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Kinanyeckuii ciyyaii 0oJ1e3nu I1ommne

C MO3JHUM HaAYaAJI0M

C.A. Karownuxoe, T.b. 3acopoeckaa, C.A. Kypbamoe,
H.A. Kpomenxkoea, E.IO. 3axapoea, C.H. Harapuowrxun

B cTaTbe npencTaBneHo onvcaHve Peakoro KIMHUYeCKoro HabnaeHus — cnyyas 6one3Hu Momne ¢ nebioTom 3abonesa-
HUS HA BTOPOI AeKaze XU3HWN Yy XeHLHbl 36 neT. MpuBeaeH KpaTknii 0630p COBPEMEHHbIX NPeACcTaBNeHnin 06 aTMonorum
1 naToreHese 3ab0eBaHUS, ABNSIOLLErOCS B3POCon dopmoit rmnkoreHo3a |l Tuna, 0CHOBaHHbIX HA HOBEWLLIX MOJIEKYNSP-
HO-FeHEeTMYECKNX N BUOXMMMYECKMX nccnenoBaHmax. O6cyxaalTcs Bonpock! anddepeHumanbHOM ANarHoCTUKA U TaKTUKK
ONarHoCTMYECKOro noncka npy AaHHOM IM30COMHOM natonornn. OnncaHsl NPUHLMIMBI NAaTOreHeTUYeckon hepmeHTo3ame-
cTUTEenbHOM Tepanun 6onesHu MNMomMne ¢ NoMoLLbIO NpenapaTa anmioko3vaasa o. CaenaH akUEeHT Ha BaXHOCTU obcnenosa-
HUSI LENEBbIX KATErOpUiA MaLMEHTOB C BO3MOXHO H60Jiee paHHUM BbISIBJIEHMEM Cily4aeB 3ab0neBaHs C LeNblo MaKCUMasbHO

pPaHHero Ha4ana natoreHeTn4ecKoro ie4eHnd.

KnioueBble cnoBa: M3ocoMHble 60/1Ie3HN HakomsieHns, 6o1e3Hb NomMne ¢ No3gHNM HavyanoM, bepMeHTonaTms, MMOANCTPO-
U, GH3UMOANArHOCTUKA, MOJSIEKYNIAPHO-TEHETUYECKN aHanm3, pepMeHTo3aMecTUTeNbHaa Tepanus, anrnioko3naasa o.

BonesHb Momne (BI) asnsetca peokum (“opdaHHbiM”)
HacnenCTBEHHLIM 3a00NIEBAHMEM, BCTPEYAIOLLMMCS B NOOGOM
BO3pacTe, WMEIOLWMM ayTOCOMHO-PELECCUBHBIA MEXaHWU3M
nepeaayy U OTHOCALWMMCS K Tpynne SM30COMHbIX 60ne3Hei
HakonneHus. Apyrummn n3BectHbiMy HanmeHoBaHuamm bl aB-
NATCA Takke “rnnkoreHo3 Il Tuna” un “geduumnT Kncnow manb-
Tasbl”. ICTMHHAs pacnpocTpaHeHHOCTb 3ab0neBaHns B Mupe
OCTaeTCs Hen3BECTHOW. [porpaMmbl pPacCLUMPEHHOrO HEOo-
HaTa/IbHOr0 CKPWHWHIA Ha MPeaMET BbISIBNIEHNS JIM30COMHbIX
6GonesHelt HaKOMIeEHNs NO METOAUKE “CyXOro MsTHA KpPoBu”,
nposoauBLUMecs B ABCTpUM 1 Ha TaliBaHe, BbIIBUNK OGonee
BbICOKYIO, YeM OXMNAaN0oCh, PacnpoCTPaHEHHOCTb JAHHOrO 3a-
6oneBaHnsa B 3TMX cTpaHax [1, 2]. B HacTosLee Bpems OpueH-
TMPOBOYHAs OLLeHKa pacnpocTpaHeHHocT Bl B mupe oueHn-
BaeTcs npumepHo 1 : 40000 [3]. 3aboneBaHune Bnepsble Obino
ONMCaHO ronnaHackMM natonorom MoaHHom KaccuaHycom
Momne (Joannes Cassianus Pompe) B 1932 r. B ctatbe “Over
idiopathische hypertrophie van het hart” (“O6 nguonatuyeckoin
runepTpodumn cepaua”), B KOTOPOR nccnegosatenb NpeacTa-
BUJT C/ly4yall MaTONOr0-aHaTOMMYECKOro UCCnefoBaHus ABy-

Cepreit AHaTonbeBuY KIIOWHUKOB — KaHA. Mend. Hayk,
Be. Hayd. coTp. V HeBposoruyeckoro otaeneHns MreHY
“HayyHbI LeHTp HeBponorum”, Mockea.

TatbaHa BopucoBHa 3aropoBckas — KaHA. Mef. Hayk,
Hay4. coTp. V HeBposornyeckoro otaeneHms ®rEHY “Hayu-
HbIA LLEHTP HeBponorum”, Mocksa.

Cepreii AnekcanppoBeud Kyp6aToe — Bpa4-reHetvik Bopo-
HEXCKOro 06/1aCTHOr0 KJIMHMYECKOrO KOHCYIbTaTUBHO-AMa-
rFHOCTUYECKOro LIeHTpa.

UpuHa AHppeeBHa KpoTeHKOBa — acnuvpaHT OTAENEeHUs
nyyeBon guarHoctuku PrbHY “HayyHbli LEHTP HEeBpPOso-
rmn”, Mockea.

ExkaTtepuHa lOpbeBHa 3axapoBa — [OKT. Me[. Hayk, 3aB.
nabopaTtopuen HacneacTBeHHbIX 6one3Hen oomeHa PreHY
“MenunKo-reHeTM4eCcKnin HayyHblii LeHTP”, Mocksa.

