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Tax Hazsiéanca cumnosuym, komopsiti npowiea 6 pamiax VII Hayuno-npakmuveckoil KoHghepeHuuu Accoyuauuu 0emckux
Heapoa0208 & obaacmu muonoeuu « HEOMHO» ¢ mexcdyrapodnsim yuacmuem. Korhepenuus Hocuna Hazearue «KoHceHeyc»,
OcHo8HOII meMoll CUMNO3UYMA CIMAAU CUCMEMHbIC (He HEPEHO-MbliledHble) NPOSGACHUS CHUHAALHON MbllevHoll ampoghuu.
OHu Hacmynaion no RPULHE PAccmMpolicme OsiXameavHoll, SHOOKPUHHOU, HeeayOOHHO-KUIUEHHOU U OpY2UX CUCEM U 4acmo

BO3HUKAIOm elie do MGHHQ’)‘GC!HGL{HH CUMRMOMOE HEPSHO—MHMEWHO!? 6eeeﬁepauua.

CucteMHsble npoAsneHnua npu CMUHaNLHOMN

MbILIEYHOWM BTDDCIJHH KaK OCHOBa AnAa paﬁDTbI

MYJ'II:THHHCI.IHI'IJ'IHHaDHOﬁ HOMaHAbI

Jloksian ¢ TakMM Ha3BaHWEM TMPeACTABUJI 3aMeCTHUTETb
JHMPEKTOpa Mo HayuHoii pabote HayuHoro tieHTpa HeBpo-
norun, nupektop MHcTuTyTa MO3ra B coctaBe HayuHoro
LleHTpa HeBpoJoruu, akanemMuk Poccuiickoii akanemun
Hayk, npodeccop C.H. MnnapuoiukuH.

— Ponb 6enka SMN B metabonuzme PHK oueHb Bax-
Ha, — MOMYEePKHYJ 3KCTEepPT. — ITa MOJIeKy/1a yuyacTBYeT
B cuuTbiBaHuu uHdopmauuu ¢ JJHK nva PHK, moaudu-
Kauuu u «coszperanum» MPHK, cunTtese 6enka ¢c MPHK,
BHYTpHKIeToYHOM TpaHcnopte MPHK u Genka.

Hedunut 6enka SMN Benet kK rpyObIM HapylIeHHUAM
MHWTOXOHIPHAIBHOTO FOMEO0CTa3a U MOoBpeXAeHUsIM OHo-
SHepreTMyecKux nyrteii. B yacTHocTH, HELOCTATOYHOCTh
oenka SMN B kiaeTke npuBoauT K aAeduunty AT, nopwi-
IIEHHIO0 AKTUBHOCTH LIMTOXpoMoKcuaasbl C 1 yBeJUUEeHHIO
rnoTeHasa MeMOpaHbl MUTOXOHIPHUU. DTO, B CBOIO OYe-
pelb, MPUBOAMUT K OKUCIUTENbHOMY cTpeccy. M3MeHeHus
MMEIOT MECTO He TOJbKO B ABMTaTeJbHLIX HelpoHax,
HO M B IPYTUX KJIETKaX OpraHu3Ma.

MurtoxoHapuanbHaa nucdyHKiMsg Oblna M3yuyeHa
B SKCIEPHUMEHTE Ha MbIIIAX C MOJIEIbIO CITMHATLHOI Mbl-
weuHoii arpodun (CMA). TlpoTeoMHbIe HUccaeI0BaAHUS
00HapyYKWJIM YYyBCTBUTEIBHOCTE OMO3HEPTETUYECKUX MYTEH

K nepuunty 6enka SMN, B ocobeHHOCTH — BaxHeiillero
TA®[1T-3aBucuMoro nyTH (rauuepansierua-3-gocedatoe-
ruaporerasa (TAD®T) — 3H3UM THKOJIUTHYECKOTO MYTH).
VkazaHnble ¢axkTel NMoATBepKaalT poab 6enka SMN
B OMO3HepreTMYECKUX MYTAX U MUTOXOHAPHATBLHOM TO-
MeocTase KJIETKHU, YTOUHUI 3KCTepT.

Y mioneit co CMA cHuxkeH ypoBeHb (DyHKIIHOHATb-
Horo Genka SMN kak B LeHTPa/IbHOI HEPBHOI CUCTEME,
Tak v B nepudepuyecknx TkaHax. CHUKeHUe YPOBHS JaH-
HoTo OenKa MPUBOIUT K IereHepallvuy IBUraTelbHbIX Heii-
POHOB W HapylleHHWI0 (DYHKLUUN KIeTOK LIEHTPalbHOM
HepBHOI cucTeMbl U nepudepudecknx TkaHeii. [lereHe-
palus Ke BbI3bIBAET YTPATy JBUTaTe]bHOW aKTMBHOCTH,
pa3sBUTHE CKOJMO3a, AbIXaTeJbHYI0 HEJA0CTAaTOYHOCTh,
OyabbapHy0 AUCHYHKLMIO U APYTHE OCIOXHEHHS CO CTO-
POHBI ceplia, MevyeH!, MOIKeNYI0YHOIT XKee3bl, pernpo-
JYKTUBHOI M KOCTHOIl CHCTEM, a TAaKKe IPYTUX OpraHoB
W TKaHei.

CucteMHble (HE HEpPBHO-MbIILIEUHbBIE) MPOSIBIEHMS
4acTo BO3HUKAIOT A0 MaHU(ecTallui CHUMITOMOB HEPBHO-
MBIILIEYHOM JereHepaluH.

C yueTtom Toro, uto npu CMA nopaxaeTcs MHOXKeCT-
BO OPTraHOB M TKaHei, MexXIyHapoaHble ctaHaaptel 2017
yxoza 3a 6oabHBIMM CMA peKOMEHOYIOT MOaXo K Beje-
HUIO TAKMX MAllMEHTOB C y4aCTHEM MYJIbTHAUCUUITIMHAD-
HOIl KOMaH[Ibl CreluaancToB. TakKe B OCHOBHBIX TIPUH-
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uMnax 3THUX CTaHLApPTOB MpH3HaeTcsl HeoOXOAMMOCTb
WHIWBHUIYATU3UPOBAHHBIX MOAX0A0B K neyeHutio CMA,
BKJIIOYas:
— IMAarHOCTHKY, B COCTaBe KOTOPOii M MOJEKYIsIpHO-
reHeTUYEeCKHUEe MeTO/IbI;
— (du3MoTEpPaAnUIO U peabuauTauuio;
— OopToMneanyecKoe JeueHHe;
— BbIOOp aieKBaTHOTO MUTAHHMS;
— MOAAEPXKKY pOCTa U 310POBbS KOCTEH;
— HOpMaJM3alMI0 AbIXaHUsl (KOPPEKLMIO HapylUIeHUi
CO CTOPOHBI AbIXaTeJAbHBIX NYTEH W JIETKHX);
— noanepkKy GYHKILHI IPYTUX OPTaHOB U CUCTEM;
— Ha3HauYeHHUe NeKapcTB, BKJIl0Yasi MHHOBAlIMOHHBIE.

KTo BXOAMT B cocTaB

MYNLTUAUCLUNNMHAPHON 6puragbl?

— Tak BpauM Kakux Xe crneuHalbHOCTEil, MOMHUMO
HEBPOJIOTOB, MEAMATPOB M TEHETUKOB, — 3a1al BOTIPOC
Cepreiit HukonaeBuu, — 10MKHbBI PUBIEKATHCS 115 Be-
neHust nauneHtoB co CMA?

CrneumanucTsl B 0061aCTH Ty4eBOi THAarHOCTHKH TOJIK-
Hbl o0ecreYynuBaTh BU3YaIu3allMio MO3BOHOYHHKA U CyD-
apaxHOWAATbHOTO MPOCTPAHCTBA IS OLIEHKH CTeNeHU
CKOJIMO3a W OfpeleieHus MOKa3aHWil K cTabuIn3upyio-
LM OPTOTEAHYECKUM ornepauusam. Takue creumnaanucTsl
TakKe TOJKHbI OKa3bIBATh MOMOLIb B TPEOJOJIEHUH 3HA-
YUTEIbHBIX TPOOJEeM C MHTpPATeKalbHbIM BBEJEHHEM,
T. €. C BBeleHHEM JIeKapcTB 3HA0MoMbanbHO Henocpe/-
CTBEHHO B JIMKBOPHYIO CUCTEMY.

