMN
MMeeT DoJbllioe 3HaYeHHWe 1151 HOPMaJbHOTO CMepMaTo-
reHesa M pa3BUTHS AUUEK.
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B sTux ke paborax Obl10 YCTAHOBJIEHO, YTO PUCAM-
MJaM BIWGeT Ha 3Kcrnpeccuto reHa FOXM 1 (oH cBszaH
C peryasiliieil KIeTOYHOTO LMKIAa U CO3PEBaHMEM Crep-
MaTo30MI0B), Hapylias o0pa3oBaHUE CMEPMaTO30MI0B
U TIOTEH1IUATbHO BbI3bIBasi YACTUUHYIO JIH MOJIHYIO a30-
OCTIEPMUIO Y JKUBOTHBIX.

— He cneayer au oTcioga, — nocraBuia BOMpPOC
E.B. To3nusiH, — npeanonoxeHue o0 TOM, YTO PUCIUTLIAM
MOJKET OKa3bIBAaTh HETAaTUBHBII 3¢hheKT Ha hepTUIBLHOCTL?
Ho He Oynem Toponuthes ¢ BeiBogamu. O630p 6 uccieno-
BaHHWil 3 (HEKTHBHOCTH PUCAUINIIAMA Y CAMLIOB KpbIC MO-
Kasai, uyTo 0oJiee UeM y MOJTOBHHBI (KUBOTHBIX HAPYLIEHUS
criepmartoreHesa Ha oHe BBeIeHH s Npernapara 0Kas3aluch
obparumbimu. [Tpuuem usyueHue rpacduka obpatumoctu
MOKa3aso JIHilib BpeMEHHOE BIMSHUE Ha CO3PeBaHue crep-
MaTO30M/IOB, 4 HE JUTUTEeIbHOE MOBPEXASHUE MOMYAInN
MEePBUYHBIX MOJIOBBIX KJIETOK CIIEPMATOTOHHMEB KaK MO-
CleACTBHE CUCTEMHBIX MposiIBIeHUi neduuuta Genka
SMN. V¥V kpbic nocie nogy4eHus pucammiiaMma oTMedanach
06paTUMOCTh CMOCOGHOCTU MPOU3BOAUTE HOPMaTbHOE
MOTOMCTBO.

B HacTosiliee BpeMs JaHHbIE O MOTEHLIMAJILHOM He-
raTUBHOM BJIHSIHUM PUCAMIUIaMa Ha (DepTUIBHOCTD Y Ye-
JoBeKa WM 0OpaTMMOCTH TAaKOro BJIMSIHUS, €CIM OHO
CYLLECTBYeT, OTCYTCTBYIOT. OlHaKO MPOBOAMTCS KJIWHH-
yeckoe uccaenoBaHue 1V ¢asbl, npusBaHHOE OLIEHUTH
(hepTUABLHOCTD y B3POCIBIX MYKUWH, MOJYYABILINX JIe4eHHe
MpenapaToM pUCIHUILIaM.

HapyuweHus pecnupaTtopHoi hYHKLUUU

V nauueHToB CO CMUHaNbHOMN MbILLIEYHOW

aTpoduent

Tak Ha3Bana ceoe BeicTyIeHHe C.5. [IpaKoOBa, K.M.H.,
MyJbMOHOJIOT U Bpay (PYHKLUMOHATbHOMH TMarHOCTUKH
HayuHo-uccnenoBaTe1bcKOTO KIMHUYECKOTO HHCTUTYTA
neauatpuu uM. FO.E. Bensruiesa.

— K coxaneHuto, — coolLnna 3kcnept, — npodiaemMsl
C IObIXaHWEM SIBISIIOTCS OCHOBHBIM (DaKTOPOM JIETAIbHOTO
ucxona npu CMA [—I1 tuna. M3BecTHbI cienytolime npu-
YMHbBI pecUpPaTOpHbIX HapyleHUui npu CMA: MblllieuHas
c1ab0CTh ABIXaTENBHOM MYCKY/IATYPBI, TPYIHOCTH OTKALILTU-
BaHus1, AepopMallis U PUTMAHOCTb FPYAHON KJIETKH, CKO-
1103, a TakKe HHGEKLWH PECTTMPAaTOPHOTO TPAKTA.