Cepreit Hukonaeesny UnnapuolukuH — npodeccop, 3am.
OMpeKTopa No Hay4yHoW paboTe, pyK. OTaena UccieLoBaHui
mMo3ra PrEHY “HayuHblin LeHTp HeBposorun”, Mockaa.
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M$Sl FO4aMu paHee ymepLUen 7-MeCs4yHON AEBOYKN, Y KOTOPOM
NpW XWU3HW HApsioy C CEPAEYHON HEAOCTATOYHOCTbIO OTMEeYa-
nacb MbllleyHas cnaboctb [4]. Mm Obina obHapyxeHa runep-
Tpodus MUOKapAa 1 MacCMBHAs BaKyonm3auust NpakTUyecku
BCEX TKaHel, 0COOEHHO CKeNeTHbIX MbILWWL, U Muokapaa, npu-
4eM BaKyOoSIM COAEPXANN MUKOreH C HOPMasbHON CTPYKTYPOW.
B nanbHeiwem nogobHble knMHU4eckne n mopdonornyeckmne
onMcaHns NepruoanyYeckn NOSBASINCH B HAYYHOW UTepaType.
B 1954 r. G.T. Cori Bnepsble knaccuduumposan bl kak ravkore-
Ho3 Il Tvna (B oTAMyme OT rrkoreHo3a | Tvna — 6onesHu Mpke,
npu KOTOPOI MMKOreH HakanaMBaeTCsl NPenMyLLECTBEHHO B
rieyeHmn 1 noykax), oaHako nmwb B 1963 1., cnyctsa 30 net nocne
nepBoro onncaHus 3abonesaHusl, 6enbrnicknM GUOXMMUKOM
lenpu fepcom (Henri-Gery Hers) 6611 OTKpbIT GepMEHT kucnas
ManbTasa (kucnas o-1,4-rnoko3maasa) 1 nokasaHo, 4To B OC-
HoBe Bl nexut aeduumut 4aHHOro 3H3MMa, JI0KaNIM3YIoLLLEerocs
B nn3ocomax [5, 6]. Takum obpasom, B cTana nctopmnyeckm
nepBbIM 3a60NE€BAHNEM, OTHECEHHBIM K PYMne JIM30COMHbIX
6one3Helt HaKoMNeHUs, KOTopas K CEeroAHAWHEMY AHI0 Hacuu-
ThiBaeT yxe 6onee 50 HO3010rM4eCKMX GOPM.

MonekynsipHas npupoga BIM v natoreHe3 3aboneBaHust
Obln pacwmdpoBaHbl B KOHLE XX Beka, Korga pasfiMyHbiMy
rpynnamu uccnegosateneli 6bin noeHTMGUUMpPoBaH reH GAA,
nokanuaytowmiica Ha 17-i xpomocome B nokyce 17025.3
1 COCTOSALWMIA 13 20 3K30HOB, KOOMPYIOLUMX CUHTE3 KUCNON
o-1,4-rntoko3maassl — 6enka, coctoaLero u3 952 aMmHoknc-
NOTHbIX ocTaTKoB [7-10]. B HOpME AaHHbI PEPMEHT KaTanu-
3MpYyeT OfHY M3 peakuuii pacLLenneHns mMyKoreHa, npu ero
neduumTe NPoncxoanT n3bbITOYHOE AEMOHUPOBAHWE MMKO-
reHa B JIM30COMax PasnnyHbIX OPraHoB 1 TKaHeW, HO npexnae
BCEr0 B CKENETHbIX MbILILAX, MUOKApAEe, MbILLEYHbIX CHOSX
NPAMON KMLLKN 1 MOYEBOIO My3bIPs, MMaAKOMbILLEYHbIX KNET-
Kax COCY[OOB, MEYEHW, YTO MPUBOAUT K MOCTEMEHHOMY pPas-
BUTWIO CTPYKTYPHO-(DYHKLUMOHANbHBIX HApYLIEeHWA B KieTkax
COOTBETCTBYIOLMX OPraHoOB C WX MOCNefylolWein rubenbto.
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B nocnepHue rofbl 60bLIOE 3HAYEHME B MaTOreHe3e KneTou-
Howvi rmbenu npw BN npugaeTcs HapyLWeHWMIo 04HOMO U3 TUMO-
BbIX NATONOMMYECKNX MPOLLECCOB — IM30COMHON ayTodarmu,
OCYLLECTB/ISIEMOI MNPV NOMOLUM JIM30COMHON Aerpagaunu,
UMeEIOLLEe B HOPME BaXHOE 3HA4YEHUE A1 NOAAepXaHus Kne-
TOYHOro romeocTtasa [11]. K HacToswemMy BpeMeHN OnmMcaHo
cebilwe 300 mytaumin reHa GAA, GONBLIMHCTBO M3 KOTOPbIX
ABASIOTCS NATOr€HHbIMU, MPUBOASALLMMU K CUHTE3Y SH3MMA C
PEe3KO CHWXEHHOW akTMBHOCTbHIO A0 1-30% OT HOopMbl. Basa
JaHHbIX OOHAPYXEHHbIX MyTaumii reHa GAA [OCTynHa OH-
narH (no agpecy http://cluster15.erasmusmc.nl/kign/pompe/
mutations.html?lang=en). BONLLMHCTBO ONMCAHHLIX MyTaLMIA
BCTPEYAIOTCA B €OMHWYHBIX CNy4asiX B OTAESbHbIX CEMbSIX,
XOTS1 OMNMCaHbl U Tak Ha3blBaeMble MaXOpHble MyTauumu, pac-
NpPOCTpaHeHHble B 60NbLUMX NONynsaumsx. Tak, Cpeav AeTen n
B3POC/IbIX €BPONEOVAHOW packl HEPEAKO BCTPeYaeTcs cnnan-
cvHroeasi Mytaums ¢.-32-13T>G (IVS1), npuBoasiLas K CHuxe-
HWio akTnBHOCTU bepmerTa Ao 10-20%, B kuTarickom nonyns-
ummn ocTpoBsa TaiBaHb pacnpocTpaHeHa myTaums ¢.1935C>A
(p.Asp645Glu) n 1.4. [12, 13]. MHOrUMK nccnepoBaTensiMm
Oblna NokasaHa 3aBUCMOCTb Bo3pacTa AebioTa 3aboneBaHus,
TSKECTU €ro TeYEHUsl, PaCNPOCTPAHEHHOCTU MATONOMMYECKO-
ro npouecca OT xapakrepa MyTauuii U CTENEHN OCTaTOYHOW
AKTMBHOCTW KMcnow o-1,4-rnoko3maasel [11]. BonesHb MNomne
3aperncTpupoBaHa B 6a3e aaHHbix OMIM (Online Mendelian
Inheritance in Man) nog Homepom 232300.