PeaGuautonor peuiaeTt pa3Hbie 3aJa4u Y NalMeHTOB
co CMA u pa3snu4HbIMU IBUTATEIbHBIMU NeULIUTAMMU.
llens peabuanTauMy y nalMeHTOB, He CMOCOOHbBIX caMo-
CTOAITENIbHO CHIETh, COCTOMT B ONTHUMU3AaLNK (DYHKIIMO-
HHUpOBaHUs, GOPMUPOBAHUM TOJIEPAHTHOCTH K pasziny-
HbIM MOJIOKEHUAM YacTell Tela B MPOCTPaHCTBE, a TAKXKe
yayuieHun yHkuuu apixanus. [auuenram, cnocoOHbIM
CUMICTh, peabUIUTAalIUS HY)KHA 1S TPeIoTBpallleHUs pas-
BUTHS KOHTPAKTYP KOHEYHOCTeH M CKOIM03a MO3BOHOY-
HMKa, a TakXKe An9 MoAnepKaHWs, BOCCTAHOBIEGHUS
W ynyqiieHust PyHKIMOHUPOBaHUS U MoOuibHocTH. Llens
peabUAUTALIMK Y TALIMEHTOB, CMOCOOHBIX XO/AUTh, COCTO-
WT B MoAAepKaHU M (PYHKLIHOHUPOBAHUI U MOOUIBHOCTH,
a TakKe yayullieHun GanaHca U BBIHOCIMBOCTH.

Peabunurtonor BMecte ¢ JIOP-gpauom, noronemom,
¢oHUaTPOM M IPYTHMHM CTIElLIHaTMCTaMM, KOTOPbIE 3aHU-
MaloTcs Pevblo, FOJI0COM, IMIOTAHUEM, PEllIaloT MpobaeMbl
¢ HapylwieHueM OyabDapHbIX (DYHKLHI, Ha KOTOPLIE XKa-
nytores mHorue nauueHtsl co CMA. [ny6ike nosHako-
MUTBCSI C TAKUMHU npobieMamMu MOMOTIO MCCcleqoBaHHe
¢ yuactueM | 18 nauueHToB B Bo3pacte ot | rona mo 75 ner,
3aperucTpupoBaHHbeiXx B peectpe CMA HunepnaHmos.
Oka3anock, YTO CIOXHOCTH C XKeBaHWEM, rMOTaHUEM
¥ pa300pUMBOCTBIO PEUM Yallle OMUMCHIBAIOT Y MAallMEHTOB
¢ bonee Tskenoit pazHosuaHocTeio CMA. Ho o npobnemax,
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CBA3AHHBIX € YETIOCTSIMU, OIMHAKORO YaCcTO COOGILIATYN MPU
pasHbix Tunax CMA. HauGonee yacTeiMu Gyab0apHBIMHM
HapyleHUsIMH He3aBucuMo ot Tuna CMA ObLiu crienyio-
[lIMe; OTKYChIBaHUE GOBIIMX KYCKORB MUILK (BCTPEYanoch
v 34 % GonbHBIX), YTOMISIEMOCTD OT XeBaHus (44 %), no-
nepxuBaHue (56 %), cnabocts ronoca (27 %).

OpTornen ¥ XUpYPT PelaroT NpobaeMy CKOTHOTHYECKUX
nedopmalinii MO3BOHOUHMKA, KOTOPBIE Haubolee Xxapak-
tephbl a1 CMA 11 tuna. [Mpumepro B 60—90 % cayuaes
Takue aedopmaliui HAUMHAKOTCA B pAHHEM AETCTBE U TO-
CTeneHHO nporpeccupyoT. He MeHee BakHa u npobiema
KOHTPaKTYpPbI CYCTABOB, CBsI3aHHAsT CO CHUKEHUEM aMarna-
30Ha IBMKEHUIL, ITHTEIBHBIM CTATUUECKUM TTOJI0OKEHHEM
1 aucbanancom padoTsl MbilL. OpTomnea U XMpYpr Ha3Ha-
yaloT GOABHOMY PETYAsAPHOE HOLIEHUE KECTKOTO WIH MAT-
KOTO CTTMHAIBHOTO KOPCEeTa, PeKOMEHIYIOT OPTe3UPOBaHHE,
HATOXKEHUE LIIHH, KOMILIEKC peabTUTALIMOHHBIX MEPOTTPH-
ATHIT Mo NpodUIaKTUKE KOHTPAKTYp, HAKOHELl, XUPYPTH-
yecKHe BMelIaTeIbCTBa Ha MO3BOHOUYHMKE U CYCTABAX.

[TynbMOHOMOT MPUMEHSIET pa3iuyHbIe BAPUAHTHI pe-
criupaTtopHoii noaaepxkku npu CMA. MaHyanbHbie Tex-
HUKH MepKyccHH, BUOGpaLMK, MO3MLIMOHUPOBAHUS CTIO-
COOCTBYIOT OUMCTKE ABIXaTEIbHBIX MYTEH U YIYUILIEHUIO
BeHTHAALMKU derkux. Mcnonwn3oBaHue acnupaTopos
M OTKalllIuBaTe el mo3soaseT 3cdhdheKTHBHO yaaasITh MO-
KPOTY M Cl1U3b, MoBbilaeT 3¢heKTUBHOCTL OTKALLTHBA-
HHs1, obecrnieunBaeT NpodUIAKTHKY JETOYHBIX ATEIEeKTA30B.
HeunBasusnas BeHtunsiuus nerkux (HWUBJI), nanpumep
BiPAP-tepanus, MoxeT ObITbH HEMOCTOSIHHOI W TIpUMe-
HATHCS TOJBKO B TEUEHUE HOUM MM BO BPeMsl COMYTCTBY-
OLLIMX peCTUpaTOpHbIX 3aboaeBaHuil. HakoHell, MHBA3MB-
Has BeHTUnsiLmMs nerkux (M BJ1) yaiue npumensercs npu
TaXKeN0H MaageH4Yeckoil hopme CMA.,

[acTposHTEpOIOr U AUETOJIOT IeuaT ANChYHKIINH Ke-
JAYA0YHO-KHILIEUHOTO TpakTa u obecneynBaroT HYyTPUTHB-
HYI0 noiepxKy Tem naureHtam co CMA, koTopble B Heil
HYXKIaloTcs. YKa3aHHble TUCHYHKIIUK Yallle BCeTo Mpo-
SBISIIOTCS PBOTOM, U3XKOTO#, 3aropaMu, B3AYTHUAMHU XKH-
BOTA, 3allepKKaM¥ OMopoXkHeHUs kuieunuka. [pu He-
MOCTATOUMHOM KauyecTBe MUTaHUS 30HI0BOE MUTAHKE Yepes
racTpaibHbIif 30HI CTAHOBMUTCS BaXXKHOM 3amaueil Bpaya-
racTPO3HTEPOIOTA.

PenpoaykToaor u aHApOIOT A0/KHbI 06eCeYuTh aeii-
CTBEHHYIO NMpodunakTHKy runodGyHKIUN SUUeK U MyX-
ckoro becrutonus y nauneHToB co CMA. bonee Beicokas
pacrpocTpaHeHHOCTh 3TUX PACCTPONCTB Gbla 0OTMEUeHA
y autr co CMA ¢ ne61oToM BO B3pOCIOM BO3pacTe.

3agauamMu 3proTepaneBTa CTAHOBATCA MOAEPKaHUE
HE0OXOAUMBIX OBITOBBIX M MPOodhecCHOHATBHBIX HABBIKOB
y nauuneHtoB co CMA, obecneueHne MaKCUMaTbHO BO3-
MOXKHOW HE3aBUCUMOCTH B MOBCEAHEBHOM JKM3HM, COLIM-
ann3alius TAKUX JII0Iei, UX ananTaius K YCIOBUIM Cylle-
CTBOBaHUS U TIpodUIaKTHKA Pa3TUUHBIX OCIOXKHEHHUIL,
B TOM YMCTIe OBITOBBIX TPABM.
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KnuHuyecKue uccnegoBaHus pucaunnama

brnaronapsi BHeApeHHI0 MYJIbTUIMCLIMIITHHAPDHBIMH
OpuragaMu Bpayeil MPOAaKTHBHOIO MOAXOMA, BKJIHalo-
1IETO HYTPUTHUBHYIO, PECMTUPATOPHYIO M IPYTHe BUIbI MO/~
NepKKH, Obl1a CYILIECTBEHHO CHUXKEHA CMEPTHOCTD Y MJa-
nerueB ¢ CMA [ tuna, ponuBuinxcsa B nepuon ¢ 1995
no 2006 r., Mo cpaBHEHUIO C TEMHU, KTO POAWJICS B MepUoI
¢ 1980 mo 1994 .