Ecnu npu HOpMalbHOM bIXaHUH HAPYXKHbIE MeXpe-
OepHble MBIl COKPALLAKOTCS U PACTATUBAIOT TPYIHYIO
KJIETKY, NTO3BOJISIS IETKUM pacTpaBisiThCsl BO BpEMSsI BAOXA,
To nauueHThl co CMA u3-3a cnabocTi 3TUX MBI TPU
IOBIXaHUM UCTIONB3YIOT nuadparmy. B pesynsrate npu Bno-
Xe rpyaHas KeTka He pactarupaetcsl. OHa TSHeTCs BHU3,
a He Hapyxy. Hapyxy ke BbINSYMBaeTCs XKEIYI0K.

— OcHOBHbIE BUIbl HAPYILIEHW AbIXaHUA Y OONBHBIX
CMA, — npoao/kuia T0KIaTYUK, — 3TO PECTPUKTUBHEIE
pacctpoiicTBa (cnabocTh AbIXaTeIbHOW MYCKylaTyphl, Or-
paHU4YEeHHE MOABUXKHOCTH FPYIHOM KI€TKH), 0OCTPYKTUB-
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Hble HapylleHus (yxyalleHue OPOHXUalIbHON MPOBOAM-
MOCTU M 3JaCTHUECKON (DYHKLMU JETKUX), HapyILIeHMUs
IbIXaHWS BO BPEMA CHA: CHHAPOM HOYHOTO artHO3 W TUIIO-
BEHTUISILIMOHHBII CUHAPOM, a TAKXKE XPOHUUYECKAas Jbl-
XaTeJabHasl HeTOCTATOYHOCTb.

OnucaHbl caeaylolue CTaauy pecnupaToOpHbIX HApY-
weHuit npu CMA:

— | cranua: cHUXeHHE MbIlLIEYHONH CHJIbI CKEJIeTHOMH
MYCKYIaTypbl, MokazaTteau hYHKLIMU BHELIHETO Ibl-
XaHus 6AU3KK K BO3paCTHOIT HOpME;

— Il cranus: cHuxxeHKne PyHKLUMYW BHEUTHETO IbIXaHUS,
€/1a00CTh 3KCNUPATOPHBIX MBbILILL, OCIabJeHHbIH Ma-
03 EeKTUBHBIN Kallle/b;

— III cragus: xpoHuveckas AbixaTeabHasl HEIOCTATOY-
HOCTb Ha 3Tarne cyOKOMIMeHcallui, HOUHAs THITOKCe-
MU U TUTIEPKATTHUS;

— IV ctagusa: XxpoHHuecKas AbiXxaTelbHas HEIOCTATOY-
HOCTb B CTaAMM AEKOMMEHCALMU — THUIMOKCEMHsI
NHEeBHAasl U HOUHas.

Jlns kaxaoil U3 3TUX CTaAMil XapaKTepHbl HapacTalo-
II1e MO BbIPAXKEHHOCTH CUMIITOMbI PECITMPATOPHBIX Ha-
pywenuii npu CMA. Ha | ctanuu xkanob euie HeT, chop-
cupoBaHHasl Xu3HeHHas eMkocTb Jerkux (OXKEJ)
coctasnsieT 45—70 %, HapylieHUs AbIXaHUS TIOSIBASIOTCA
TonbKo BO BpeMsd REM-cha. Ha Il cranuu nauunenTa Gec-
MOKOSIT TOJIOBHbIE GOMM, THEBHAS COHAMBOCTh, YaCThie
HouHble npobyxaeHusa. ®AKEJ cocraBasier menee 40 %,
carypauus kuciopoaom — meHee 92 %. lna 111 cranuu
XapakTepHbl AMCITHO3, 1IMAHO3, THMepceKpeLns, Head-
dekTupHbIi Kamenb. @AKEJ] B Takux cayuasx onyckaer-
ca Huke 20 %. Hakoneir, Ha IV cTagmy BO3MOXKHBI COCTO-
aHUST aCHUKCUU U KOMBI.