NoeHTndurkaums depmeHTonatMm M reHHoro gedekra
chenana BO3MOXHOIN pa3paboTky MEeTOAoB BMOXMMMYECKOW
n OHK-pgparHoctukn 3aboneBaHuns. Beayumm coBpeMeEHHbIM
mMeTooM nabopaTtopHoit amarHoctuku Bl sBnseTcsa onpe-
OeneHne akTMBHOCTU depmMeHTa Kucnonm o-1,4-rnoko3naassl
B KPOBM METOAOM TaHAEMHON Macc-cnektpometpun (TMC).
Havnbonee ynobHeiM cnocobom 3abopa v TPaHCMOPTUPOBKU
mMaTepvana 4fis UCCNefoBaHNs ABASETCS BbICYLUMBAHME NATEH
KPOBM Ha Mojockax creuuanbHoi GunsTpoBanbHoin Gymarn
(meTogvka “cyxoro nsitHa kposu”). OHK-pmarHocTtvka 3abo-
NleBaHNS METO0M NMPSIMOr0 CEKBEHNPOBaHMS BCex 20 9K30HOB
reHa GAA NpuMMeHsIeTCs B Ka4ecTBe MOATBEPXAAIOLLErO Me-
TOZa B Clyyasix BOZHUKHOBEHUS Npobiem C MHTepnpeTaumen
pe3ynsLTaToB 3H3UMOAMArHOCTUKM, a Takke Npu NPOBEeAEHNN
npeHatanbHOM W npeapiMNAaHTaUMOHHON AMarHocTukmu brl.
BcnencTeue cnoxHocTn 1 goporosusHel JHK-aHanmsa, obyc-
NOBJIEHHBIX pasMepammn KoaupytoLein obnactv reHa u 60nb-
LUMM KONMYECTBOM OMMUCAHHbIX NATOFEHHbIX MyTaLMiA, AaHHbIN
METOA, AMArHOCTUKN OOCTYNEH NUlb CNeusann3vpoBaHHbIM
nabopaTopusMm.

B HacToswee Bpems rmMkoreHo3 Il Tmna, n3BeCTHbIN Kak
BN, noapasnensieTcs B 3aBMCUMOCTY OT Bo3pacTa AebtoTa 3a-
6oneBaHNs 1 0COOEHHOCTEN KNMMHNYECKMX MPOSIBNEHWI Ha OBa
OCHOBHbIX noaTuna [14, 15]:

o nHOaHTULHYIO (MNageHyeckyio) Bl (“knaccuueckasn” BI) ¢
MaHudecTaumel 3aboneBaHyst Ha NEPBOM roy X13HU;

e Bl ¢ No3aHMM Havyanom, 00beanHsIoLLYI0 paHee Bbiaense-
Mble GOPMbI C HA4YaIOM B ETCKOM, IOHOLLECKOM 1 B3POCIIOM
BO3pacTe.

NHpaHTunbHas Bl - Hanbonee Taxenbiii 1 patansbHO Npo-
TEKaLWWA BapnaHT 3ab0NeBaHNS, XapakTePHON 0COOEHHO-
CTbt0 KOTOPOrO SIBSIETCS MOIMOPTraHHOCTb U MOAIMCUCTEMHOCTb
natonoruun. XapakTepHbl MblLLEYHAS TMNOTOHNS (CUHOPOM “BS-
noro pebeHka”, B aHrMOA3bIYHOM HAYYHOW NIMTEepaType MMeHy-
emblli “floppy baby syndrome”), 3agepxka MOTOPHOro pa3su-
IS, pecnupaTopHas HeJoCTaTOYHOCTb BCEACTBME CnabocTu
[OblXaTeNbHOM MYCKynaTypbl, BblpaXeHHas ceppaedyHas Hepo-
CTaTO4HOCTb Ha POHe runepTpoduyeckor kapavommuonaTum
C pasBUTMEM KapauoMeranvu, renatomeranvs, HapylueHue
rPYLHOr0 BCKapMAMBaHMUS, YBENMYEHWE $3blka (Makpornoc-
cust). JaHHbIA KNMMHUYECKNIA BapUaHT OTanYaeTcs Hebnaronpu-
ATHBIM 3/10KAYECTBEHHBIM TEYEHUEM, OONbHbIE AETU 0ObIMHO
norn6atoT Ha NeEPBOM-BTOPOM oy XW3HU BCNEACTBUE UHTEP-
KYPPEHTHBIX MHDEKLMIA U IErOYHO-KapAMANbHBIX OCIIOXHEHNIA.

BonesHb Momne ¢ no3gHWM Havanom aebloTupyeT nos-
Xe, 006bIY4HO B AETCKOM W IOHOLLECKOM BO3pacTe, 0flHaKo BO3-
MOXHO Havano 3aboneBaHVst U Ha TPETbEN-IecTon aekagax
Xun3Hu. Mo3gHuii neboT 3abonesaHns COMPsSXeH C OTHOCU-
TEeNbHO MArkuM 1 6onee LOBPOKAYECTBEHHBIM TEYEHWNEM, CO-
OTBETCTBYKOLWMM HEHOTUMY KOHEYHOCTHO-MOSICHOW MbILLEYHOM
ancTpodun. HaumHaeTca 3aboneBaHye ucnoaBonb — pebeHok
WM NOAPOCTOK OTMEYAET NosiBNeHne cnabocTy B Horax, cTa-
HOBUTCS TPyOHEE CNpaBfsiTbCA C MPUBLIYHBIMU HUINYECKM-
MU Harpy3kamu. 10 Mepe nporpeccupoBaHust 3aboneBaHuns
NosIBASIETCA U NOCTEMNEHHO HApacTaeT MbllleyHas cnabocCTb,
BO3HMKAIOT 3aTPYAHEHNUS MPU NOAbeME NO NeCTHULE, BCTaBa-
HUK C KOPTOYeK, 6ecnokosT 60M B MbILILAX CMWUHBLI U KOHEY-
HocTeit. lNocTeneHHo NPUCOeANHSAETCS OAbILIKA NPU He3HaYM-
TenbHOM Gr3nyYeckon Harpyske. 1o mepe NporpeccrpoBaHns
3a60neBaHNs CYLLECTBEHHO M3MEHSIETCA Noxoaka, Bcé 6onee
HaNoOMMWHaOLLAS TUMMYHYIO MMOMNATUYECKYIO “YTUHYIO” MOXOA-
Ky. Mpun BCTaBaHUM C KPOBATU, KOPTOYEK NALMEHT NPUMEHSIET
“mMmnonatunyeckune” npnemsl camonomowm. K npumepy, Bctaea-
HWe BONLHOro C KPOBATK M3 MONOXEHUS NexXa Ha CNUHE Npo-
NCXOAMT “NECTHUYHBIM” cnocobom (Npuembl foBepca) — nyTem
nocnenoBaTebHOro MOBOPOTA Ha XXMBOT, BCTaBaHWs Ha YeTBe-
pEeHbKM, pa3rnbaHns HOr B KOJIEHHbLIX CyCTaBax, yAEPXMBasCh
pykamu 3a rofieHy, HakOHeL,, BbINPSMIEHWS TyN0BULWA C YMO-
poM pykamu B Gegpa. Bcnencteue cnabocTu ApiXaTesbHOM
MYCKYNlaTypbl pa3BrBaeTCs pecrnmpaTopHas HeJOCTaTO4YHOCTb,
noHavany BbIIBASIEMast NUWb NPU MCCNeaoBaHuy yHKLMK
BHELUHero fAbixaHusa (cnvporpacwuu). lNposeneHus cepped-
HOI HeJ0CTaTOMHOCTU Npu no3aHeM aebiote Bl BCTpeyaloT-
CSl 3HAUMTENbHO pexe, Yem npu nHdaHTUILHON Gopme 3a-
6oneBaHns. OTaeNbHbIE MbILLLbI U LENbIE MbILLEYHbIE TPYMMb
NPEVMYLLECTBEHHO MOSICOB BEPXHUX U HUKXHUX KOHEYHOCTEMN
aTpodUPYIOTCSH U 3aMeLLaloTCs XUPOBOWN TKaHbIO, Y NauueH-
TOB CYLLECTBEHHO CHWXaeTcs macca Tena. lNpu onvTensHoM
TeuyeHun 3ab0neBaHNA CTPafalT OpoManaMBysapHas Mycky-
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Puc. 1. KomnbtotepHasa 10-
morpacus 6enep 1 roseHen.

