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AHHOTAIUA

[Iporpeccupyronue  MbIIICYHBIE AUCTpOPHUM  SBIAIOTCS  Hauboliee
pacrpoCTPaHEHHOM TPYNIOW MOHOT€HHOW TMAaTOJIOTMM HEPBHOW CHCTEMBI
(Emery A.E.H., 1998), xapakrtepusyromeicsi OOJBIINON  YacTOTOM
BcTpewaemoct B momymsiuu - (McKusic V., 2000), HEyKJIOHHO
MIPOTPECCUPYIOLIUM TE€UYEHHEM, MPUBOIAIIAM K JBUTATEIIbHBIM PAacCTPOMCTBAM
Y MHBAJIMIN3alUK OOJTbHBIX.
[enbro uccnenoBanus SIBUIOCH MpoBefieHne AuddepeHnaibHol JUarHoCTUKY
HEPBHO-MBIIMIECYHOU AUCTPODUU CHOPATUIECKOTO U CEMEHHOTO XapakTepa ¢
LEJbI0 ONTUMU3AIMU PaHHEW JTUAarHOCTUKU M JIEUeOHOM TaKTHUKHU JTaHHOU
MaTOJIOTHH.
B pabote mpencraBieHsl MaTepualibl HAOMIOACHUS U oOcnenoBanus 42 neteit 3-
18-netnero Bo3pacta ¢ auarHo3oM [Iporpeccupyroias MbIiedHast IMCTpoust
(IIM[) B nonuknunuke TamlIMU, B PecnyOnukanckom CKpUHUHT LIEHTPE U B
HEBPOJIOTUUECKOM OTJICJICHUH XOPEe3MCKOM IeTCKON 00JIacTHOW OOJIbHUIIE.
[IM]] cemeliHoro xapaktepa ¢ Oousblieid yactoTod 59,5% ciydasx
omnpenenuiach B Hallem uccienoBanuu, a [IM/l cmopagnueckoro xapakrepa B
40,5% cnyudaeB. Tumbl MPOrPECCUPYIONMIUX MBIIICUHBIX TUCTPOPUN 3aBUCAT OT
MoJia JIETeH, OTATOMIEHHOCTH aHamMHe3a MO HEHPOMBIIICYHBIM 3a00JICBaHUSM,
MoKa3aTesied MBIIIEYHON CUJIbl, YPOBHEW KpeaTMH(POCPOKUHA3BI B CHIBOPOTKE
KPOBH JETEH.
BbIsiBIIEHHBIE OCOOEHHOCTH T'€HEATOTHMYECKOro, OMOJIOTMYECKOro aHamHe3a
JIeTEH,
OCOOEHHOCTH COCTOSIHUS 3710poBbs netedt ¢ [IMJI, manHble J1abOpaTOpHBIX U
WHCTPYMEHTAJIbHBIX  HCCIEOBAaHMM  MOTYT  CIOCOOCTBOBaTh  paHHEH
JMarHOCTUKE U peadmnuTanuu aerei ¢ IIM/], moBEIIEHNIO MX KauyeCcTBa KU3HH,
MPEIOTBPAIICHUIO OCIOKHEHHM; a TakKe NOMOryT u30exkaTh BpadeOHBIX

OIIHOOK.



AHHOTAIIUA

[IporpeccuBnanyBun Mymak aucTpoduscu Oy HEpB THU3UMHUHHUHT
MOHOT€H Kacaumuru Jne0 xwucobOmanran xojga, (Emery A.E.H., 1998),
TOIYJISAIHSIIA TE3-Te3 YUPAIIUIIH Ba IporpecuBianuim xucooura (McKusic V.,
2000),HorupoHIMKra 010 KUK OWIaH XapaKTepJIaHaIu.
Nmmmu3an Makcaau Oy MpOrpecuBlIaHyBYM MYIIAK TUCTPOPUSCH KaCAITUKHU
OWJIaBHM Ba CIOPAJAWK TypJapuHU TaKKOCJIaMa TallIXUCIall XHUCOOHuTa
KACAJUTMKHU dpTa TAIIXUCIAI Ba JABOJIAIl TAKTUKACUHU SXIITHIAIIIND.
Nmumu3na mporpeccuBiIaHyBYHM MYyIak auctpoduscu 6op OeMopiapHu COHU
42 Tta tamkun kwind Ba 3-18 &mraga yupamgu. bemop Gomamap TomlITU
MOJIMKJIMHUKACH Ba XOpa3M BWIOATHA HEBPOJOTUs OylIMMUAa JABOJIAHUIIIN Ba
Pecniy6nuka Ckpununr Mapkasuja HazopaTiaa OyJIuIIu.
[IporpecuBianyBun Myiiak TUCTPOPUSICUHU OusiaBUil 1makiau 59,5% tamikumn
KWK Ba criopaauk Typu 40,5% TalIkui KUIIH.
[IporpeccuBianyBun MyIIaK IUCTPOPHUSCHHU Typu OOJaHW >KUHCH, HACITHHA
aHaMHE3W, MYIIaKHU Kydyd Ba KOH 3apjaoOujaru KpeatuHpocdokuHaza
MUKIOpUJIaH OOTJIUK OyJau.
AHUKJTaHTaH KJIWHUK TEHEAJIOTHK Ba JJabopaTop WHCTpyMEHTan Oenruiap Oy
KaCAIUTMKHUA JpTa TaIIXHUCIAII, JaBOJialll, OJJIMHU OJIMINra Ba MIU(OKOP

XaTOCUHU OJIIMHM oJiiiira €paam Oepasu.