I pyroii NpUYHUHOI 3HAYUTEILHOTO MPOTpecca B Jieye-
Huu CMA, HabntogaeMoro B roc/ieIHUe TOMIbl, CTAN0 BHe-
NpeHue B MPaKTHKY BeneHus nauneHToB co CMA npena-
paToB A5 natoreHeTHueckoii tepanuu CMA, B TOM uncie
monudukaropa craaiicunra SMN2 pucounaama (3Bpuc-
1u® (Roche)). Pucannnam npenHasHaueH as 3HaYMMOTO
Y TIPOAOIKMTEIBHOTO MOBBIIEHUS YPOBHEH (hyHKIIMOHAb-
Horo Genka SMN y naumnentor co CMA. TlepopanbHas
naToreHeTHYecKasi Tepanus 3TMM MpernapaToM crnocober-
ByeT ycTpaHeHH0 neduuura denka SMN B pasnuuHbIx
TKaHAX.

— [lo naHHBIM MPOBEAEHHBIX 10 HACTOSIILIETO BPEMEHH
uccrnenoBanuii, — ormetun Cepreii HukonaeBuu, — neve-
HHEe PUCAMIUIAMOM MPUBOIUT K A0303aBUCHMOMY TOBbI-
ureHu1o yposHeit 6eaka SMN u nocrosHHOMY nonaepxa-
HUIO KoHueHTpauuu Oenka SMN y nauuentosn. Tak,
B nepBoii uact uccaenosaHug SUNFISH 6bu1o nokaszano,
4TO JIeYeHUE PUCAUTUIAMOM TTPUBENO K YCTOYHBOMY MO~
BHILLEHUIO YPOBHA Genka SMN Ha npotsxkeHun | roga
neueHus. Bo BTopoit yacTu 37001 paboThi ObLT0 10Ka3aHO,
4YTO JeYeHHe PUCIHUILUIAMOM TIPUBOIUIO K 2-KPAaTHOMY
MOBBIIEHHIO MeauaHbl ypoBHs Genika SMN B kposu nocie
4 nen neueHus v naumeHToB co CMA, KoTophie Ha Tipo-
TsKeHUM 3Toit yactn uceaenosanuss SUNFISH nonyuanm
noao0paHHyo 103Y.

®yukuun 6enka SMN u ero mMpokas 3Kcnpeccus
B nepudepuyecKuX TKaHaX noapasyMenaiot, uto CMA He
aBnasercs 3a0oneBaHUEM, NMOPAKAKLUIUM HCKITIOYUTETbHO
MOTOHelipoHbl. B cBsi3u ¢ 3TiM pucnurniam Ob1 pazpabo-
TaH CMeuuaibHO 115 JdedeHUus1 (DeHOTUNHYECKH TeTepo-
reHHOo# nonyasauun nauueHToB co CMA, y KoTopbIx no-
MHUMO HEpPBHOIH cucTeMbl ObLIN MOpaxeHbl W ApYrue
OpTaHBbI.

llenecoobpa3HoCcTb Ha3HAUEHWS! 3TOTO JleKapcTBa 60Mb-
HBIM U C cMcTeMHbIMU nposBieHusiMiu CMA nonTBepannu
3KCTIEPUMEHThI Ha 00e3bsiHaxX, I1e PUCAUILIAM MPOAEMOH-
CTPHUPOBAJ LIEHTPAJIbHYIO M Nepudepudeckyto buomocTyn-
HocTb. [locne mepopanbHoro npuemMa B TeueHue 7 OHEH
y 00e3bsIH PUCIUTLIIAM PACTIPEAEISLICS 0 KJIFOYEBbIM TKAHAM
W OpraHam, BKJIOUas UEHTPAJbHYIO HEPBHYIO CHCTEMY
M MBILLLIBI, KOTOPBIE MOLTH ObIThL MopaxkeHsl mpu CMA.,
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3HJJ,0HIDHHHI:IG HapylweHWa y nalulueHToB

CO CMUHANLHOW MbIlLEYHOW aTpodueil:

YTO HYXHO 3HaTb NPpU BeAeHWUKU NallMeHToB

Hoxnan ¢ Takum HazeaHuem npeactasuna E.B. ToznusH,
K.M.H., Bpau-3Ha0KpuHonor HayuHo-uccrnenosarensckoro
KAuHU4ecKoro nHetutyTta neauarpuu uM. FO.E. Bensruie-
Ba B cocTaBe Poccuiickoro HallmoHanbHOTO Mcc/e10BaTe b-
ckoro MeauuunHckoro yHusepcuteta um. H. M. Iuporosa
Mun3snpagsa Poccun (Mockga).

E.B. Tosnuan noguepkHy/a, YTo MOpakeHUE SHIO0-
KPHUHHOIH CUCTEeMbI SIBASIETCH YacTbIM CUCTEMHbIM TIPOSIB-
geHuemM CMA. DHOOKpHUHHBIC HApPYLIEHUS VY MalUeHTOR
co CMA BKIIIOUAIOT 3aepKKY pOCTa, OKHUPEHHUE WIH, Ha-
obopoT, 1eULIMT Macchl Tea, 3aIePKKY T0I0BOT0 Pa3BU-
THsl, KpUNITOPXU3M, HapylIeHUs MHHEpaJbHOro obMeHa,
meTabosiMyecKHe HapylleHHsl, TMC]YHKLNMIO LIMTOBUIHOM
kenesbl, Bee aTi npoGaeMsl siBASIIOTCS KaK OCTOXHEHUA-
MU MOpaKeHUS HEPBHO-MBIILIEYHOIH CHCTEMBI, TaK U Clefi-
cTtBUeM neduunta Genka SMN HenmocpeacTBEHHO B KeT-
KaX 3HAOKPUHHOI CUCTEMBI.

— Bot nouemy, — 3ameruna Enena BacunbeBHa, — 3H-
NOKPUHOJIOT SIBsIeTCs 00513aTe/IbHbIM YYACTHHKOM MYJb-
THANCUMIUIMHAPHO KOMaH/Ibl, KOTOpas BeeT MalueHTa
co CMA. OcHoBHBbI€ 11e/11 3HIOKPHHOJIOTUYECKOTO Be/e-
HUS MALUEHTOB ¢ 9TUM 3a007eBaHMeM BKIIOYAIOT MOHH-
TOPHUHT (PU3UYECKOTO U MOJOBOTO PA3BUTHSI, CBOEBPEMEH-
HOe JMarHOCTUPOBAHWE TOPMOHAIBHOTO AeUIIMTA WU
meTabonuveckux HapyueHuii. [1pu Hanuuum nokasaxwmii
MMEHHO 3HIOKPHHOJIOT HA3HAYaeT TOPMOHAIbHYIO 3aMe-
CTUTENBHYIO Tepanuio M OCyLUeCTBAdeT NpodUIaKTUKY
1 JleueHne HapyleHUuid MHHepaTbHOTO 0OMEeHa U IPYTUX
3HIOKPHUHOMATHIA,

DHIOKPUHHbBIE HapylieHus, obycnosneHHble CMA,
HE TObKO yCYTryonsioT TeueHe OCHOBHOTO 3a00/1eBaHus,
HO M BbI3bIBAIOT IMPOKHIA CMIEKTP pa3iMYHbIX PACCTPOICTB
B opraHu3Me. Tak, 3aiepXKa MoJIOBOro pa3BUTUS BeleT
K CHUKEHHMIO MUHEepaibHOi miaoTHocTH Kocteit (MITK),
MOBBINIAET PUCK PA3BUTHS OCTEOMNOPO3a U TEepeOMOB.
Bno6aBok K BblllienepeyrcieHHbIM paccTpoiicTBam aeULIuT
MacChl TeJla, a TAKXKe HU3KHI1 poCcT 0DYC/IOBIMBAIOT CHIXKE-
HHE BbIPabOTKM TOPMOHA POCTA U pasinuHble MeTabonnye-
CKMe HapylIeHHs W CPeli HUX OIHO M3 CAMbIX OMacHbIX —
runorivkemuto. OxupeHHe yBeTUUHBACT PUCK Pa3BUTHS
nuabera v ycyryoneHHs cepaeuHO-IerouHbIX AMChYHKLMM.
Haxkonen, TupeonaHast iMcyHKIIHS CTAHOBUTCS] TPUYHMHOIA
HapYIIEHWiT PeTyJIsILIMK TKAHEBOTO JbIXaH WS, CHHTe3a De/KOB
M IPYTUX TIaCTHYECKUX MPOLIECCOB.