natypa v opyrve MUMMYECKUE MbILLbl — NALMEHTbl HAYMHA-
0T UCMNbITLIBATb TPYAHOCTM MPU NepeXeBbliBaHUN NULLM, 10-
TaHWK, NOMbITKE BBIBECTV U3 MOMOCTY PTa A3blK, NOCBUCTETb
1 T.0. XapakTepHa CKIIOHHOCTb K Pa3BUTUI0 MHDEKLMIA BEPXHMX
N HWXKHUX ObIXaTesbHbIX NyTen. MNauneHTbl, UMeoLWwme AaHHbIR
KNMHUYeCKnin BapuaHT BI1, MOTyT XUTb HECKOMbLKO AecsTue-
TWUIA, CMepTb HacTynaeT 00bI4HO Ha POHEe SBNEHWIA abIxaTenb-
HOW HELLOCTATOYHOCTY.

B mMupoBon HaydHON nuTepaType B nocnegHue rogpl Ha-
6noaaeTcs POCT Yyncna nybnmnkaLmia, nocesieHHbIx b1, MeHee
[BYX NeT Ha3ap, KnnmHuyeckoe HabnogeHne bl ¢ no3gHum Ha-
4aoOM BrepBbIe NOSBUIOCH B OTEHECTBEHHON nuTepartype [14].

MpuBoauMM CcoBCTBEHHOE HabMIOLEHNE KIMHUYECKOro
cnyyas bl ¢ no3gHum Hayanom.

MaumenTtka T., 36 net, noctynuna B V HEBPOSIOTMYECKOE
otnenenne OIrEHY “HayyHblii LEHTP HEBPOSOrMM” C Xaslo-
6amy Ha 06LLyto cnaboCTb, HapyWweHne NMoXoAKW, TPYAHOCTU
npu BCTaBaHWUK 13 NONOXEHWIA CUAS 1 NIeXa, HEBO3MOXHOCTb
NMPUCECTb Ha KOPTOUKM, 60NN B MbILLILLAX LIEW U CMIHbI, OAbILL-
Ky npu xoabbe, 601 1 CyLOpOru B MblLILIAX FONEHe nocne
xoabbbl. VI3 aHamHe3a HacTosuero 3aboieBaHusi N3BECTHO,
4TO paHHEE Pa3BUTUE MPOXOAUIO COMMACHO BO3PACTHLIM HOP-
MaM, caMmocTosTensHas xoasba — ¢ 11 Mec, cpeaHiol KO-
Ny nocelwiana ¢ 7-neTHero BO3pacTa, akTMBHO 3aHMManacb
CMOpPTOM (rMMHACcTMKa), HEOAHOKPATHO 3aHMMana npu3oBbie
MeCTa Ha CMOPTMBHbIX COPEBHOBaHMSX. [lepBble CMMMATOMBI
6one3Hn NosiBMIMCL B Bo3pacTe 15 feT, koraa ctana oTMevaTtb
3atpyaHeHus npu bere, ObICTPOI xoabbe, Havyana oTcTaBaTh
B $n3MYeckoM passuTum oT cBepcTHUkoB. C 17-18 net no-
Tepsina CrnocoBHOCTb BbIMOMHATL YNPAXHEHWUS C Harpy3Koi
Ha 6ptowHoi npecc. C 19-20 neT nosBUAUCH TPYAHOCTM NPK
BCTaBaHMN 13 MONIOXEHUIA C KOPTOYek n co ctyna. C 22 net
ctana otmedatb 6onu B nosicHuue. C 25-neTHero Bospacta
nosiBuInCL obwas cnaboctb, ObiCTpas YyTOMISEMOCTb, 3a-
TPYAHEHUS NPW NOAbEME MO NECTHULE, B 27 NeT U3MeHunacb
rnoxoaka, nosieunack apsiéaocTb MblllL, 6eep 1 sroauu, ctana
6ecnokonTb oAplliKa npv noabeme no nectHuue. C 30-netHe-