JleuebHble MeTOAMKHU Ha Pa3HbIX CTagUAX

CMUHaNLHOW MbILWEYHOW aTpodum

[Tpu CMA noka3zaTenu XKM3HEHHOI €eMKOCTH JieT-
kux (ZKEJT) u @2XKEJI co BpemeHeM yXyaiaoTcs M3-3a YBe-
JVYEHUs MbIlLIeYHOIi cnaboctu u ckonmosa. Huskuii noka-
zatenb KEJI y naunentoB co CMA siBnsieTcsl MpU3HaAKOM
HOYHOI TMMOBEHTHJISILIMM M IbIXaTeJbHOH HelocTaTou-
HOCTH B THeBHOe BpeMs. 3HaueHue KEJI Ha Bnoxe meHee
1,1 1 MOXeT CBUAETENBCTBOBATH O MOBLILIEHHO NMOABEP-
JKEeHHOCTH JierouHbiM HHbekuusam. Crmxkenune @XKEJ no
MeHee yeM | J1 CBA3aHO C MOBBILIEHHBIM PUCKOM Pa3BUTHS
JIbIXaTeJIbHOI1 HEeIOCTATOYHOCTH U MOC/EAYIOILETO JeTallb-
HOT'O MCX0Ma.

JleueOHble MeToauku npu | ctanuu pecriupaTopHbIX
HapyueHuit no npuunHe CMA BKIHOUalOT KMHE30Tepa-
MUIO HA OCHOBE [bIXaTeIbHOI TMMHACTUKHU MPH Je4eOHOo
(u3KynbTYpE, TPEHUPOBKHU C UCTMOJIb30BAHUEM JIbIXATE b~
HbIX TPEHaXepOB, BOCCTAHOBJIEHHUE roccodapuHreanb-
HOTO JABbIXaHUS, @ TAKXKe UMMYHHU3A1MI0 IPOTUB MHEBMO-
KOKKa W TPUINa, KaKk U MPoQUIaKTUKY OCTPBIX Pecru-
paTOPHBIX BUPYCHBIX HH(EKLIUA.

2

Jleue6Hbie meTonuku npu Il ctanum pecnupaTopHbIX
HapYUIEHWIi MpeanoiaraloT MaHyalbHble MPUEMbl YIy4-
meHus 3G @eKTUBHOCTH Kalllisl, BOCCTAHOBIEHUE Ape-
HaXKHOW (PYHKLIMM JIETKKUX € MOMOLLbIO TaKKMX NpUOOpOB,
KaK MHTPanyJIbMOHaIbHbI MEPKYCCUOHHBII BEHTUIISATOP,
oTKauuBarenb (MHCcyhdaaTtop/sxkccyddaarop). [pu
PHCKE pa3BUTHS MHEBMOHKWH Ha 3Toii ctanuu CMA Heo6-
XOIMMO paHHee Ha3HaueHHe aHTHOUOTHKOB.

Jleue6Hbie MmeToouku npwu 111 ctanuu pecnupaTopHBIX
HapylIeHUi OCHOBaHbI MPEK/Ie BCEro Ha UCTMOJIb30BAHUH
HWBJI Ha Bpems cHa. 3aech o4eHb BaXHO cobaoaaTh
pPEKOMEH IyeMble MapaMeTphbl MoJA00HO BEHTUISLIMH, BbI-
MOJHUTh UHAWBUAYaANbHBIH Moabop MacoK (HOCOBBIX,
POTOHOCOBBIX WJIM MOJHOMULEBBIX), AKTUBHO MPUMEHSITh
yBaaxHutenu. Heobxonumo Ttakke cienoBaTb TMTHEHH-
YeCKMM CTaHJapTaM, B YACTHOCTM KOHTPOJIMPOBAThb pe-
anbHoe Bpems ucnonb3oBaHus HUBJl u He monyckatb
Kucaoponotepanuto 6ez HUBJIL.