ABSTRACT

The muscular dystrophy are the most widespread group of monogenic
pathology of the nervous system (Emery, A. E. H., 1998), characterized by a
high frequency of occurrence in the population (McKusic V., 2000), steadily
progressive course, leading to movement disorders and disability.

The aim of the study was to conduct differential diagnosis of neuro-
muscular dystrophy sporadic and family nature to optimize early diagnosis and
treatment strategy of this disease.

The paper presents the materials of observation and survey of 42 children
3-18 years of age diagnosed with Progressive muscular dystrophy (PMD) based
on children's neurological Department of the clinic of Tashkent pediatric
medical Institute and the national Screening Centre.

PMD family matters with greater frequency 59.5% of the cases decided in
our research and sporadic PMD in 40.5% of cases. Types of muscular dystrophy
depend on the gender of children, burdened anamnesis on neuromuscular
diseases, indicators of muscle strength, the levels of CPK in the serum of
children.

Peculiarities of genealogical and biological history of children
the health characteristics of children with PMD, data of laboratory and
instrumental studies can facilitate early diagnosis and
rehabilitation of children with PMD, enhance their quality of life, prevention of

complications; and will also help to avoid medical errors.
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CIIMCOK JIMTEPATYPBI

........................................................



MEPEYEHb YCJIOBHBIX COKPAIIIEHUI

[IM/I- mporpeccupytorasi MblIieuyHas AUCTPOPHSL.

OKT -anexTpokapauorpadus.

OHMTI -anekTponeiipomuorpadusi.

K®K-kpeatundacdarasza.

AKTT -aieHOKOPTUKOTPOIHBIN TOPMOH.

JIAI'-nakrataeruagporexasa.

AJIT-ananunamuHoTpaHcdepasa.

ACT-acnapraraMuHOTpaHcdepasa.

[IM1/I-niporpeccupyoias Mble4Hast auctpodus Jromena.
[MTKM/I-rtosicHuYHO-KpecioBast MPOTrPeCCUpyIOIIasi MbIIEYHast AUCTPOUSL.

MI'K- MCIUKOI'CHCTHYCCKOC KOHCYJIBTHUPOBAHHUC.



BBEJAEHUE

AKTYaJIbHOCTH NP00JIeMBI.

[Iporpeccupytomiue MBIIIIEYHBIE muctpoun  SABISIOTCS HauOoJee
pacpoCTpaHEHHON Tpynmnod MOHOTEHHOW TNATOJIOTMM HEPBHOM CHUCTEMBI
(Emery A.E.H., 1998), xapakrepusytoieiicsi  OONbIION  YacTOTOM
BcTpeyaemoct B monymsiuu - (McKusic V., 2000), HeyKJIOHHO
MPOTPECCUPYIONIUM TEUEHHUEM, MPUBOJIAIIMM K JIBUTATE€JIbHBIM PacCTPOMCTBAM
Y MHBAJIMAN3aLUK OOTbHBIX.

HecMoTpst Ha ATUTENBHYIO UCTOPUIO U3YYECHHS M OOJBIIOE KOJIUYECTBO padoT,
nocBsIIeHHbIX aaHHo mpobneme (bamansu JI.O., J 974; JlaBunenkoB C. H.,
1975; T'ext B.M., 1982; I'pununo JLIL., 1997; Benstumena FO.E., 1998; I.
Hausmanova-petrusewitz 1., 1978) no HacTosiiero BpeMeHHU MHOTHE aCIEKThI
naToreHe3a, paHHeW JUAarHOCTUKU U 3(DPEKTUBHOTO JICUCHUS] HACJIEICTBEHHOM
HEPBHO-MBIIIEYHON TATOJOTUM OCTaKOTCS MAJIOM3BECTHBIMU. VHTEHCHUBHOE
pa3BUTHE MOJICKYJISIPHO-TE€HETUUECKUX TEXHOJIOTUH, MTO3BOJISIFOLIUX
UJACHTUGUIIMPOBATh,  OOJBIIIOE  YUCIO HOBBIX TE€HOB  HACIEICTBEHHBIX
3a0osieBaHUi 4venoBeka, BHeApuTh MeTonbl JIHK-muarnoctuku u paspaborath
nepBble MOAXOAbl K M'EHHOW Tepanuy HACJEJCTBEHHBIX OOJIe3HEH NpUBENU K
CYIIIECTBEHHOMY Tporpeccy B oosactu Heripomuonoruu (Mmmapuomkun C.H.,
2000; UBanoBa-Cmomnenckas M.A., 1999; Harding A., 1994).