HepsBHbIE Ovie3Hu 22015

ro BO3pacTa NpakTU4Yecku nepecrasna BCTaBaTb C KOPTOUek 6e3
0Mnopbl, CTan HEBO3MOXEH HAKMNOH TYNOBULLA BNepen, yeunum-
NNCb 3aTPYAHEHWS NMPU BCTaBaHUM CO cTyna 6e3 ornopbl, cTa-
nla pykamu nepeknaabiBaTe HOMM NpU yknaabiBaHUM B KPOBATb,
NOSIBUANCH 3aTPYAHEHWS MPU YMCTKe 3yOOB, NMPUYECHIBAHWU
BcneacTeme cnaboctu pyk. C 33 net nosaBunncb 6011 B MbilL-
Lax Leu, ctanu 6ecrnokonTb CyA0POru B UKPOHOXHBIX MbILLILIAX
nocne xoAbbbl U HE3HAYUTENbHBIX HArpy30K, NEepPUoOaMYECKM
0TMEYaNnoCh NOBbILLEHNE TeMNepaTypsl Tena Ao 37°C, oapliL-
Ka NPV HE3HAYUTENLHOM Harpy3ke, TeMn X0Ab0bl 3HAYUTENBHO
3amennuncs. MNaumeHtka obpalianack K HEBPOOry MO MeCTy
XWUTeNbCTBa, Habnaanack ¢ AMarHO30M “OCTE0XOHAPO03 Mo-
3BOHOYHMKA”. B Mae 2014 r. BnepBble Obl1 NOCTaBEH AMarHo3
“KOHEYHOCTHO-MOSICHAas  MUOAUCTPOdUS”, PEKOMEHAOBAHO
nposefeHve anektpomuorpadum (SMr), naumeHTka Hanpae-
JIEHa Ha NPUeM K Bpayy-reHeTuky, KoTopbiM 6bis10 pEKOMEHA0-
BaHO NPOBEAEHME SH3MMOAMArHOCTVKN Ha 6a3e cneuyannsmn-
POBaHHOW nabopaTopun HaCcNeACTBEHHbIX Bone3Helr obmeHa
OrEHY “Menunko-reHeTn4ecknin HayuHblil LeHTp”. Mpu npo-
BefeHu TMC BbISIBIEHO 3HAYUTENIbHOE CHUXEHWE aKTUBHO-
CTU Kncnow o-rntoko3unaassl 10 0,34 MkM/n/4 (pedepeHcHbie
3HayeHust HopMbl — 1,00-25,00 MkM/n/4), 4TO coenano BbICO-
KOBEPOATHbIM AnarHo3 “6onesHb Momne”. Hannume 3abone-
BaHWs Gbino noaTeepxaeHo B asrycte 2014 r. npoBeaeHnem
OHK-apnarHocTukm — npsiMoro cekseHnpoBaHus reHa GAA, npu
KOTOPOM Oblnv 0OHaPYXeHbl U3BECTHbIE MyTaumn ¢.-32-13T>G
n ¢.307T>G (p.Cys103Gly) B komnayHa-reTepo3nroTHOM Co-
CcTOsIHUM. Takum 06pa3oM, KIMHUYECKUIA AMarHo3 “rinkoreHo3
Il Tvna (BM)” 6bin noctaBneH nocne GUOXMMUYECKON U MO-
NEKYNAPHO-reHeTUYeCkon Bepudmkaumn. ocne yToYHEHUs
[marHosa naupeHTka oobcnefoBanach CTaLMoHapHO B OKTsbpe
2014 r. nanpene 2015 . No MecTy xuTenbcTea. [1poBoanMnnch
nronbyatass AMI, NO3BOMMBLUAS BbISBUTb MUOAUCTPOPUYE-
CKWI MaTTepPH HapyLleHuii, axokapauorpaduvs, npyu KOTOpom
naToNorn4eckmnx USMeHeHin Mrnokapaa obHapyXeHo He 6bIno.
BonbHOW NpoBefeHO MMCTONOMMYECKOE MCCneaoBaHe Guo-
nTaTa MblLLLbI NEPeAHE-HaPYXHOI MOBEPXHOCTY Npasoro 6ea-
pa, BbisiBNEeHa MOPdON0rnyeckas 1 rmcTonormyeckas KapTvHa,
XapakTepHas ons rmyKoreHo3a, — LMTonaasma MblLeYHbIX Kne-
TOK MEeCTamy BaKyOnM3MpPOBaHa, B MEPUMU3NN OTMEYAIOTCSH
CKOMIEHMNS XMPOBbIX KETOK, BOKPYr COCYA0B — MAOTHbIE XU-
POBbIE CKOMEHMS, NpK okpacke Ha rmukoreH (LLUVIK-peakuwms)
BbISBNSIOTCA TPaHysbl UHTEHCMBHO OKPALUEHHbIX BKIOYEHUN
ravkoreHa. [laHHble cnvporpadum ot oktsops 2014 . n anpens
2015 1. — XM3HEHHas eEMKOCTb JIErkUX B Npefeniax HopMbl, B MO-
JIOKEHWM Nlexa nokasartesib GOpPCUPOBaAHHOM XU3HEHHON eM-
KOCTM Nnerkmx cHmamncsa Ha 13,3-14%. MauneHTke Takxe npo-
BOJAMACh PEHTIEHOBCKAs KOMMbIOTEPHAs TOMOrpadus MbiLLL,
nosica HMXXHUX KOHEYHOCTeRn, 6enep u roneHen (puc. 1). Boi-
SBIeHa CUMMETPUYHas rmnoTpodus GONLLLION U CPeaHel aro-
IMYHBIX MbILIL, HanpsraTens wunpokon dacummn 6enpa, BCcex
MbILLL MeavansHo rpynnel 6eapa, 3a UCKIIYEHUEM TOHKOM
MbILULLbI, MbILLL 334HEN rpynnbl. MblLULbI FONEHN UHTAKTHBI.
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MaumeHtka noctynuna B ctaumoHap PrBHY “HayuHbiii
LIeHTp HeBpoiorun” ¢ Lenbio 4oo6cnenoBaHns 1 onpeaeneHuns
TaKTUKW JanbHeNLWero BefeHns, BKoYas HasHaveHve cneum-
duyeckoin GepmMeHTO3aMeCTUTENBHON Tepanmu.

CeMeiiHblii aHaMHe3: pPOAMTENU MNALMEHTKM 340POBbI,
mnagwuii 6pat ctpajaeT AeTCkuM LepebpanbHbiM napanu-
4oM. HepBHO-MbILLEYHAs NaTONOMMs B POAY He Habnoaanach.