JleueGHble MeTOaMKH ipu 1V cTanuu pecnupaTopHbIX
HapyuweHuii npu CMA npeanonaraiT Kak MOXHO 6ojiee
nnutenbHoe coxpaHeHue nHeBHoit HWUBII ¢ ucnonbso-
BaHMeM 3aryOHukoB. M Tonbko Toraa, Koraa Bce BO3MOXK-
HOCTHU 3TOro MeToa OyAyT UCTIOJIb30BAHbI, BLIMOJHAET-
Csl TPaxeoCTOMHUSI C TMOCTOSHHOW BEHTUJSLIMOHHON
MOJAAEPKKOM.

l{auym BEHTUNALWK NerKux BblﬁlﬂlpaEM
ONA NaLKeHTa co CMMHaNbHON MbILLEYHOW
atpoduen?

— Tak uTo Xe BbIOpaTh A4 Balllero MalMeHTa
co CMA, — zanana sonpoc CgetnaHa 3sansnosHa, — UBJI
unu HUBJI? UBJI npeanonaraet 24-yacoByio BEeHTWJISI-
LU0 JETKUX U MPUMEHSIETCH B YCAOBUAX OTCYTCTBMS
CO3HaHUA y mauueHTa, ocobeHHo yacto — npu CMA
I Tuna. [puMeHeHHe 3TOTO MeTOAA MOAPA3YMEBAET MPH-
opuTteT nporHosa xku3Hu. HUBJI npeanonaraer B ocHOB-
HOM 8—12 4y BEHTWJISILIMM JIETKHX, a Bcero He Bojee 16 4
B cytku. HUBJI npuMeHsieTca Torma, Koroa naiMeHT
HAXOAMTCHA B MOJTHOM CO3HAHUM, U Yallle BCETO UCTIONb-
syetcsa npu CMA I—I1 tuna. lpu ucnoabzopaHuu
3TOr0 MeToAa Mmoapa3yMeBaeTcsl MTPUOPUTET KayecTBa
KU3HU,

[Mokazanus k npumeHeHuro HUBJI TakoBh:

— XpOHUYECKas THeBHAas TUMEPKAMHUS C MapLUUaTbHBIM
napneHuem auokcuna yraepoaa (PaCO,) Bbiule
45 MM pT. CT.;

— HouHas runepkantusi PaCO, 6onee 50 mm pT. cT;

— JHEBHAsl HOPMOKAMHMS C POCTOM YPECKOXHOTO Ha-
npsikerns CO, (PtCO,) cebiwe 10 MM pT. CT. HOYBIO;

— ObicTpoe U 3HaUMTeNbHOE cHIKeHue KEJ;

— nepen onepaiiueii no Koppekuuu ckonuosa npu KEJI
meHee 60 %:

— Kak naTMaTUBHAas Mepa MpH ObIIIIKe.



ny‘ch c|~IK.UA‘.‘J'Ip| H E TC KO ]Z:
HEBPOAOT MU

— Xortena Obl TENEepb, — MPEAIOXKUIA SKCMEPT, — 00-
CYIWUTb OCHOBHbIE TIPUHLUMBI KOHTPOJISl U MOAAePKaHUS
pecnupaTtopHoil pyHkunK y nauneHToB co CMA B 3aBu-
CHMOCTH OT UX GYHKLMOHAbHOTO cocTosiHUs. HauHnem ¢
MalHeHTOB, KOTOPbIE HE MOTYT CUIETh. 32 TAKUMHU DOTb-
HbIMU HeoOxoauMo peryispHoe HabnoaeHue. M noka-
3aHO KOMOMHUMPOBAHHOE APEHUPOBaHKHE MOKPOTHI. BeeM
wianeHuam ¢ cumntoMamu CMA pekoMeHayeTcs paHHee
HazHaueHue HUBJI ana npenorepaiiieHus nporpeccupo-
BaHUS [bIXaTeIbHOI HEJOCTATOYHOCTH, MOANEPXKAHUSA
pocTa rpyAHOI KJIeTKHM U YMEHbLIEHUS] BbIPAXKEHHOCTH
OJIBILIKH,

[Mauuentam co CMA, KoTopble HE MOTYT CUIETh, TO-
KazaH noabdop muHumym 2 macok ansa HWBJL, u no noka-
3aHUAM U151 HUX BBITOJHSIETCS] TPAXEOCTOMMUS C JajibHEe -
LIEH UCKYCCTBEHHOW BEHTHIISILLUEN JIETKHX.