B nocneanue ronpl MOSBUINCH peajbHbIE BO3MOMXHOCTHU JJISi OCYIIECTBICHUS
3G ()EKTUBHBIX  MPOPUIAKTUYECKUX  MEPOINPUSNTUN,  HANPABJICHHBIX  HA
NPEAYNPEKICHUE POXKACHUS OOJIBHBIX JETEH MyTEeM BBISBICHUS TOCTOBEPHBIX
HOCHUTENIeH Je(EeKTHBIX TEHOB M TPOBENCHUS NEPUHATAIILHON JIUArHOCTUKH
(T'op6ynosa B.H., bapanos B.C., 1999; Pallavicini A., 1997). EctectBeHHO, 4TO
OpraHu3alys CUCTEMbl MPOPUIAKTUKA JOJKHA OCHOBBIBATHCS HAa TOYHOM
3HAHUM  PACIPOCTPAHEHHOCTH  OTHAETBHBIX  HO30JOTHYECKUX  (opMm

MUOAUCTPOGUNA W ydeTe PErHOHaJIbHBIX OCOOCHHOCTEH TEeHETHYECKOro M
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knuHndeckoro nonumoppusma (I'murep E.K., 1996). Otum oOwscHseTcs
BO3pacTaromias  pojb  KIMHUKO-3MHJIEMHOJIOTHYECKOTO0  HUCCIEIOBAHUS
HaCJIeJICTBEHHOM MaTOJIOTHH B pa3nnuHbiX pernoHax (Pynenckas I'.E., 2000).
ITo manaeiM - BO3, MWJUIMOHBI  JKHATEJIEM  IUIAHETHI  3aKIIIOYaloT
KpoBHOpojACTBeHHbIe Opaku. W3 crpan CHI' 310 sBnenue Haubonee
pacnpoctpaneHo B llenTpanbnoit Azuu, rne 20% Bcex OpakoB POJCTBEHHBIE.
DTO ompenenseT BBICOKUM YpOBEHb HACJIEACTBEHHOW MATOJOTHUM B 3TOM
peruone (bouxkoB H.II. u coaiit., 1972; I1y3sipeB B.II. u coaBt., 1992 u ap.).
TakuMm oOpa3oM, aHanu3 AAHHBIX JUTEPATYpbl yOEKAAET B HEOOXOIUMOCTH
MPOBEJEHUSI TIIATEILHOIO COMATUYECKOTO OOCIEJOBaHUS TMAIMEHTOB C
nporpeccupytomeit MpimeyHo auctpoduer (IIMJ]) ¢ menpro Kak MOMXKHO
paHbllIe BBISIBUTh HAPYIICHUS U IPUHATH MEPHI JJIsl CBOEBPEMEHHOU KOPPEKIIUU
U ToajepkaHus (YHKIUM SKM3HEHHO BaXHBIX opraHoB. (Maxumosa E.H.,
2014)

eab uccaenoBaHus.

CpaBHUTENBHO UW3YYUTh OCHOBHBIE KJIMHUYECKHE U  OHOXUMHUYECKUE
OCOOCHHOCTH HEPBHO-MBIIICYHON AUCTPOPUU CHOPATUUYECKOTO U CEMEHHOIO

XapakTepa.

3ajgaum ucc/jie10BaHuS.

1. M3yyeHue KIMHUYECKHMX M HEBPOJIOIMUECKMX OCOOEHHOCTEW HEPBHO-
MBIIIEYHON TUCTPOPUHN CIIOPATUIECKOTO U CEMEHHOTO XapaKTepa.

2. I'eHeanornvecku aHANMM3UPOBATh  HEPBHO-MBIMICYHYIO  TUCTPO]HIO
CIIOPAIMYECKOTO U CEMEMHOTO XapakKTepa.

3. Uzyuenue HEMPODU3HOIOTUYECKUX ¢ OMOXMMHUYECKUX OCOOCHHOCTEM
HEPBHO-MBIIIIEYHON  AUCTPOPUM  CHOPAJIMUECKOTO U CEMEHHOTO
xapakrepa.

MarepuaJjibl M1 METOABI UCCJIETOBAHMUSI.
B pabote npencraBieHbl MaTepualibl HaOIIOIeHUS U o0cieaoBanus 42 neteit 3-

18-netnero Bo3pacta ¢ aumarno3oM I[Iporpeccupyroias MbIedHast 1ucTpodus



(ITM[1) B nomuknuuauke TamlIMU, B Pecnybnukanckom CKPpUHUHT LIEHTPE U B
HEBPOJIOTMYECKOM OTAEICHUH XOPE3MCKOM IETCKOW 00J1aCTHOM O0NIBHULE.
Hay4Ho npakTHYecKasi 3HAUMMOCTb PadOThI.
Pa3paboTansl TPOTOKOJIBI JUATHOCTUKH U AU EepeHIInaTbHON TUAarHOCTUKH
BapuanToB IIMJ] cnopaguyeckoro M CEMEHWHOrO XapakTepa Yy JIETEH,
HEO0OXOJMMbIE B MPAKTUYECKOW AESATENHHOCTH Bpaya-HEBPOJIOTa UM TEHETHKA.
Hcnonb3oBaHWE 3TUX NPOTOKOJOB B KIMHUYECKOHM MPAKTUKE TMO3BOJIUT
n30exaTh OMMOOK MpPU MPOBEACHUU MPOYUIAKTHUYECKUX MEPOIMPUSITUN B XOJ€
MEJIMKO-TEHETUYECKOTO KOHCYJIbTUPOBAHUS OTSTOIICHHBIX CEMEH.
Takum  00pa3oM,  aKTyaJdbHOCTb  HCCIEAOBaHUS  3aKJIIOYaeTcsl B
COBEpUICHCTBOBAHMUU CHUCTEMbl PaHHEW, Ha IEPBOM TOAY >XW3HU, CKPUHHHT
JIMATHOCTUKYU OTKJIOHCHUH B pa3BUTHUHU JIE€TEN, B YACTHOCTH, Bcaeactrue [IM/I, u
pa3paboTke HOBBIX, C HCIOJb30BaHMEM cucteMbl BP, mogxomoB k
peabwiuTaly JIeTeld Ha dTare BBIPAKEHHBIX KIMHUYECKUX MPOSBICHUM, YTO
OyZeT crnocoOCTBOBaTh ONTUMU3ALMK peadunuranun nerei ¢ [IM/1.
Ony01MKOBAHHOCTDH Pe3yJIbTATOB UCCICAOBAHMS.