HeBponoruyeckuii cratyc: naumeHTka B CO3HaHUN, KOH-
TakTHa, OPUEHTMPOBAHA NPaBUIbHO. MeHVHreanbHbIX 3HAaKOB
HeT. [agHble Wenu, 3paykn CUMMETPUYHbI. [IBVXEHNS radHbIX
610K B MOJIHOM 00beme, HucTarma HeT. Mummyeckme npobbl
BbIMNOJIHAET YA0BNETBOPUTENBHO, CNAaBOCTU MUMUYECKOI MYC-
KynaTypbl He BbISIBEHO. MoTaHne 1 GoHaLUMS HE HapyLUEHbI.
BbiBegeHne s3bika 13 NosoCTy pTa — No cpeaHen nuHun. Bol-
sBNseTCs cnabocTb rpyANHO-KIIIOYNYHO-COCLLEBUAHOM MbILLLLbI
C [iBYX CTOPOH A0 3 6annoB, cnabocTb 3aHel rpynmbl MbiluL,
Leu, B CBA3M C YEM OTMEUAETCS BbIHYX/AEHHAs N03a rofoBbl C
HEKOTOPbIM HaKNOHOM ee Brepen. AnddysHasa MbilleyHas ru-
NOTOHMS. MbiLLLbI 6eaep NP HANPSXEHUN HE KOHTYPUPYIOTCS.
OTMeyaloTCsl YMepeHHble rMnoTpodUM MblLLLL MAEYEBOrO MO-
Ca, BbIPAXKEHHbIE TMNOTPODUN ArOANYHbBIX MbILLILL U MbILLL, 6e-
Aep. YMEPEHHO BbIPAXEHHBIN NPOKCUMAaIbHbLIN Napes B pykax
CO CHIXeHreM cunbl oo 4 6annos (D>S), rpybbiii npokcMmanb-
HbIli Napes3 B Horax co CHuXeHnem cunel 1o 1-2 6annos, S>D.
Cyx0oXunbHble pePnekchbl C TPEXTNMABOM MbILLULLbI MJ1eYa HE Bbl-
3bIBAOTCS, C ABYINMABOW — CHUXEHbI, CTUAOpaananbHblii ped-
nekc xmBoii, D=S, koneHHble pednekchl He BbI3bIBAIOTCS, axui-
JI0BbI M MOJOLWBEHHbIE — XMBble. [aTonormyecknx pednekcos
HeT. [loxoaka nepeBannBaloLLascs, yCUneH NosSCHUYHLIA nop-
[03. Vicnonb3yeT muonatuyeckve nprembl Npu BCTaBaHUn 13
MoNOXeHWs nexa, Npu yknaabiBaHun Ha KposaTb. BcTaBaHue ¢
KOpTOYeK — “nectHnyHoro” Tuna (cumntom fosepca). B nose
Pombepra yctoiumea. [anbueHOCOBYI0 NpoGy BbLINOAHSET
YOOBNETBOPUTENBHO, MATOYHO-KOSIEHHYIO — BBIMOHUTL HE MO-
XET 13-3a cnabocTn B Horax. YyBCTBUTENbHbIX HAPYLUEHUIA He
BbISIBNEHO. KOrHUTWBHBIX HAapyLWeHWd HET. DYHKLMM Ta30BbIX
OPraHoB He HaPYLUEHbI.

[aHHble [OMNOJIHUTENbHBLIX METOAO0B o0GCcneaoBaHus.
O6Lume aHanm3bl KPOBU M MO4YYM — Be3 NaToNIOrM4eCcKnX n3me-
HEHWI. B Guoxmmmyeckom aHaam3e KpoBM BbISIBNIEHO MOBbI-
weHve AJIT n ACT po 109 n 47 En/n COOTBETCTBEHHO (HOP-
ma - 0-35 En/n), xonectepuHa oo 7,2 MMonb/n (HopMa — [0
6,2 MMonb/n), obwein kpeatnHdochokmHassl (KPK obluas)
[0 222 En/n (Hopma — go 170 En/n), CHUXEHME MOYEBMHBI 0,0
1,30 mmonb/n (Hopma - 1,70-8,30 MMonb/n) 1 KpeaTuHMHA 00
41 MmkMonb/n (Hopma — 53-97 MkMonb/n).

Wronbyatass OMI™: npu3Haku reHepann3oBaHHON MbILLIEY-
HOIM NaTosIorMn C NErko BbIPAXEHHOW TekyLLel aKTUBHOCTbLIO
npoLiecca B MPOKCUMasbHbIX MbILLILLAX KOHEYHOCTEN.

YnbTpasBykoBasi COHorpagusi ne4eHn n cene3eHku: nato-
JIOrMYECKUX U3MEHEHUIA B TKAHW OPraHOB He BbISIBIEHO, NEeYeHb
1 CeneseHka He YBEeNYEHbI.

Puc. 2. MarHuTHO-pe3oHaHcHas ToMorpadus mbiwl, 6enep
(a — pexum T1-BU; 6 — pexxum T2-Tirm). 1 — yeTbipexrnasas
MbllWwua 6eapa, 2 — AByrnaBas MblllUa (KOpoTkasa ronoska), 3 —
OBYrnaBas Mbllwua (OJMHHAA ronoBka), 4 — NoayCyxoXubHas
MbILLLA, 5 — monynepenoHyaTas Mbllla, 6 — TOHKas MbllLa,
7 — 6onbluas NPYBOASALLAA MbILLLA, 8 — MOPTHSXHASA MbILLILA.

MarHuTHo-pe3oHaHCcHasi Tomorpagus Meill, 6eaep: B pe-
xume T1-BU (puc. 2a) oTMeyaeTcst CUMMETPUYHOE TOTaNlbHOE
XMPOBOE 3aMELLEHNE HEKOTOPbIX MbILL, MeAWanbHON rpymn-
nbl (6onbLas 1 KOpoTKas NpMBoasLME). TOHKME MbllLbl UH-
TakTHbI, 6ONbLIME WU AJIMHHBIE NMPUBOASILLME — C HEDONMbLIMMU
y4yacTKamy XVPOBON MHBOMIOLMU. TakxXe BbISBASETCS npak-
TUYECKM TOTaNIbHOE XMPOBOE 3aMELLLEHNE HEKOTOPbIX MbILLLL
3a4Heln rpynnbl (KOPOTKOM FONOBKM ABYrNIABOW MbILLULbI, MO-
JIYCYXOXUSIBHOM 1 NONYNepenoHYaToOn MblLLL), BbpaXeHHOe
XMPOBOE 3aMELLEHNE [AJIMHHON FOIOBKN ABYINIABON MbILLLbI.
BrisiBnsieTcs cnaboe nobileHNe NHTEHCMBHOCT MP-curHana
B pexume T2-Tirm (oTek) 0T Bcex MbilwL, 6eapa, 3a UCKoYeHU-
€M MOPTHSXHBIX MbILLL, (pUC. 26).