DKCMepT KOHKPEeTH3MPpOoBala HEKOTOPbIE pacrnpocTpa-
HeHHble MeTaboanvecKHe paccTpPoicTBa, BO3HUKAIOUINE

*SDS (Standard Deviation Score) — koaddmument cranaapTHoro oTkioHeHHd. OH OTPAXKaAET COOTBETCTBUE HHAMBHAYAILHOTO pocTa pedepeHCHBIM

AaHHBIM IUA COOTBETCTBYHOLLCTO BO3pacTa H noJia.
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B paMKaxX SHIOKPHUHHBIX HapyilIeHHil v nauueHToB co CMA.
Tak, B paMKax AMCperyasiiiii TUMUAHOTO 00OMeHa cTpana-
eT MeTaboIM3M KHPHBIX KMCIIOT, YTO BEAET K AUCTUITHIE-
MHM M HEAIKOTOJILHOI )KHpOBOii GosnesHu nevyeHu. [1pu-
YUHOW K€ TaKWX HapylleHWil cTaHOBATCH AedeKThbl
TPAHCIOPTA KUPHBIX KUCIOT M MMTOXOHIAPHUATBHOTO
f-okucneHus B mbliuiax. YTo ke kacaeTcss U3MEHEHUH
MHHEPaIbHOTO 0OMeHa, TO K HUM MPUBONT, B YACTHOCTH,
neduumt ButamuHa D.

Otnensho E.B. ToznusH octaHOBUIACE HA anrOpUTMax
BeneHus nalueHToB co CMA M paznuuHbIMU 3HAOKPHH-
HBIMU HapYyLIEHUSMHU.

AJ’IFOpHTM BejeHWda NallMeHToB

CO CMIUHANBLHOW MbIlWeYyHoW aTpouei

u 3ap,ep)xu0|}'1 CIJH3H'-I€‘CKOFO pa3BuUTUA

OueHka du3nyeckoro pa3puTusa pebeHka A0TKHA
MPOBOAUTLCS Kaxabie 6 Mec. [1pu cHMXKeHMN TeMMoB po-
cTa MeHee 4 cM B rofl UJH Ke NP pOCcTe MeHee 3-To nep-
uenTuas (unn —2SDS” pocra), a Takxke npu geduLKTE
Macchl Teja MallMeHT HampaBiseTcd K 3HIOKPHHOJIOTY
W 1UETOJOrY.

BKcnepT Ha3BaTa OCHOBHbBIE AHATH3bI, KOTOPBIE T0JIXK-
Hbl ObITE BBIMIOHEHBI MPH 3adepPkKKE POCTa:

— OLIEHKa KOCTHOTO Bo3pacTa (peHTreHorpaus KUcTeit);

— HccenoBaHue (PYHKLWU LWWTOBUIHOM XKeJe3bl (onpe-
nejeHe ypoBHel THPEOTPONTHOIO FrOpMOHa U cBoboa-
HOTO TMPOKCHHA);

— uccrnenosaHue (dakTopoB pocTa (COMaTOTPOMHOIO
ropMoHa, comatomenunHa C);

— onpeaeneHUe B KPOBHM YPOBHEi I110KO3bl, 0blliero
Oenka 1 OenkoBbiX (ppakiinii, NeyeHOUHBbIX hepMeH-
TOB, OOLIEro U MOHWU3UPOBAHHOTO Kalbling, (hocdo-
pa, weno4Hoii pocdarasbl, HATpUS, KaIHs, a TAKKe
JUNUAHOTO npoduns;

— KJIMHMWYECKHIl aHal1HU3 KPOBH.

AJ'IFOvaITM BejeHWda NalMeHTOoB CO CNUHANbHOMN

MbILWEYHOW aTpohHen U OXUPEHUEM

— Jlas olieHKM cTeneHu M30BITOUHON Macchl Tena,
—3ametuaa E.B. Toznuax, — wiu yxke chopmupoBasiie-
rocst 03KUpeHUs He0OXOAUMO OLIEHUTh BeTUYMHBI CTAH-
NapTHOTO OTKJIOHeHWs uHAekca Macchl tena (MMT)
y AeTeil, a 1715 B3pOCAOro MalUeHTa ONpeaeanuTh KpoMe
UMT rtakxe GMoMMMNenaHCHBIH aHaAlIM3 cocTaBa TeJa.
B3pocioro 60AbHOro HampaBAslOT K 3HAOKPUHOJIOTY
u auertonory, eciu UMT cocrasaser 25,0—29.9 kr/m?2
(n36pITOuHAs Macca Tena) u 6osee 30 kr/m? (oxupeHue),
a pebGeHKa — eC/IM y Hero YCTaHOBAEHO CTaHIAPTHOE OT-
ki1oHeHue UMT +1-2 (u36biTouHas Macca Tea) u 6onee
+2 (oXupeHue).

PekomeHaatiuu no o6eienoBaHUIO TAKMX TALIMEHTOB
BKJTIOYAIOT;

— OLIEHKY KOCTHOIO BO3pacTa;
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— omnpeAeieHUe B KPOBM YPOBHEH IMI0KO3bl, oflliero
Oenka U OenKoBbIX (PpakLUMi, TTHKUPOBAHHOTO IreMO-
rno0uHa, neYeHOYHbIX PEPMEHTOB, OOLIETO H MOHK-
3UpOBaHHOrO Kaiblud, (hocdopa, uenouHoi docda-
Tasbl, HATPUSA, Kalusl, a TaKKe JTUMTUAHOTO Npodus;

— M0 MOoKa3aHUsAM — MepopaibHbli [NI0KO30TOAEPaHT-
HBIil TECT C IMTIOKO30i;

— KJIMHUYECKHWIil aHa/l13 KPOBH;

— YABTPa3BYKOBOE MccieaoBaHKe OPIOLIHOI NOJ0CTH;

— ofpeaejieHWe FOPMOHAIbHOTO NMpoduas (MHCYIHH,
C-nenTun, TUPEOTPONHbIA TOPMOH W CBODOAHBII
THUPOKCUH, MPOJAKTHH, KOPTU30).

AJ’IFDDHTM BeleHWA NaLueHToB CO CNMHaNbHOM
MbilWeYHoW aTpoueil U MUHEPaNbHO-KOCTHBIMU
HapylweHUuaMHu

«3on0TeIM cTaHgaptoM» oueHku MIIK y B3pocabix
v JeTel ABASETCH METO/ IBOMHOI peHTTeHOBCKOM abcoph-
unomerpun (DXA (dual-energy X-ray absorptiometry),
neHcuToMeTpus ). Ero ominuaior 6bIcTpoTa BBIMOIHEHMS,
BBICOKAs TOYHOCTh, HU3Kasl N03a 001yYeHus.

BDKenepT nepevucania cAeayloliie peKOMeHIaluu
MesxayHaponHoro ob1iecTsa KIHHUYECKOH IeHCUTOMETPHH
(International Society for Clinical Densitometry, ISCD) ans
KAMHUYECKOI OLIEHKH IEHCUTOMETPUH Y JeTeil:

— UCMOJB30BaTh Z-KPUTEePHii, HO He MPUMEHATh T-Kpu-
TepHii;

— He YCTaHaB/IWBaTh [HMAarHO3 «OCTEONOpO3» y NeTeil
TOJILKO MO JaHHBIM 1€HCUTOMETPUH;

— WCIMOb30BaTh 3aK/II0UEHUE «KOCTHasg MUHepaibHas
TUIOTHOCTb HWKE XPOHOJIOTMYECKOTO BO3PacTa» TOMb-
Ko nipu Z-score meHee 2,0 SD (Z-6anabl ang onpene-
nenust MITK);

— WUHTEePNPeTHPOBaTh Z-SCOre C YUeTOM CpeHeBO3pacT-
HBIX NOKa3aTejaeil aneKBaTHOM pedepeHcHOM Das3bl;

— ouenusarb MI1K no neHcutomMeTpuu no3BOHOUHHMKA
M BCEro Tea;

— VuuTHIBaTh, 4TOo usMeHeHuss MIIK y meteit moryr
ObITh 0DycnoOBIEeHBI pocTOM pedeHKa M 3HauyeHue
MIIK, koTopoe v B3pOC/IbIX MOXKHO CYUTAThL NPEaNK-
TOPOM TIEPEIOMOB, Y IeTeii He OTnpenenseTcs.
JuarHo3s ocreonoposa y AeTeil ycTaHaBAMBAJICS Ha OC-

HoBaHuM ouuuansHoil no3uuuu ISCD. CornacHo eii,
nMonoOHbIH AMAarHO3 MOXKeT ObITh YCTAHOBJIEH TONBKO MPH
HAIMYMW KIMHUYECKH 3HAYMMOTrO MepejioMa B aHaMHese
(T. e. 2 unu Donee NMepeOMOB ITMHHBIX KOCTEH B BO3pacTe
10 net wau 3 u Gosee AMMHHBIX NMepeJoMOB KocTeii K 19 ro-
nam) u Z-nokazatenst MITK menee 2,0 win B cayuae o6Ha-
py:KeHus1 | MK HECKOMIBKMX KOMITPECCUOHHBIX NEPEIOMOB
MO3BOHKOB He3aBHCHMO OT pesyiastatoB MITK.