ITo TeMe MarucTepckoi guccepTalyu OnmyoJIMKOBaHO 4 T€3UCOB U 3 CTaThu.
CTpykTypa u 00b€M MarucTepCcKoOM IMCCEPTALMH.
Marwuctepckasi auccepranys COCTOUT U3 BBEACHHS, 0030pa JIUTEPATYPhl, TIaBbI
MaTepuajioB M  METOAOB  HUCCJIENOBAaHMS, PE3YJbTaTOB  COOCTBEHHBIX
UCCJIEIOBAHUM M MX OOCYXKJI€HUH, BBIBOJOB, MPAKTHUYECKUX PEKOMEHJIAIUNA U
CIUCKa JUTepaTypbl. JluccepTamus U3/I0kKEHA HA CTPaHULAX KOMIIBIOTEPHOIO
TEeKCTa, WUIIOCTpUpOBaHAa  TabmuuaMu W JuarpamMmamu, Oubnuorpadus
colepkuT 84 HMCTOYHMKA, M3 HUX 06 oTedyecTBeHHOW, u 18 3apyOexHO

JUTEPATYPHI.



I'TABA 1. OB30OP JIMTEPATYPBI

1.1. Joxuaan npesunenta Mcinama KapumoBa Ha TOp:KeCTBEHHOM COOpaHNH,
NMOCBSIIIEHHOM 22-ii rogoBuHe npuHATUA KoncTurynun Pecny0smku

Y30ekucran

2014 ron Obl1 0OBsBICH B Hamiel ctpade ['omom 3m0poBorO pedeHka. B
CBS3M C 3TUM OblLja MpUHATAa OOLIEHAIMOHAJIbHAS MTporpamMma, HarpaBlIeHHAS
Ha JIOCTIDKEHHE TaKoW OJaropoJHOM I11eJM, KaK BOCHUTAHUE 3]I0POBOIO
MOKOJICHHSI, M WMEIOIIEH JJis BCEX HAc, BCEro HAaIEro Hapoaa TITyOOKHid
MPAKTUYECKUM CMBICII U 3HAUEHUE.

HeobxoaumMo OTMETUTh, YTO B paMKaX BBINOJHEHUS TOCYAapCTBEHHOU
nporpaMmbl  ObUIM  pa3paboTaHbl MPOEKThl 3 3aKOHOB, HAlEJICHHbIE Ha
NanbHElIIee COBEPIICHCTBOBAHUE HOPMATUBHO-TIPABOBOM 0a3bl BOCIUTAHUS
(buU3MYECKH 3J0POBOTO U TAPMOHUYHO PA3BUTOIO MTOKOJIECHHUS.

Hapsiny ¢ stum Obuto mpuHsiTo moctaHoBienue [Ipesunmenra PecmyOmnumku
V36ekuctan "O ['ocymapcTBeHHOM mporpamMme Mo JajdbHEHIIeMy YKpPETUICHUIO
PENPOIYKTUBHOIO 370POBbS HACEJEHMS, OXpaHE 30POBbs MaTepeu, AeTel u
MOJPOCTKOB B Y30ekucrane Ha mepuon 2014-2018 romer”, peanmuzanus
KOTOpOro OyaeT CiyXuThb (OPMUPOBAHMIO HAIIUX JeTed (U3UYECKH
3I0POBBIMU U TYXOBHO 3pEJIbIMU JIMYHOCTSIMU, TIOJJTHUMET Ha HOBBIH, e111e OoJiee
BBICOKHI YPOBEHb I'OCYAAPCTBEHHYIO MOJIOJEKHYIO MOJIUTUKY B IIEJIOM.

Ncxonas u3 )KM3HEHHOW UCTUHBI, UTO 3/I0POBBIM peOCHOK — 3TO, TIPEXKE BCETO,
IJI0JT 3I0POBOM W JIPY’KHOM CEMbU, B TEUEHHE Troja OblIa OCYIIEeCTBIICHA
mUpoKoMaciTabHas paboTa mo GOpMHPOBAHUIO B CEMbE aTMOC(EphI JIFOOBU U
B3aMMHOTO YBa)XEHUS, YKPEIUICHUIO €€ APKOHOMHYECKUX U JIYXOBHBIX OCHOB,

MNOAACPIKKE MOJIOABIX CGMGI\/JI, OXpaH€ MATCpUHCTBA M ACTCTBA, CO3JaHHIO



HEOOXOJMMBIX YCJIOBUH IJIsi caMOpeau3alii U OOJIETYCHHs TMOBCEIHEBHOTO
JIOMAIITHEro TpyAa >KEHIIUH.