MarHuTHo-pe3oHaHcHasi ToMorpausi MbiLUL, roeHel: B
pexume T1-B/ npru3HakoB XMPOBOW MHBOSMIOLMN HE BbISBE-
HO (puc. 3a). BeisBnseTcst cnaboe noBbllLeHNE MHTEHCUBHOCTM
MP-curHana B pexume T2-Tirm (0Tek) 0T BCeX MbiLLL, (puc. 30).

Bo Bpemsa HaxoxXaeHus B CTALMOHApe naumeHTKe NpoBO-
aunack Hecneuuduyeckas HelipomeTabonuyeckass Tepanusi
(o-nnoesasi kucnota 300 Mr/cyT BHYTPUBEHHO KamenbHO,
MUAOPOHAT 5 MN BHYTPMBEHHO CTPYIMHO). [poBedeH KOHCK-
SINYM, NPULLEALINIA K 3aKITIOYEHUIO, Y4TO C LIeNbio Npeaynpex-
[EeHNs Hen3BeXHOro PasBUTUS XU3HEYrpoXatoLmMx COCTosI-
HUI — HAPYLLEHWIA AbIXaHWS U FOTaHus, a Takxke JanbHenLwero
HapacTaHus GU3NYECKON MHBANMAN3ALIMM NALMEHTKE MO XKN3-
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Puc. 3. MarHuTHO-pe3oHaHcHas ToMorpadus MbillL, FroseHemn
(a - pexum T1-BU; 6 — pexxum T2-Tirm). 1 — nepenHss 60b-
webepLioBas MbllLa, 2 — 3afHss 6onbliebepLoBas MbllLa,
3 — AMHHBIV pa3rnbaTenb Nanbues CToMbl, 4 — KOPOTKas Maso-
6epLioBas MblllLA, 5 — kambanoBuaHas MbllLa, 6 — UKPOHOX-
Hasa MbILLLA (naTepanbHas ronoBka), 7 — UKPOHOXHAs MbllLa
(MenmanbHas ronoeka).

HeHHbIM Noka3aHusm TpebyeTcs NpoBeAeHe pepmeHTo3ame-
CTUTENbHOM Tepanuu.

OnucaHHbI KAMHWYECKUIA Crydail npepcTaBiseTr coboit
0[HO 13 NepBbIx onucaHuii Bl ¢ no3gHMM Ha4Yanom B poccui-
CKOW NONYNALLUM 1 XOPOLLO UASTIOCTPUPYET CAOXHOCTMN AnarHo-
CTUYECKOro novcka npv gaHHoM 3abonesaHnn. KnvHudeckuii
[AMarHo3 nauueHTke noctaeneH cnycts 20 neT nocne nosiene-
HUS NEPBbLIX KNMHWUYECKMX NPOsiBNEHWA 3aboneBaHus. Heco-
MHEHHO, OCHOBHAsi CNOXHOCTb AMArHOCTUKN AAHHOTO KJIMHU-
yeckoro BapwaHta Bl 3aknioyaerca B ero GeHoTunmyeckom
CXOLCTBE C PACMPOCTPAHEHHbIMU HOPMamMy ayTOCOMHO-pe-
LLeCCMBHbIX KOHEYHOCTHO-MOSACHLIX MUoAMCTPpOodUiA. MpusHa-
Kamu, MO3BONSIOWMMM 3aN0A03PUTL HannymMe uMeHHo Bl y
NauMeHTOB LETCKOro, KOHOLLECKOr 0 1 3Pesioro Bo3pacTa, sBns-
I0TCS XapaKTePHOE COYETAHNE NPOrPECCUPYIOLLEA KOHEYHOCT-
HO-NOAACHON MMOAMCTPOdUN, opToneanYeckmx aedopmaumi
MO3BOHOYHMKA (nopaosa, kudosa, CKoAMo3a) BCNeacTBue
€naboCTy MbILLL, CMIWHBI 1 LLEU C NpPU3HaKamm AUCOYHKLMN ne-
YEHW (YMEPEHHOE MOBbLILLEHNE YPOBHSI TPAHCAMMHA3, CHIXE-
HWE CMHTE3a MOYEBUMHbI, YTO HAbBMIOAAETCS B PACCMOTPEHHOM
KIMHUYECKOM Cly4ae), YMEPEHHON renatocnieHoMeranmnen,
He SBNSIOLLENCS, 0aHaKo, 06aMraTHBIM CUMNTOMOM, NPOSiB-
NIEHVSIMU AbIXaTeNbHON HeLOCTaTOYHOCTH, MEPCUCTUPYIOLLMM
HerpyObIM noBblweHnem obwein KPK (oo 1,5-5,0 pas). B oT-
nnyre ot Bl ¢ no3gHMM Havyanom nNpu MHPaHTUIILHOM BapuaH-
Te 3aboneBaHuns ypoBeHb KPK mMoxeT Bo3pactaTb B AECATKM
pa3. Mopdonoruyeckoe nccnenoBaHme MbllleyHoro uonTtaTta
NMO3BONSIET YCTAHOBUTbL MATONOMMYECKYIO 3arPYy>XEHHOCTb MUO-
LMTOB MIMKOreHOM U, Takum 00pa3oMm, BbISBUTb HanUumne ru-
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KoreHo3a. KntoueBbiM METOA0M ANArHOCTUKM (“30/10ThbIM CTaH-
[apToM”) ABNFETCS, KaK y>XKe 0TMeYanoch Bhllle, onpeneneHve
AKTVBHOCTW KUCNOW o-rMOKO3UAasbl B MSATHE BbICYLLUEHHOW
KpoBu ¢ nomoubto Metoga TMC. AHK-anarHocTuka sienseTcs
[OMNOSTHUTESIbHLIM NMOATBEPXAAIOLLMM METOAOM.