— bucdocdonarsl, win npenapaTsl 30J1¢APOHOBOI
KHCoThl, — yrouHuna Enena BacunwesHa, — cysxar cpen-
CTBAaMHM TMEpPBON JTHUHUMW [Js JeYeHWs OCTeornoposa
y neteii co CMA. [IpeumyiiecTBaMu 3TUX JICKAPCTB SBIACT-
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cg 6uonoctynHocTe 100 %, 3HAUNTEILHOE CHUXKEHUE PU-
CcKa repesoMoB B TeueHue 3 jer (mo3BoHku — Ha 70 %,
TpybuaTbie KocTi — Ha 41 %), cylliecTBeHHOE MOBbILLIEHHWE
MIIK B Teuenune 3 net (nozBoHku — 7 %, TpyOuarhbie
KocTH — 6 %) M, HakoHell, MaKCHMMaJIbHas TIPUBEPXKEH-
HOCTB JICUEHHUIO,

KpunTopxusm u HapyleHue epTUbHOCTH

Y NayueHToB CO CNUHaNbHOW MbILLEYHOW

atpotuen

Ha npumepe 3THX paccTpoiicTB foKIaauuK obcyauia
BIMSIHWE TIPENapaToB AJs MaTOTeHeTHYeCKOTO JeueHU s
CMA Ha pa3BUTHE IHIOKPUHHBIX HAPYLIEHHi1, K KOTOPbIM
MPUBOIMT YKa3zaHHOe 3aboneBaHue.

¥ manbunkoB co CMA cnaGocTs MycKynaTyphi 6pioii-
HOW CTEHKH BO BpeMsl BHYTPUYTPOOHOr0 Pa3BUTHS CTAHO-
BUTCH MMPUUMHON BLICOKOI YaCTOThI Cy4aeB KPUTNITOPXH3-
Ma (HecrnocobHOCTb OMHOTO WU 00OMX IUYEK OMYCTUTHCS
B MOIIOHKY). YacToTa ciryuaeB 1BYCTOPOHHETO KPUTITOPXHU3-
Ma Cpely JOHOLIEHHbBIX MJIaIeHLIEB MY>KCKOI0 1oJia B 00-
uieii nonynsuuu coctasnsier 2—4 %, Torna kak y 601bHBIX
co CMA I-II Tuna — 52—60 %.

[MocnencTBUAMHM HeleUeHOTO KPUMTTOPXM3MA 17151 MaThb-
yukoe co CMA cTtaHossiTca Gecrnonue (MOCKOIbKY Ciiep-
MaToreHe3 MOXKeT MPOUCXOIUThb TONbKO B OMYLIEHHBIX
CeMEeHHMKax, pacrnofo)eHHbIX B Oonee mpoxiaamHoit
cpenie MOLLIOHKH), a TaKKe B 3—7 pa3 yBeJWYeHHbIil pUCK
pa3BUTHSI paKa suiek.

— DKcnepuMeHTalbHbIe MOZIE/IH Ha XKMBOTHBIX, — CO-
obuiuna 3KcnepT, — AeMOHCTPUPYIOT, uyTo Genok SMN
HErNnocpeICTBEHHO UMEET pellialolliee 3HaUeHUe /17151 crep-
maroreHe3a. OlieHKa pa3BUTHS PENPOAYKTHBHOI CHCTEMbI
Ha Moze/sax caMuoB Mbilleit co CMA BeisiBHIa fereHepa-
LMIO KaHalblieB B TKAHW SIMYHUKOB, aTPO(HIO SHUYEK,
CHHKEHHE KOJMYeCTBa CIepMaTO30U0B, HapylIeHH
criepMaToreHesa ¥ pernpoayKTHBHOI cnocobHocTH. Hus-
Kast akcnpeccuss SMN1 B MIOpPUNOTEHTHBIX CTBOTOBBIX
KJIeTKax Oblna obHapy:kKeHa U y MyXKUHH € a300cniepMuei
MO CPaBHEHUIO CO 30POBLIMH 10OPOBOIBLIAMH.

Kak pucaunnam BNIUAET Ha [IJepTHIIbHOCTb

Monudukarop cnnaiicuira SMN2 pucaunnam sipnsi-
eTcd MpenapaToM ¢ CUCTEMHBIM AeiCTBUEM, MOBHIIA0-
mum ypoBeHb Genka SMN He TonbKO B HEPBHOIH cHCTEME,
HO ¥ B APYTUX OpraHax. 3To MOXKET UMETh MPEUMYIIIECTBO
B OTHOILIEHU U MIPEI0TBPAILIEH U1 CUCTEMHBIX OCTOXHEHH
3abo1eBaHus, B TOM UHCJIE U CO CTOPOHBI PEMPOAYKTHBHOI
CUCTEMBI,

[Mokasatenu dhepTUIBHOCTH C UCMTONB30BAHUEM PHC-
IUTIaMa OLIEHUBAIHUCH B TOKJTMHUYECKHUX HCCEIOBaHHSIX
Ha rpbi3yHax u o6e3baHaX. AKTVaJbHOCTb 3THX MCCAEN0-
BaHUil Obi1a oOycnoBiaeHa TeM, 4To 3Kcnpeccus SMN
uMeeT 60MbIlIoe 3HAaYeHHE 11 HOPMAJIbHOTO CIiepMaTo-
reHes3a M pa3sBUTHUSI AUYEK.
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B sTux e paborax Obl10 YCTAHOBIEHO, YTO PUCAM-
niaaM BAMSET Ha 3kcnpeccuto reHa FOXMI (oH ceazaH
¢ peryasiueil KIeTOYHOTO LKMKIa U CO3pEBaHMEM criep-
MaTO30MA0B), Hapyuiasg oOpa3oBaHHe CMepMaTO30MI0B
M MOTEHLMAIbHO BbI3bIBasl YACTUUHYIO WU TIOJIHYIO a30-
OCTIEPMHIO Y JKUBOTHBIX.

— He cneayer nu orcioma, — mocTtaBuia BOTPOC
E.B. To3nusiH, — npeanonoxeHue 0 TOM, YTO PUCIUIIIAM
MOJKET OKa3bIBaTh HEeTaTUBHbII 3(hdeKT Ha (hepTHUILHOCTL?
Ho He 6ynem Toponuthes ¢ BeiBogamu. O630p 6 uccneno-
BaHMii 3pPeKTHBHOCTH PHCIMIIIAMA Y CAMLIOB KPbIC MO-
Ka3ai, 4To Gosiee 4YeM Y MOJ0BHHBI )KMBOTHBIX HapyLLEHHUs
criepMaTtoreHesa Ha (hoHe BBe/leHHUsI TIpernapaTa OKasajluch
obparumbimu. [Tpuuem nsyueHnue rpacdvka odbpatumocTu
MOKAa3aJio JIMLIb BpEMEHHOE BIUSHHUE HAa CO3PeBaHMe criep-
MAaTO30M0B, A He IJTUTEe1bHOE MOBPEXICHHE MOMYASLUH
MEPBUYHBIX MOTOBBIX KIETOK CMEPMATOTOHMEB KaK Mo-
CleACTBHE CUCTEMHBIX MposiBiAeHUil neduuuta Genka
SMN. V kpeic nocie noay4eHus pucanmiaMa oTMedanach
0OpaTUMOCTb CMOCOGHOCTH MPOU3BOAUTE HOPMalbHOE
MOTOMCTBO.

B HacTosiiee BpeMsi 1aHHbIE O MOTEHLIMAJIBHOM He-
raTUBHOM BJIMSIHWUM pUCIUIIaMa Ha hepTUIbHOCTD y Ue-
JoBeKa WM 0OpaTMMOCTH TAaKOro BAMSIHWS, €CIH OHO
CYLLECTBYeT, OTCYTCTBYIOT. OHAKO NMPOBOAMTCS KIMHM-
yeckoe uccaenosanue 1V dasbl, npusBaHHOE OLEHUTH
(hepTHABLHOCTDb y B3POCIbIX MYKUMH, MOMYYaBILIHX Je4eHHe
npenapaToM pUCAUILIAM.