YuuteiBas, YTO CO3JAaHUE 3IOPOBBIX U IMPOYHBIX CEMEU YKpEIUIAET
byHIaMEHT 3A0pOBOrO OyayIIero, MNpOBEJAcHA 3HAYUTENbHAas pabora 1o
00eCIeYeHHI0 MOTHOTO JOOPAYHOr0 MEIUIIMHCKOTO OCMOTpA JIMII, BCTYMAIOIINX
B Opak, MpeloTBPAIlIEHUIO HAa OCHOBE ATOT0 HACIEJICTBEHHBIX U BPOXKJICHHBIX
3a00J1eBaHUM.

B 4yacTHOCTHM, MOJUKIMHUKHA, OCYHIECTBISIIOIINE MEIUUUHCKUNA OCMOTP
Oyaymux  HOBOOpAaYHBIX, OCHAIIEHBI  COBPEMEHHBIM  JICUCOHBIM U
JTMAarHoCTUYECKUM oOopyaoBanueM. CamMoe TJIaBHOE, 4TO Onarogaps 3TOMY
Oosee 2 THICAY JKENAIOIIUX CO3JaTh CEMBIO IOHOIIEH U JIEBYIICK, Y KOTOPBIX
ObUTM BBISBJIICHBI pa3jiduHble 3a00JI€BaHUs, MPONUIM aMOyJaTOpHOE U
CTallMOHAPHOE JICUCHHUE.

B pamkax mnpoekra "3gopoBas Marhb — 3J0pOBBIM peOeHOK" TMpoBeacH

MEIUIUHCKAN OCMOTp CBbIlIe 13 MummnoHoB 600 TeicA4 KEHIIUH U AeTen. B
pe3ynbTaTe ObUIH 03A0pOBICHBI 2 MUUTMOHA 800 THICSY KEHIIUH U 2 MUJIJTHOHA
500 TeICSY IETEN, UTO CTAIO BaXKHBIM IIarOM B 3TOM HAIPABJICHUU.
Jlns pemenus 3amad ['oma 3mopoBoro pebGeHka Oo0bIIOE 3HAYEHUE HMEIIO
JanbHEHIIee yKperyieHue MaTepHaIbHO-TEXHUYECKOM 0a3bl W KaJIpOBOTO
MOTEHIMAlIa MEIULIMHCKUX yupexaeHuil. B atux nenax B 137 MeAMUIMHCKUX
YUpPEXKACHUSIX, B YACTHOCTH, MHOTOMPO(GUIBHBIX JETCKUX MEIUIIMHCKUX
ueHTpax AmnamxaHckol, byxapckoi, Kamkamapsunckoi, CamapkaHACKOM,
TamkeHTckol oOnacTeld, AHAMKAHCKOM TOPOACKOM POIUILHOM KOMILIEKCE,
J€TCKOM caHaTtopuu B TalllkeHTe, OTAEJICHUH ACTCKOW XUPYPrUu KIHMHUKH
TaImkeHTCKOro MeIuaTpudeckoro MEAUIMHCKOTO MHCTUTYTA, Obljia MpoBeaeHa
paboTa MO CTPOUTENBCTBY, PEKOHCTPYKIIMM M OCHAIeHuto moutu Ha 410
MUJITUAPAOB CYMOB.

B nHacrosiiiee Bpems B BeAyIIUX KIMHUKAX U MEAUIIMHCKUX IEHTpax Haien
CTpaHbl MPOBOJATCS YHHUKAJIbHBIE OINEpallid Ha OCHOBE CaMbIX MEPEIOBBIX

TEXHOJIOTUH.



Hanpumep, B  PecnyOnmMkaHCKOM — CHEUMAIM3UPOBAHHOM  HAYYHO-
MPAKTUYECKOM MEIUIMHCKOM LeHTpe neauarpun y 100 meret B pe3ynbrare
IPOBEJCHHBIX ONEpaluid MO KOXJIEAPHONW MMIUIAHTAUU ObUI TOJIHOCTBIO
BOCCTAHOBJIEH CIIyX. A B KapJIMOXUPYPTrUUECKOM KOMIUIEKce PecrmyOnnkanckoro
CHELUAIN3UPOBAHHOIO IIEHTPA XUPYPIMM C TOMOLIBI0 MAJIOMHBAa3WBHBIX
METOJIOB 3a MOCJEIHUE IBa rojia Obu10 u3neueHo dosee 5200 nanueHToB.
Crnenyer Taxxe 0co0O0 OTMETUTh Hally paOOTy, HANpPaBIEHHYIO HA OCBOEHHUE
caMmoro MeperoBOro, HOBEUIIET0 MEIUIIMHCKOTO 000pY10BaHUS U TEXHOJIOTHUH,
BHeZpeHrne 3()PEKTUBHBIX METOJOB AWArHOCTUKA M JICUEHUS, JalbHEUIIee
pa3BUTHE ILJIOJOTBOPHOIO COTPYAHHYECTBA B 3TOM 00JIacTU C 3apyOeKHBIMH
NapTHEPAMH.