Cunsauum naumeHtam co CMA nokazaHo peryisipHoe
HaOmoneHue. Becem nanmenTam ¢ cuMnromamu 3abonesa-
Hus Heobxonguma HUBJI no nokazanusam. bonblunHcTBO
NMalMeHTOB HauuHaloT nosb3oBatkess HUBJI npu npucoe-
JIWHEHWU OCTPOid pecnUpaTOPHOI BUPYCHOIH MH(MEKLIUH.
BceM 3TMM nmauueHTaM MokKasaHO peryisipHOe IpeHHpo-
BaHWE MOKPOTBI, @ TAK:KE COMHOIOTMYECKOE UCC/IeIOBAHKE
17151 BBISIBJIEHUS] CHHAPOMA HOYHOTO arHo3.

— Jna xonsuux nauueHtoB co CMA, — pacckasana
JMOKJTaA4YMK, — HUKAKHUX MPOAKTHBHBIX BMELIATENbCTB
He TpeOyetcs. B To ke BpeMst UM HeoOxonMMa peryaspHas
oueHka 3(h(hEeKTUBHOCTH Kallis, KaK U CUMIITOMOB JIbl-
XaTelbHBIX PACCTPOICTB BO CHe, a Takxke u3mepeHue KEJ
unu @XKEJL.

— Wrak, Haneock, — MOABITOXKWIA CBOE BBICTYILIEHHE
CpemiaHa 3BanbI0BHa, — 51 yOenIuia Bac B TOM, 4To rpobieMa
HApYLLEeHHUs pecrupaTopHoii hyHKIMK y matueHToB co CMA
SBJISIETCS] OYEHb Cepbe3HOil. B To ke Bpems leroyHsle pac-
crpoiictea npu CMA npenckaszyeMbl, M BO3MOXKHA X MPpodu-
NIAKTUKA. YKe CyIIeCTBYIOT edeOHble METOIUKH 1S podu-
JAKTUKU TIPOTPECCHPOBAHUS PECTTMPATOPHBIX HapPYIIEHHIA.
PaHHs151 MHKMIMALIMS HEMHBA3WBHO# PECMPaTOPHOI Moaaep-
JKKH C TIOJIOKUTENbHBIM ABJIEHUEM Ha BbIIOXE MO3BOJSET
n30eKaThb MPOrpecCUpPOBAHMS IbIXATETbHOI HEIOCTATOYHOCTH
Y PA3BUTHSI KU3HEYTPOXKAIOIIMX COCTOSIHUIA.

ﬂepopaanaﬂnaToreHeTuqecuaﬂTepanHﬂ

C CUCTEMHBIM e ACTBUEM: laHHbIe DyTMHHOFI

KNMHUYECKON NPaKTUKK

Jloknan ¢ TakMM Ha3BaHWEM MpecTaBuiia 3aBeyoiiasl
rcuxoHeBposiorudeckuM otaenerrem Ne 3 Boponexkckoii
obGaacTHOI AeTCKON KJIMHUYecKOi OoabHMIBI No 1,
K.M.H. N.C. KneiimeHoBa.

— B Hauem oTneneHuu, — 3aMeTua JOKJIAAYUK, —
Mbl HAKOTIMIIH yKe 4-JeTHil OTIBIT UCTIOIb30BaHUS MATO-
reHeTHMYeCKO# Tepanuu y neteil, crpagatoimnx CMA.

[Mpu netckom HaceneHuu BopoHexkckoii obmactu
350 teIC. uenosek Ha yuete co CMA y Hac coctoat 27 na-
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uueHToB B Bo3pacte oT 10 mo 17 net. loan mManbuukoB
M I€BOYEK MPAKTHUECKU PaBHbI, U TAKXKE TPUMEPHO paB-
Hbl noau nauveHToB ¢ I, 1T u 111 Tunamu 3aboneBanus.
BOJBLUIMHCTBO HALIMX MALMEHTOB MOTYT cuaeTh (12 me-
Teii), XoaaT 8 MalueHTOB, JexkaT 7 O0NbHBIX.
bonblKHCTBO AeTeit, a MMeHHO |4 nalueHToB, MoJy-
YarT pUCIUTUIaM. BTH O0JIbHBIE ObLTH BKJIIOYEHHI B TPOrpam-
MY JOPErucTpallMOHHOIO JOCTYNa K npenapary. [Tockonbky
YV MHOTMX M3 3THX J€Teil Mbl YBUICIHN MOJOXKHUTEILHYIO IU-
HaMHKY, ObLITO PeLIeHO OCTABUTHL MX HA TAHHOI TepanmuH.