HapyuweHus pecnupaTtopHoi yHKUUU

V nauueHToB CO CMUHaNbLHOM MbILLIEYHOHU

aTpoduent

Tak Ha3zgana ceoe BeicTyrieHHe C.5. JlpaKoBa, K.M.H.,
MYJIbMOHONOT M Bpa4 (DYHKIMOHAJIbHOI AWATHOCTUKH
HayuHo-unccnenoBaTebcKOro KIMHUYECKOTO HHCTUTYTA
neauatpuu uM. KO.E. Bensruuiesa.

— K coxaneHuto, — coobiinna 3Kcnept, — npodaeMbl
C ObIXaHWEM SIBISIOTCS OCHOBHBIM (HaKTOPOM JIeTalbHOTO
ucxona npu CMA I—II tuna. M3BecTHEI cienyioime npu-
YMHbBI pecnUpPaTopHbIX HapyieHuid npu CMA: MblllieuHas
c1ab0oCThb ABIXaTeIbHONH MYCKYIATYPbI, TPYIHOCTH OTKALILTH-
BaHUs, TedhopMaliisl U PUTHIHOCTD IPYIHON KIETKH, CKO-
1103, a Takke HHMEKIIUK PeCMPaTOPHOIO TPAKTa.

Ecnu npu HOpMaibHOM IbIXaHUM HAPYXKHblEe MeXpe-
OepHble MBIl COKPALLIAKTCS W PACTATUBAIOT TPYIHYIO
KJIETKY, MO3BOJIsAs JerKMM PacTIpaBIsiTLCS BO BpeMsi BAOXa,
To nauneHThl co CMA u3-3a cnabocTi 3TUX MBILLILL TIPU
OBIXaHWU UCTIONb3YIOT nHadparmy. B pesynsrate npu ao-
Xe Ipy[Has KileTKa He pacTsaruBaeTcd. OHa TIHETCS BHU3,
a He Hapyxky. Hapyxy e BbInsgYMBaeTCs XKenyI0K.

— OcHOBHbIE BUIbl HAPYLLIEHUT AbIXaHWA Y B0NBHBIX
CMA, — nponoknaa 10KIanuuK, — 3TO PECTPUKTHBHLIE
paccTpolicTBa (ciabocTh AbIXaTENbHOM MYCKYIAaTyphl, Or-
paHUUYEHHE MOJABUKHOCTH IPYIHOI KJIETKH), 06CTPYKTUB-
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Hble HapylleHHUs (yxyalieHue GpoOHXHANTBHOI MPOBOIAK-
MOCTH M 3JaCTUYECKOH (PYHKLIMM JerkKux), HapyleHus
IbIXaHUS BO BpeMA CHa: CHHAPOM HOYHOTO arHO3 W FHI0-
BEHTUSILIMOHHBII CUHAPOM, a TAKXKe XPOHUUYECKasl Jbl-
XaTeabHasl HEMOCTATOYHOCTb.

OnucaHbl caenylolne CTaauyu PecnupaToOpHbIX HApy-
weHuit npu CMA:

— | cTtagusa: CHUXEHHE MBIIICYHONH CHJIBI CKEJIETHOI
MYCKYIaTyphl, MoKazaTtenu hyHKLUMU BHEUIHETO Ibi-
XaHu#a GIU3KH K BO3PACTHON HOpME;

— Il cranusa: cHuxeHne PyHKLMY BHELTHETO IbIXaHH,
¢1aboCTh 3KCNUPATOPHBIX MbILLL, OCA1a0NeHHbIH Ma-
03 EeKTUBHBIN KallleNb;

— III cranus: xpoHudeckas AbixaTelbHasl HEJAOCTATOY-
HOCTb Ha 3Tarne cyOKOMMeHcaluu, HOUHAasA THIoKCce-
MU U TUNIEpKaMHUs,;

— IV cranus: XpoHHUecKas AbiXxaTelbHas HEIOCTATOY-
HOCTb B CTaaiWM JAEKOMMEHCALMU — THUMOKCEMUs
NHEBHAas U HOYHas.
nst kaxa0il U3 3TUX CTanMil XapaKTepHbl HapacTalo-

I1E MO BbIPAXKEHHOCTH CUMITTOMbI PECTIMPATOPHBIX Ha-
pymwenuit npu CMA. Ha | ctanun xano0 eue HeT, dop-
cupoBaHHas XHM3HeHHas eMkocTh nerkux (DXKEJ)
coctapaser 45—70 %, HapyilueHU IbIXaHUA TTOABISIOTCS
TonbKo BO BpeMss REM-cha. Ha Il ctanum nauwnenTa Gec-
MOKOSIT roJIOBHbIe GOMM, ATHEBHAs COHJIMBOCTD, YaCThie
HouHble npobyxaeHus. ®XAKEJ cocraBasier menee 40 %,
catypauus kuciaopomom — meHee 92 %. Ilag 111 craguu
XapakTepHbl IMCITHO3, 1IMaHO3, TUMepceKpelus, Head-
dexkturHbIi Kamwenb. @AKEJ B Takux cayuasx onyckaet-
ca ke 20 %. Hakoneu, Ha IV cTaamMy Bo3MOXKHBI COCTO-
aHUs acHUKCUU U KOMBI.

JleyebHbie MeTOAWMHKHK Ha Pa3HbIX CTafUAX

CMUHaNbLHOMN MblleYHOW aTpoun

[Npn CMA noka3zaTenu XKM3HEHHOI €eMKOCTH Jier-
kux (ZKEJT) u @XKEJT co BpemeHeM yXyaLIaoTCs M3-3a YBe-
JIM4eHUs MbllIevuHOH ciaboct 1 ckonuosa. Huskuii moka-
3atenb AKEJl y naunentos co CMA sBnsieTcst npu3Hakom
HOYHOI1 TUMTOBEHTHJIALHWH U AbIXaTeJbHOI HemoCcTaTou-
HOCTH B JHeBHOe BpeMs. 3HaueHue KEJI Ha Bnoxe meHee
1,1 1 MOKET CBHAETENBLCTBOBATE O MOBbILIEHHOI NMOABEP-
JKEeHHOCTH JlerouHbiM HHbekuuam. CHmxkenune @XKEJ no
MeHee yeM | J1 CBS3aHO C NMOBBILIEHHBIM PMCKOM Pa3BUTHSI
NIbIXaTeJbHOIl HEIOCTATOYHOCTH U TIOCEAYOIIIETO JIeTalb-
HOro MCXOMa.

JleueOHble MeToauku npu | ctanuu pecnupaTopHbIX
HapyuieHuii no npuunHe CMA BkJloualoT KuHe3oTepa-
MHI0 HA OCHOBE [bIXAaTeJIbHOI TMMHACTUKHU NPH Je4eOHOo
(hu3KynAbTYpE, TPDEHUPOBKH C UCTIOJIb30BAHHEM [IbIXATENb-
HbIX TPEHaXXepOB, BOCCTAHOBIEHHUE roccoapuHreanb-
HOTO AbIXaHUs, @ TAKXXKe MMMYHHU3a1lMI0 TPOTUB MHEBMO-
KOKKa W TPUINA, KaKk U Npod)uAaKTHUKY OCTPbIX pecru-
paTOPHBLIX BUPYCHBIX MH(MEKLIUA.
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JleueGHbie meTonuku npu Il cranum pecnupaTopHbIX
HapylIeHUil TIpeAnoJaraloT MaHyalbHbIE MPUEMbI yIyu-
teHus 3¢pheKTUBHOCTH Kallljisl, BOCCTAHOBAEHHUE Ape-
HaXKHOUW (PYHKLIMHU JIETKMX C MOMOLIBIO TAKUX NMPUOOPOB,
KaK WHTPAIyJIbMOHATbHBII MePKYCCHOHHbII BEHTUIATOD,
oTKauLiuBarenb (MHcvddaarop/skceyddaarop). [pu
pHUCKe pa3BUTHUSA MHeBMOHUU Ha 3Toii ctanun CMA Heo0-
XOJMMO paHHee Ha3HayeHue aHTUOMOTHUKOB.