SApKuUM MOATBEPKIECHUEM 3TOTO CIYKHUT TO, YTO MEXKIY MNPABUTEIHCTBOM
PecnyOnuku  Y306ekuctan u  @DOHAOM 3KOHOMHUYECKOTO COTPYAHHYECTBA
PecnyOnuku Kopest moamucaHo KpeIuTHOE COTJIAIIEHHWE O CTPOUTEIbCTBE U
OCHalleHnu B TalllkeHTe ClenHalM3UpPOBAHHON MHOrONpO(UIBHON ETCKOU
KJIMHUKH BBICOYAHMIIIETO — YETBEPTOr0 YPOBHSA. DTOT YHUKAIBbHBIA MEIULIMHCKUIA
LEHTP, HAa CTPOUTENBCTBO KOTOPOrO NPEAYCMOTPEHO HanpaBuTh nopsaka 103
MMWJUJIMOHOB JI0JJIApOB, HAMEUEHO c/1aTh B dKcIuTyataiuio B 2017 roay.

(U.A. Kapumos, 2014).

1.2. CoBpeMeHHOe NMPeEACTABICHUE O POrPecCUpPyoIeid MbIIIEYHON

AUCTPOpuH

HecMmoTtps Ha MIMTENBHYIO UCTOPHUIO M3YYCHHUS M OOJBIITOE KOJUYECTBO PadoT,
noCBsIIeHHBIX gaHHoM mpobseme (bagamsu JI.O., J 974; JlaBu-nenko C. H.,
1975; T'ext B.M., 1982; I'pununo JLIL., 1997; Benstumena FO.E., 1998; I.
Hausmanova-petrusewitz 1., 1978) mo HacTOSAIMIETO0 BPEMEHH MHOTHE ACIEKTHI
naToreHe3a, paHHEH MUarHOCTHKU W A()(PEKTUBHOTO JICUCHHS HACICACTBEHHOM
HEPBHO-MBIIIIEYHON TIATOJIOTHM OCTAlOTCS MAaJIOM3BECTHBIMH. VHTEHCHBHOE

Pa3BUTHC MOJICKYJIAPHO-TCHCTHYCCKUX TGXHOHOFHﬁ, ITO3BOJIAIOIIINX
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UACHTU(DUIIIPOBAThL  OOJBIIIOE YUCIO HOBBIX TE€HOB  HACIEICTBEHHBIX
3a00yeBaHUI 4YesioBeKa, BHeApuTh MeToabl JIHK-nuarnoctuku u paspaboTarhb
NepBble MOAXOAbl K TEHHOW Tepanuu HACJIEeACTBEHHBIX OO0JIe3HEH MNpUBENH K
CYILIECTBEHHOMY Tporpeccy B obnactu Hevipomuonoruu (Mmmapuomkun C.H.,
2000; MBanoBa-Cmouenckas U.A., 1999; Harding A., 1994).

B nocnegHue rojpl MOSBWIMCH PEabHbIE BO3MOXKHOCTH JJISL OCYILIECTBICHUS
3G ()EKTUBHBIX  MPOPUIAKTHYECKUX  MEPONPHUATHH,  HANpPABJICHHBIX  HA
NpEeAyNpexICHUE POXKIACHUS OOJBHBIX JETEH MyTeM BBISBJICHHS TOCTOBEPHBIX
HOCHUTENIeH Me(EeKTHBIX TEHOB M TPOBEICHUS NEPUHATAILHON IUArHOCTHUKH
(T'opoynosa B.H., bapanos B.C., 1999; Pallavicini A., 1997). EcrecTBeHHO, 4TO
OpraHu3anus CHCTEMbl MPOPWIAKTUKA JIOJDKHA OCHOBBIBATHCS Ha TOYHOM
3HAHUW  PACIPOCTPAHEHHOCTH  OTHAEIbHBIX  HO30JOTMYECKUX  (QopMm
MUOAUCTPOGUNA W yueTe PErHOHAIbHBIX OCOOCHHOCTEH TEeHETHYECKOTo W
kinHuyeckoro mnomumopdusma (I'mutep E.K., 1996). DTtum oObsicHsercs
BO3pacTarolias  pojb  KIMHUKO-3MHUJIEMHOJIOTHYECKOTO0  HCCIEIOBAHUS
HACJIEICTBEHHOM MaTOJIOTHU B pa3inuuHbiX peruonax (Pynenckas I'.E., 2000).

B mocnegnue roapl AOCTUTHYT OOJBIION MTporpecc B HM3YYCHUU MPUPOIBI
JTAHHOTO 3a0o0JieBaHUs, UACHTHU(UIIMPOBAH T'e€H M OEJIOK, OTBETCTBEHHBIC 3a
pazButHe Mmuoguctpoduu, HamaxeHa cucrema JHK-gmarnoctuku. Omgnako
Teparusi 00JIe3HU MO-TIPEKHEMY OCTaeTCsl Oe3yCIeHOW. bobIe Haae) bl Ha
ycmex B JICUEHUHU OTOTO 3a0ojeBaHUs OBUIM CBsSI3aHBI C TEHOTEparuei.
JlelicTBUTEILHO, TIEpBbIE PabOTHl MO TPAHCTEHO3Y MHUHUTEHAa IUCTpoduHa
MBIIIAM MmEX, ObIM oOOHaAekuBarOIMMH. (OJHAKO, KaK CTaJlo SCHO U3
MOCJICAYIONINX  HUCCleqoBaHuM, dA(PGEeKT OT  TpaHCTEHO3a  OKazajcs
HEMPOAOJKUTEIbHBIM. BO3HUKIM MpOOJEMBI C JIOCTAaBKOM T'€HETHYECKHUX
KOHCTPYKLIMM B TKaHb, & TAKKE BBIPAXKECHHBII UMMYHHBIN OTBET HAa ITOBTOPHOE
BBEJICHME MUHU I'€HA B COCTABE€ BUPYCHBIX HOCUTENEH.