Takke 7 mauMeHTOB Y HAC MOJYYWIM OHACEMHOTCH
abGenapBoBeK, 3 MalMeHTa MPOAOIXKAIOT Teparnu HYCH-
HepceHOM, 3 — MoJIyyaT CUMITOMATHYECKYIO Tepamnuio.
Onux GoNbHOI, YTOUHWIA SKCMEPT, UMEET TAXKEeI0e Mo-
paxkeHHe TOJOBHOTO MO3Ta Mo MpUYKHEe achUKCHH U Ha-
xonuTtca noma Ha UBJL.

— Cpenu naumeHTOB, MOJYYAIOLIMX PUCIUILIAM, —
coobmna U.C. KneiimeHoBa, — y 2 601bHBIX AMATHOCTHU-
posaH | tTun CMA,y 9 — [l tun, y 3 — 1l Tun.

Hanee Upuna CtaHKucIaBOBHA NpPeACTABWIA KIMHH-
yecKMi cayyail pebDeHKa, MOJy4yalolIero pUcCAWIIaAM
B cBaA3u co CMA | Tuna u umetoiero 2 konuu reda SMN2.

BospacTt nauMeHTa Ha MOMEHT Hauyaja JeYeHUsI CO-
ctapasan 7 Mec. Ouexka no wkane CHOP-INTEND co-
OTBeTCTBOBaja Bcero 3 Gannam. PebeHok Haxomuics
B KpaiiHe TskeaoM cocTossHUM. Co CTOPOHBI HUZKHUX KO-
HeuHocTel Habaoganack TMilb MUHUMATbHAS IBUTATE b~
Hasl aKTUBHOCTb B IUCTANbHBIX OTAeNaX HOL JIBMXKeHUs
B pyKax ObLJIM BO3MOXHBI TOJIBKO B TOPHU30HTATBLHOM TUI0-
ckocTH. PebeHOK He MOT MOBEPHYTh FOJIOBY B CATUTTA/b-
Hoii nnockocTu. Takxke v Hero 6bLI0 MapagoKcaibHOE
IObIXaHUE.

DTOT NaUKeHT B TeueHue 12 Mec noaydan pucauriam.
B pesynbrare NosiBUWINCh aKTUBHBIE IBUXKEHHS B KOHEY-
HOCT$IX, CTAJIM BO3MOXKHbI MOBOPOTHI TOJIOBBI M BCErO Tea
Ha 6ok. Ouenka no mwkanre CHOP-INTEND Beipocna 1o
24 6annos.

[HNanee neueHue npopomkanock 3 rona 5 mec. PebeHok
CMOT CHIETH B IETCKOM Kpeciie, 3aHUMATLCS C MTPYILIKAMH,
COBEpIIAThL pa3HOOOpa3HbIC ABUKEHUS TOJOBOI, TYJIOBU-
wieM 1 KoHeuHocTaMu. Ouenka no wkane CHOP-INTEND
cocTaBuaa 38 6annos.

[Mocne 3Toro eyeHUE PUCAUTIIIAMOM MPOAOTIKHIOCH.
Korna ero nponomkutenbHOCTE cocTaBuia 80 Mec, olieH-
ka no wkane CHOP-INTEND sripocaa no 39 6annos.