Jleue6Hbie meToauku npu Il ctanuu pecnuparopHbIX
HapyLIeHWil OCHOBAHbI MPeX/e BCero Ha UCTIONbL30BAHUMN
HWBJI Ha Bpems cHa. 3aech oueHb BaXHO cobaonaTh
pPeKOMEeH/IyeMble NapaMeTpbl NoA00HOI BEHTUISLIWH, Bbl-
MOJHUTb WHIMBUIYAIbHbBII MOA0OP MacoK (HOCOBBIX,
POTOHOCOBBLIX MY MOJHOJHULEBBIX), aKTHBHO MTPUMEHSITh
yBnaxHutenn. HeoGxonumo Ttakxke cienoBaTb TMTHEHH-
4YeCKMM CTaHIapTaM, B YaCTHOCTH KOHTPOJIHPOBaTh pe-
anbHOe BpeMa ucnoab3oBanua HUBJI u He nonyckats
kucaoponotepanuto 6e3 HUBJL.

Jleue6Hbie MeTomMKH nipu 1V cTanuu pecnupaTopHbIX
HapyweHunii npu CMA npennonaraloT Kak MoxHo Gonee
nnuTenbHoe coxpaHeHue nHeBHoit HUBJI ¢ ucnonszo-
BaHMeM 3arydHuKoB. M Tonbko Toraa, Kkoraa Bce BO3MOXK-
HOCTH 3TOr0 MeToa Oy/IyT UCTIOIb30BaHbI, BHITTOTHIAET-
CAl TPaxeoCTOMHUS C MOCTOSHHON BEHTHJSLIMOHHOI
MOAAEPKKOM.

l{auym BEHTUNALWIO Nerkux BblﬁupaeM
ONA NalLneHTa co CNMHaNbHON MbilLeYHOH
atpoduen?

— Tak uTo Xe BbIOpaTh AAd4 Balllero MalMeHTA
co CMA, — zanana sonpoc CetnaHa 3sansnosHa, — UBJI
unu HUBJ1? UBJ1 npennonaraer 24-yacoByr BeHTHISA-
LUI0 JIETKUX M MPUMEHAETCS B YCIOBMAX OTCYTCTBUS
CO3HaHHUA y nalueHTa, ocobeHHo yacto — npu CMA
I Tuna. [puMeHeHHe 3TOr0 MeTOAA NOAPa3yYMeBaeT MpPH-
oputeT nporHo3a xku3Hu. HUBJI npeanonaraer B ocHOB-
HOM 8—12 4 BEHTUJISLIMU JIETKUX, a Bcero He Bonee 16 u
B cytku. HUBJI npumenserca Toraa, Koraa naumeHT
HaXOAMUTCS B MOJHOM CO3HAHWM, U Yallle BCET0 UCMOJb-
svetcsa npu CMA 1—11 tuna. lpwu vcnonb3oBaHuu
3TOTO METOofAa Moapa3yMeBaeTcs MPUOPUTET KauecTsa
KU3HU,

[Mokazanus k npumeHenuro HUBJI TakoBsr:

— XpOHHMYECKas THEeBHast TUMIEPKAMTHUA C MapLHATBHBIM
nasieHuem auokcuna yraepoaa (PaCO,) Bbiuie
45 MM pPT. CT.;

— HoyHag runepkantuus PaCO, 6onee 50 mm pT. cT.;

— /IHEeBHad HOPMOKAIMHMS C POCTOM UPECKOKHOTO Ha-
npsikerns CO, (PtCO,) cebiuie 10 MM pT. €T, HOUBIO;

— BeicTpoe U 3HaunTenbHoe cHukeHue KEJT;

— niepe onepatueii no koppekunu ckonuosa npu AKEJ
meHee 60 %:

— Kak Ma/uIMaTUBHask Mepa MpH OdbIIIKE,
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— Xortena 6bl TENEPb, — MPEAIOKUIA SKCNEPT, — 00-
CYAUTb OCHOBHbIE PUHLMIMBI KOHTPOJIS W MOAEPKAHUS
pecnupaTopHoit pyHKuuKM y nauneHToB co CMA B 3aBu-
CHMOCTH OT UX QYHKIMOHATbHOTO cocTosiHMA. HauHem c
MalHeHTOB, KOTOPbIE HE MOTYT CHIETh. 32 TAKUMH DOJb-
HbIMU HeobxoauMo peryisipHoe HabnoaeHue. MM noka-
3aHO KOMOMHMPOBAHHOE APeHUPOBaHUe MOKPOTHI. Beem
maaneHuam ¢ cumntomamMu CMA pekomeHayeTcsl paHHee
HazHaueHue HUBJI ana npenoTepaiieHus nporpeccupo-
BaHUWS [bIXaTeIbHOI HEJOCTATOYHOCTH, MOAAEPKAHUA
pocTa rpyAHON KIeTKH W YMEHbUIGHHS BbIPaXKeHHOCTH
OJIBILIKH.

[Mauuentam co CMA, KoTopble HE MOTYT CUAETb, TO-
KazaH rnoabop MuHuMyM 2 macok o1 HWBJI, u no noka-
3aHUAM JUTSl HUX BBITIOJHAGTCSI TPAXEOCTOMMSI € anbHeli-
LIEH UCKYCCTBEHHOH BEHTHISALLMEN JIETKHX.

Cunsuum naureHtam co CMA nokaszaHo peryaspHoe
Habmonenue. Becem nanmenTam c cuMnromamu 3abonesa-
Hus Heobxoauma HUBJI no nokazanusam. bonblinHcTBO
NMalMeHTOB HauuHawoT noab3oeatsess HUBJI npu npucoe-
NIWUHEHWU OCTPOI pecnUpaTOPHON BUPYCHOM MH(MEKLIMH.
BceM 3TMM maumMeHTaMm MoKasaHO PeryisipHOe IpeHHpo-
BaHHe MOKPOTbI, @ TAKXKE COMHOJOTHYECKOE UCC/IeIOBAHHE
[17151 BBISIBJIEHUS CUHAPOMa HOYHOTO arHo3.

— s xonsuux nauneHtoB co CMA, — pacckasana
NOKNIaA4YMK, — HUKAKHUX MPOAKTHBHBIX BMELIATENbCTB
He TpeOyetcs. B To ke Bpems um HeobxonuMa peryisipHas
oleHKa 3(GEeKTUBHOCTH Kalisl, KAK U CUMIITOMOB [ibl-
XaTelbHBIX PACCTPOICTB BO CHe, a Takke u3mepeHue KEJI
unun ©AKEI]L.

— Wrak, Haneloch, — MOOBITOXKKWIA CBOE BBICTYILIEHUE
CpemiaHa 3Banni0BHa, — 51 yOenuaa Bac B TOM, YTO MpoGieMa
HapylleH!s pecriupatopHoii hyHKUMK y natmeHToB co CMA
SIBJISIETCS] OYEHb CepPbe3HOii. B To ke Bpems neroyHsie pac-
crpoiictea npu CMA npenckasyeMbl, M BO3MOKHa MX Npodu-
JIAKTHKA. Y3Ke CYLLECTBYIOT ieueOHble METOAMKY [Usl Ipothu-
JIAKTHUKK TPOTPECCUPOBAHHS PECTTMPATOPHBIX HAPYILEHWI.
PaHH$I51 MHULMALIMS HEMHBA3WBHO# PECMpPaToOpHOI noaaep-
JKKH € TIOJIOKUTENbHBIM [aBJIeHUEM Ha BbIIOXE MO3BOJSET
130eXKaTh MPOrpeccHpPOBAHMS IbIXATETbHON HEIOCTATOYHOCTH
Y Pa3BUTHS KU3HEYTPOXKAIOUIMX COCTOSIHHIA,

ﬂepopaanaﬂnaToreHeTuqecuanTepanMﬂ

C CUCTEMHBIM JeICTBUeM: laHHbIe DYTHHHOFI

KHMHHHECHOﬁHDaHTHKM

Joknan ¢ TakMM Ha3BaHUEM MpeacTaBuiia 3aBe/yioniast
MCHUXOHEeBposorHueckuM otaeneHueM Ne 3 BopoHekckoii
obaacTHO AeTCcKOoil KAMHWYecKoH GoabHHLBI No |,
k.M. H. M.C. KneiimeHosa.

— B Haiuuem oTneneHuu, — 3aMeTHIa AOKJIAAYHK, —
Mbl HAKOTIMIH yKe 4-TIeTHil OTIBIT UCTIOAb30BaHUS MATO-
reHeTHYeCKO# Tepanuu y geteit, crpagatoimux CMA.