Muonatuss (CHHOHMM MpOTpEcCUpyIollas MbIllleyHas Jauctpodpusi) —
3a00JIeBaHUE, XapaKTePU3YIOIIeecs MePBUIHON AUCTPOdUEH CKEISTHBIX MBIIIIII.

Teuenue otanyaercs IMOCTCIICHHBIM, HCYKIIOHHBIM IIPOrpeCCUpPOBaHUEM
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nporiecca. B ocHOBe 3a0o0jeBaHUs JIGKUAT HACJEICTBEHHBIA  (aKTop,
MIPOSIBIICHUIO KOTOPOTO MOTYT CIIOCOOCTBOBATH Pa3IMYHbBIE BPEAHOCTH (TPaBMBI,
nH(EKIMY, UHTOKCUKAIMK). B 0ojiee peakux ciydasx MHOIATHS MOXET OBITh
BTOPUYHOM, CHMIITOMATUYECKON, BO3HHMKAIOIIEH B CBA3M C IEPBUYHBIM
HapylmieHueM (YHKIIUH JHAOKPUHHON CHCTEMBI, BBICIIMX BETE€TaTHBHBIX
1neHTpoB u jAp. [Ipy MuomaTuW HMMEIOT MECTO HapylleHHs (YHKIUU psjia
(GbepMEeHTOB, YYACTBYIOIIMX B MBIIIEYHOM OOMEHE. YBEIHYCHHE YPOBHSA
CBIBOPOTOYHBIX (DEPMEHTOB HJET HApSAY C YMEHBIICHHEM HX COJIepKaHUS B
CaMOM MBIIIEYHOU TKAHU.

Omuonocua u  namozenez. Mwuomnatusi  SABJISIETCS ~ HACIEICTBEHHO
00yCJIOBJICHHBIM 3a00JIEBaHMEM C ONPEACIICHHBIM THIIOM HAcCJICJAOBaHUS IpHU
pa3HBIX KIMHUYECKUX (Qopmax (XapakTEpUCTUKA STUX THUIIOB HACJIEIOBAHUS
NpejCcTaBlieHa HUXKe B pasjenie ['eHeTuka otaenbHBIX (Gopm). CyIiecTBEHHOE
3HAQYCHUE B OTHOJIOTUM 3a00JeBaHUS TPUHAJICKUT TaKXKE OCTPBIM H
XPOHUYECKUM HHGEKIUsAM, TpaBMaM, aJUMEHTApHOW IUCTpOUU U JPYTUM
dakTOpaM BHEIIHEH cpenbl, a Takke (QU3NUYECKOMY IepeHaIpsHKCHHUI0. JTH
dakToppl  BEAYyT K  MPOSBICHUIO  UMEIOIIErOCs  HACJIEICTBEHHOIO
MPEIPACIIONIOKECHUSI U SIBJIAIOTCS HEMOCPEACTBEHHBIM TOJYKOM K Pa3BUTHIO
nporpeccupytomero npomecca (C. H. JlaBuieHkoB).

['eHeTnyeckre M OMOXUMHUYECKUE HCCIICIOBAHUS TOCIETHEr0 BPEMEHH AU
BO3MO>XHOCTh Oomnee YETKO BBISIBUTh pupoay HMMEIOLIEroCst
npeapacnoyioxkenus.  [Ipu  Muomatuum  OoOHapyX eHbl  HACJIEICTBEHHO
0OyCJIOBJICHHBIE HApYIICHUS MeTa00JIM3Ma, KOTOPhIE BBI3BIBAIOT H3MEHEHUS
byHKIMK crienuPUIecKuX NIl MUOTIaTHH (EPMEHTOB M MPUBOJAT K JIederTam
COJICp’)KaHMsI B CBHIBOPOTKE KpPOBU OOJBHBIX ajibJ0Jia3bl, TpPaHCAMUHA3bI,
kpeatuHdochokuHazbI U JIp.

Hapsiny ¢ redHetndecku 00yCIIOBIEHHBIMH aHOMAJMSAMHU OOMEHAa B TATOTEHE3e
MHUOIIATUM BBISBJICHBI M HAPYIICHUS CUMIATHYECKOW MHHEPBAIMU MBI Tak,
M3BECTHO, 4YTO Mpu M. NPEUMYHIECTBEHHO TMOPAXAIOTCS MPOKCUMAJbHBIC

OTACJIbI KOHCQHOCTCﬁ, ra€ OTHOCHUTCIIBHO Ooraue BereTaTHBHAs HHHCPpBAWAA.
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[TopaskeHbI U IIEHTpaAIbHBIC BETeTAaTUBHBIC alllapaThl AUIHIICHATHHOTO YPOBHS,
YTO OTUETIMBO MPOSIBISICTCS B HAPYIIEHWW PsAZla MECHTPATHLHO OOYCIOBICHHBIX
BEreTaTUBHBIX PE(IICKCOB.