B HacToslLLee Bpems Habnogaemas Hamu naupeHTka T. ro-
TOBWTCS K Ha4any feveHns MeToaoM GepMeHT03aMeCcTUTE N b-
Hol Tepanuu. losiBNeHWe OAHHOrO MeTofa JeyveHus CTano
BO3MOXHO Gnarofaps Bnevatnsiowmm LOCTVXEHUSM More-
KYNSIPHOW FEeHEeTMKM 1 ApYrux GUOTEXHONOrniA B KOHLE XX—Ha-
yane XXl Beka. B HacTosiwee Bpems dupmon “IxenHsanm”
(CLLA), Bxoasieii B rpynny komnaHuii “CaHodu”, paspaboTtaH
PEKOMOUHAHTHBIN aHanor KUCNON rMoko3naasbl YenoBeka —
anrnioko3ugasa anbda (Maitosaiim), TpebyIoLLMiA NOXNSHEH-
HOrO0 BHYTPUBEHHOrO BBeAeHus. NpuMeHeHne AaHHOro npe-
napara no3BOiseT BOCMOMHUTb aKTVBHOCTb JIM30COMAsbHON
KMCNON 0-IMOKO31Aasbl, YTO MPUBOAUT K CYLLECTBEHHON CTa-
6UAM3auUny KIMHUYECKOTO COCTOSIHWS, YNYHLIEHWIO bYHKLMM
NonepeyHO-NoN0CaThixX MbILLLL, BKIOYAs AblXaTeNbHbIE, U Kap-
avnommoumnToB. MNpenapar yenewHo NpoLen KOHTPOIUpyeMble
KnMHM4eckne mcnbitadms n B 2006 r. 3apernctpuposaH Food
and Drug Administration (FDA, CLLA) ans neqennst uHdaHTub-
Hol popmel BIM [16]. B ganbHeiwem Obin npoBeaeH pag, Kiu-
HUYECKMX MCCnegoBaHui, nokasaBlnx apdeKTMBHOCTb npe-
naparta u npu Bl ¢ no3gHMM Havanom. B 4acTHOCTW B KNWMHK-
4yeckoM nccnenosarun, nposefeHHoM A.T. van der Ploeg et al.,
B Bbibopke 90 naumeHToB ¢ AebioTom 3aboneBaHus B BO3pacTe
cTaplwe 8 neT nokasaHo, Y4TO0 HENpPEpPLIBHOE BBeAEHWEe npe-
napata Ha npoTsxeHun 18 Mec NpMBOAMT K CYLLECTBEHHOMY
YOJMHEHUIO MPOXOAMMO AUCTaHLMKM Npu xoasbe u ynyyiue-
HUIO QYHKUMM BHELWHEro ablxaHus [17]. B HacToswee Bpems
Malio3aiiM npuMeHsieTcs Ans noxmnaHeHHoro Bl ¢ gebiotom B
nobom BospacrTe. MNpenapaT oTnMyaeTcs [OCTaTOYHO XOPOLUEei
NepeHOCUMOCTbIO, ero 6e30MacHOCTb Takxe Aoka3aHa NpoBe-
OEHHBIMU  KITMHWUYECKMMU UCCneaoBaHnsIMn. EAMHCTBEHHbIM
NPOTUBOMNOKA3aHMEM Ons NPUMEHEHUs npenapaTta fBseTcs
€ro HeNmepeHOCUMOCTb C PA3BUTMEM aHADUNAKTUHECKNX PeaK-
LA, NOSTOMY KpaliHe BaXHO OLLEHMBATb COCTOSIHME NauueHTa
HEenocpencTBEHHO NOCe NepBoi MHdY3uK. NprumeHeHne npe-
napata Maio3saiim npu nosgHern dopme bl nossonger sames-
NIUTb MPOrpeccrnpoBaHne 3aboneBaHns, yayylWwmnTb KayecTBO
XXM3HU NALMEHTOB M NMOBLICUTb UX BbKMBAEMOCTb, CYLLECTBEH-
HO CIBUHYTb BPEMEHHBIE PAMKU HACTYMNEHUS BbIPAXEHHOI
nHBanuausaumn. Mpenapat BbiMyckaeTcs B MoGUAN3npo-
BAHHOM BuAe BO dakoHax, pPa3BOAMUTCS HENOCPEeOCTBEHHO
nepen npYMEHEHVEM, BBOOWTCS BHYTPUBEHHO KamnesibHO B
no3e 20 mr/kr Maccbl Tena nauneHTa 1 pas B 2 Hen, B Poccun
Malrio3zaiim 3apeructpupoBaH B 2013 1., 0iHaKo ONbIT ero npu-
MeHeHMst HacumTbiBaeT 6onee 5 net, Tak kak ¢ 2010 . npenapat
NPUMEHSANCS B pamkax 611aroTBOPUTENIbHO NPOrpamMbi.

Takum 06pa3oM, Hapsigy C HEKOTOPbIMU ApYrMmuy nn30-
COMHbIMU GONE3HAMU HAKOMNEHMS (MyKOMonMcaxapuaosbl,
6one3Hu lowe, ®abpu, HumaHHa-Mrka Tuna C), npu BN Bo3-
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MOXHO MpOBefeHNe MaToreHeTUYeckoi depmeHToTepanuu,
MO3BOJISIOLLIEN CYLLLECTBEHHO MOAMDULIMPOBATL Te4eHue 3a60-
NeBaHmna, Yy4lnTb Ka4€CTBO XM3HM BONbHbIX, NPeaoTBPaTUTbL
HaCTYMNNEeHNe KPUTUYECKMX BUTANIbHBIX OCTIOXHEHUIA. 3a10rom
YCMEeLIHOro npMmeHeHnst GepMeHTO3aMeCcTUTENbHOM Tepanum
ABNAETCA PaHHAA OMArHOCTUKA JaHHOW (OPMbl TM30COMHO
natonorun. Heobxoaumo TllaTeNbHOe UCCnenoBaHue Lene-
BbIX KaTeropuii NauyeHToB, CTPafaloWyx MMOANCTPODUSMM
1 APYrIMU MUOMATUYECKMMU CUHAPOMaMK, B 1t060M BO3pac-
Te AN BbisBAeHNs ciydaes Bl ¢ no3aHMM ae6ioToM ¢ Lesbio
MaKCKMasbHO PaHHero Havana naToreHeTUYeckoro eYeHuns.
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MpoBengHne KNMHUKO-MHCTPYMEHTaIbHOrO 06CNe0BaHMs NaLMeHTOB B3POC/IOro Bo3pacTa (0T 18 neT) ¢ nogo3peHuem Ha
Hanunuve 6one3Hu Momne ¢ N03AHMM Ha4YanoM BO3MOXHO Ha 6a3e PIEHY “Hay4Hbiil ueHTp HeBponorum” (. Mocksa, Bonoko-
namckoe wocce, a. 80; Be6-canT: http://www.neurology.ru).

3H3umoamnarHocTrka n JHK-aHann3 npoBoasaTcs B nabopatopum HacneacTBeHHbIx 6onesHeli obmeHa OIrEHY “Meauko-re-
HeTnYeckuii HayuHbI LeHTP” (1. Mockea, yn. MockBopeube, 4. 1; Be6-caint: http://labnbo.narod.ru).
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