[Mpu nerckom HaceneHuu Boponexkckoii obmactu
350 teIC. uenosek Ha yuete co CMA y Hac coctoat 27 na-
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uueHTOoB B Bo3pacte oT 10 mo 17 ner. lonn MaibYMKOB
M I€BOYEK MPAKTHYECKHU PABHBI, M TAKXKE MPUMEPHO paB-
Hbl gonu mauueHToB ¢ I, 11 u 111 Tunamu 3abonesanus.
BobUIMHCTRO HAIIMX MALMEHTOB MOTYT cuaeTh (12 ne-
Teil), xomaT 8 nalnMeHTOB, JexXaT 7 GONbHBIX.
bonbmmHCTRO neTeit, a iMeHHO 14 nauueHToB, Noy-
YalT pUCAUTUIAM. BTH DoJbHBIE ObUTH BKIIIOYEHBI B TPOrpam-
MY IOpErMCTPALIMOHHOTO 1ocTyna K npenapaty. [Tockonbky
YV MHOTHMX M3 3THUX AeTeil Mbl VBUICIH MOJOXKHUTEIBHYIO I1-
HAMHMKY, OBLI0 pellieHO OCTABUThL MX HA JaHHOI Tepanuu.

Takke 7 mauMeHTOB y HAC MOAVYWIN OHACEMHOTEH
aGenappoBek, 3 MalMeHTa MPOAOAXKAIOT Tepanuio HYCH-
HEPCEHOM, 3 — MOJVYAOT CHMIITOMAaTHYECKYI0 Teparmio.
Onux GonbHOI, YTOUHWIA SKCMEPT, UMEET TSXKeI0¢e Mo-
pakeHHe roJOBHOTO MO3Ta Mo NMpUUKHE achUKCHM U Ha-
xoautcst noma Ha UBJL.

— Cpenun naumeHTOB, MOJAYYAMWMX PUCIUILIAM, —
coobumna M.C. KneiimeHoBa, — v 2 60ILHBIX THATHOCTH-
posaH | Tun CMA, y 9 — Il tun, y 3 — [l Tun.

Hanee Upuna CraHKuciaBoBHA NpeacTaBuIa KIMHH-
yecKMi cayvail pebeHKa, MoJy4yalolIero pUCIMIIaAM
B cBa3u co CMA [ Tuna u umetontero 2 konuu reHa SMN2,

BospacTt naumeHTa Ha MOMEHT Hauyaja Je4YeHUs: Co-
crapasan 7 Mec. Ouexka no wkane CHOP-INTEND co-
OTBeTCTBOBaja Bcero 3 6annam. PebGeHok Haxomuncs
B KpaiiHe TsKea0M cocTossHUM. Co CTOPOHBI HUKHMX KO-
HeyHocTeil HaGaroaaaach ML MUHUMAbHAA IBUTATE b~
Hasg aKTUBHOCTb B JIMUCTANBHBIX OTAenAax HoT [lBuXKeHuUd
B pyKax ObLTH BO3MOXKHBI TOJIBKO B TOPH30HTAILHOM TL1I0-
ckocTu. PeBeHOK He MOT MOBEPHYTh FOJOBY B CAarMTTa/lb-
HOIi miaockocTH. Takke y Hero GbUIO MapagoKcaibHOE
NbIXaHHe.

BTOT NalUeHT B TeueHue 12 Mec nmoayuan pucaumniam.
B pesyabraTe NogBUINCH AKTUBHBIC NTBUKEHHS B KOHEY-
HOCTSX, CTAM BO3MOXKHbI TOBOPOTHI FOJOBLI M BCEro Tea
Ha 6ok. Ouenka no wkane CHOP-INTEND Boipocna no
24 6annos.

[Hanee neueHue npogomkanock 3 rona 5 mec. PebeHok
CMOT CHIETH B IETCKOM Kpeciie, 3aHUMAaThLCS C MTPYILIKAMH,
COBEpLIATH Pa3HOODpa3Hbie ABUKEHHS FOJOBOM, TYJIOBH-
ieM 1 KoHeyHocTsamu. Ouenka no wkane CHOP-INTEND
cocTaBuaa 38 6annos.

[Mocne 3Toro NeyeHue pUCAUIIIIAMOM MPOAOTIKHIOCE.
Korna ero nponoiaxkutenbHocTs cocTaBuaa 80 Mec, oLigH-
ka no wkaite CHOP-INTEND Beipocia no 39 6amios.

bnaronpuaTHbI Nnpohunb 6e30NacHOCTH

pucaunnama

Crnenyroouiuii KTMHUYECKMI ClIyuaid, MpeacTaBIeHHbII
SKCMEePTOM, OTHOCHIICA K AeBouke ¢ 3 Konuamu SMN2,
KOTOpas Hauana noay4yath Teparnuio pUCIUILUIAMOM B BO3-
pacte 6 net 2 Mec. Ha MoMeHT Hauana neueHHs OLIEHKA MO
wkante HFMSE cocrasnsana 31 6ann, no wkate MFM —
32—46 %, B TecTe 6-MMHYTHOII X0nkOBI — Beero 5 M. [lo Ha-
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yana JeuyeHus IeBOYKa MOIIA CHIETh, CAANTLCS, HO CTOATh
TOJILKO Y OIMOPHI, XOAWThL OHA HE MOIJIa.

Bcero 4epes 2 Mec Tepanuy pUCIMILIAMOM MallMeHTKa
cmoria xoauTth. Ouexka no wkane HFMSE cocrasnsina
31 6ann, no wkane MFM-32 — 46 %, B Tecte 6-MUHYTHOI1
xoawobl peayasrat coctaBua 10 M. Korna Bospact peGeHka
nocTur 7 AeT 5 Mec, a MpPoOAOKUTEALHOCTL Tepamnuu
K TOMY BpeMeHHu cocTaBuia yxke | rog 8 mec, neBouka
cMoria 3a0paThCa Ha CTYJ1 U BIIEPBbIC IOCMOTPETh B OKHO
cBoeil KoMHathl. Tenepb ee nBMKeHUs cTanu Gonee Obic-
TPBIMHM, JyUllle CKOOPAMHMPOBAHHBIMU, NEBOYKA MOTIA
MPOXOIUTH Bee 6OnbIKe paccTosHKA. CyIlIeCTBEHHO VIyu-
LIWJIKCH MTOKA3aTeIM MO BCeM LIKaliaM.

Korna nponomKuTe1bHOCTh MATOTEHETHYECKOI Tepa-
MU cocTtaBuaa 2 roga | Mec, IeBOYKA MOLLIA B IIKOJY.
XonuTh OHa Moria 6e30 BCAKUX TEXHUUECKHUX CPEICTB.

B HacTog1iee BpeMsl MPOAOKUTENBHOCTE TEPANuu
cocTtapageT yxke 3 roga 8 Mec. @yHKLKHA MOCELICHUS e~
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BOYKON LIKOJbl U CBODOOHOTO MepeaBUXKEeHUS BHYTPHU
3TOTO 34aHUS MOTHOCTLIO COXPaHAETCA.

[lpu nmocienHeMm TECTHPOBAHMM OLIEHKA MO LIKaje
HFMSE cocrapnsina 45 6awos, no wkane MFM-32 —77 %,
B TecTe 6-MHUHYTHOI X0ah0bl — 154 M.

— 3a Bechb nepuon HabmoaeHUs 3a 3TOH MallMeHT-
KOi1, — moabiToXKa cBoe BeicTymneHue Mpuna Cranu-
C1aBOBHA, — Mbl OTMe4alu HeMpPEePbIBHYIO MOTOXHUTEb-
HYIO IMHAMUKY, U He ObLIO 3aperMcTPUpPOBaHO HU OIHOI
HexkenaTtenbHo# peakunu. WTak, Tepanus npenapaTom puc-
OUMIaM JEMOHCTPUPYET YMEPEHHYIO MOMOXKHUTENbHYIO A1-
HAMMKY B COCTOSIHMM CUMITOMATHYECKMX MallMeHTOB. X0-
poiuii npodunes Ge3o0nacHOCTH pUCAMUTIIaMa NMOATBEPKISH
OTCYTCTBMEM HeXellaTelbHbIX peaklKii, 00yCI0BISHHBIX
npuMeHeHueM npenapara. Kak npenapat ¢ cucTeMHBIM Jieii-
CTBHEM, PUCAWILIAM AEMOHCTPHUPYET MOJOKUTEAbHYIO 11~
HAMUKY B BHJe yayulleHHs GYHKLIMU BHELIHETO AbIXaHUS
M CHHIKEHHM$ YMCia PecnUpPaTOPHLIX 3a001eBaHUIA.

Mamepuan nodzomosun k.m.H. Arexcandp Polios.