BnaronpuaTHbIi npocunb 6e30nacHoOCTH

pucaunnama

Chnenyrouiuii KTIMHUYECKHI cyyail, NpeacTaBaeHHbIi
SKCMEepPTOM, OTHOCHWIICA K AeBouke ¢ 3 Konuamu SMN2,
KOTOpasl Havyasia rnojy4yaTh Teparnui pUCIUIIaMOM B BO3-
pacte 6 et 2 Mec. Ha MoMeHT Hauasa 1eueHHs OLIEHKA MO
wkane HFMSE cocrasasina 31 6aan, no wkane MFM —
32—46 %, B TecTe 6-MMHYTHOII X0nkObI — Beero 5 M. [lo Ha-
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yasa JieUeHHWs IeBOYKA MO/ CHAETh, CATUTLCS, HO CTOATh
TOJILKO Y OTMOPbI, XOOUTb OHA HE MOIJIA.

Bcero 4yepes 2 Mec Tepanvy pUCIUILIAMOM MallMeHTKa
cmoria xoauth. Ouenka no wkane HFMSE cocrasasina
31 6ann, no mkane MFM-32 — 46 %, B TecTe 6-MUHYTHO#H
xonbbbl pesynsrar coctaBui 10 M. Korna Bo3pact pebeHka
JOCTHT 7 JIeT 5 Mec, a NMpOAO/KUTEIbHOCTh Teparnuu
K 9TOMY BpeMeHMU cocTaBuia yxke | roag 8 mec, neBouka
cMorIa 3a6paThest Ha CTYIT U BIIEPBbIE MOCMOTPETh B OKHO
cBOeil KOMHaThl. Tenepb ee ABMKEHUs cTanu 6ojiee Obic-
TPBLIMH, JIyulle CKOOPAWHHUPOBAHHBIMK, NEBOYKA MOT/a
MPOXOAKTh BCE 6ObILMe paccTosHUsl. CyIeCTBEHHO yyd-
LIWJIMCH MTOKA3aTeH 110 BCEM LLIKaIaM.

Korna npoao/kUTe1IbHOCTh MaTOreHETUYECKOH Tepa-
nuu cocTtaBuaa 2 roga | Mec, IeBOUYKA MOLLTA B LIKOJY.
XoauTb oHa Morja 6e30 BCIKHUX TEXHHYECKUX CPEICTB.

B HacTosiliee BpeMsl MPOAOKHTEIBHOCTL TEPArUK
cocTtapageT yxke 3 roga 8 Mec. @yHKLMS MOCELICHUS 1e-
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BOYKON LIKOJIbI U CBODOOHOTO MepeaBUXKEeHUS BHYTPU
3TOrO 34aHUS MOTHOCTBIO COXPaHSETCH.

[lpu mocnenHeM TECTHUPOBAHMMW OLIEHKA MO LIKaje
HFMSE cocragnsina 45 6annos, no wkane MFM-32 —77 %,
B TecTe 6-MHUHYTHOI Xo0ab0bl — 154 M.

— 3a Bechb nepuoa HabmoAeHUS 3a 3TOH MalMeHT-
KOii, — noabiToXXKNa cBoe BeicTynaeHue Mpuna Cranu-
C/1aBOBHA, — Mbl OTMe4ajlli HeMPEPBIBHYIO MOJOXUTEIb-
HYIO0 IMHAMUKY, U He ObLIO 3aperMcTPUPOBAHO HHU OHOI
HekenaTenbHOI peakunu. UTak, Tepanus npenapaTom puc-
OUIIaM IEMOHCTPUPYET YMEPEHHYIO MOMOXKUTENbHYIO O1-
HAMMKY B COCTOSIHMM CUMITOMATHYECKUX MallMeHTOB. X0-
poiuii npodunb 6e30MacHOCTH pyUCaAUITIaMa NMOATBEPKIeH
OTCYTCTBMEM HeXelaTeJbHbIX peakluii, 00yCI0BIEHHBIX
npuMeHeHueM npenapara. Kak npenapart ¢ cucteMHbIM fieii-
CTBUEM, PUCIUILIAM AEMOHCTPHUPYET MOJOXKHUTENbHYIO TU-
HAMUKY B BHJE yay4lleHHs GYHKLMU BHELIHETO IbIXaHUS
M CHM2KEHHM$ YMCJIa PECMUPATOPHBIX 32001 BaHUIA.

Mamepuan nodzomosun k.m.H. Arekcandp Polios.