Ilamonozuueckaa anamomusn. [lpy MUONIATUM HE BBISBICHBI U3MEHEHUS CO
CTOpPOHBI aHMMAaJbHOW HEPBHOM cucTeMbl. JlucTtpoduueckuit mpoiiecc,
NOPAKAIOIMIUNA HETOCPEACTBEHHO MBIIIIbI, MPUBOJUT K aTpoduu OTACNIbHBIX
MBIIIIEYHBIX ~ BOJIOKOH. I  THUCTONOTMYECKOM  KApTUHBI ~ XapaKTEPHO
OecrnopsiIouHOE, PACCESTHHOE paclpe/ielieHue HMCTOHYEHHBIX, aTpo(UuecKux
BOJIOKOH CpEH BOJIOKOH OTHOCHUTEIHHO COXPAHHBIX WU THIEPTPOPUPOBAHHBIX.
MpellieyHass TKaHb 3aMEHSIETCSI KUPOBOM H  COCIMHUTEIIBHOM  TKAHBIO.
[TocpencTBOM  BJIEKTPOHHOM  MHUKPOCKONWHU  BBIBISIIOTCS ~ HapyLICHUS
MUOGUOPHILT U CAPKOJIEMMBI.

CymiecTByeT HECKOJBKO THIOTE3 MAaTOr€HE3a MPOTPECCUPYIOMIMX MbIIIEYHBIX
muctpoduit. K HacTosdieMy BpeMEHM TOYHO YCTAHOBJIEHO, YTO Ba)KHBIM
MaTOr€HETUYECKUM 3BEHOM SBJISIETCS MOBBIIICHHAS MPOHUIIAEMOCTh MEeMOpaH
MbiieyHbiX kietok [EBrymenko C.K., CamekoB M.A. 1994]. NmeroTcs Takxke
JIaHHBIE, MPSMO WJIM KOCBEHHO YKa3bIBAIOIME HAa CYIIIECTBOBAHME MEMOPAHHOTO
nedekTa TpU  APYTHX  NPOTPECCUPYIONIMX  MBIMICUHBIX  JAUCTPOPUAX
[Mnapuomkun C.H., MBanoBa-Cmonenckas M.A.. 1998]. B uactHOCTH, K
CBUJICTEJILCTBAM TMOBPEXKICHUSI MEMOpPAaH OTHOCSIT MHOTOKPATHOE TMOBBLIIIICHUE
COJIep)KaHUsi B KPOBU IMAIIMEHTOB psJia MBIIIEYHBIX (PEPMEHTOB W APYTHX
MBIIIEUHbIX OenkoB (KpeaTuH(pochokuHaspl, TpaHcamuHaz). Hapsany c¢ stum
OTMEYAETCsl, YTO CYIIECTBEHHYIO POJIb B PA3BUTUU AUCTPOPUUECKOro Mpolecca
npu [IM moryT urpars Hapyuienus oomena Ca2+, mpuBOASIINE K TOBBIIIEHUIO
€ro KOHIICHTpAIlMM B IMTOIUIa3Me€ KJIETOK U akTuBauuu Ca2-+-3aBHUCUMBIX
HEUTpaJbHBIX MNPOTEUHA3, KOTOPHIE B CBOK OYEPE]b 3ayCKAIOT MPOILECCHI
paspymieHuss Mblednbix  OenkoB  [['opOynoBa B.H., CasemseBa E.A.,
Kpacunpauko B.B., 2000]. OOGcyxmaeTcss Takke THUIOTe3a 00 Yy4yacTUH
aKTUBHBIX (JOPM KHCIOpPOAA U CBOOOJHBIX PaTUKAIIOB B 3alyCKEe MEXaHU3MOB

KJIETOYHOM IO MpHU MPOrpeCCUPYIOIIUX MBIIEYHBIX AUcTpodusx. OaHako
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MPUHITUIHATHHO BaXXHBIM MPEACTABISAETCS TO, YTO MEMOpaHBl MBIIICYHBIX
KJIETOK TIPpH TPOTPECCHUPYIOMIMX  MBIIMICYHBIX  TUCTPOPUSIX  CTAHOBSITCS
MPOHUIIAEMBIMHU /111 MHOTUX BHYTPHUKJIETOYHBIX OEJTKOB M 3TU OCJIKU U3 KIETOK
nonaaaroT B KpoBb [bapanos B.C., 1999].

[Io Bcell BUIMMOCTH, MBIIIEYHBbIE OEIKM B KPOBH MOTYT BOCIPUHUMATHCS
MMMYHHOM CHCTEMOM OpraHu3Ma KakK 4yKEpOJHBIM MaTepuai, u TorJa Ha HEro
OyJleT BO3HUKATh UMMYHHBIN OTBET, YCHJIMBAIOIIMIICS ¢ BO3pacToOM Nanuenta. B
OPUHIIMIIE TakoW WMMMYHHBIA OTBET JODKEH BECTH KO BTOPUYHOMY
MOBPEXKIECHNUIO MEMOpaH MBIIICYHBIX KJIETOK U €Ile OOJbIIe YCUIUBAThH BBIXO/I B
KPOBOTOK MBbIIIEYHbIX OenkoB. TemM caMbIM, BO3MOXXHO, OIpeaeseTcs
nporpeccupoBanue  Oosesnu. [lo  kpaiiHeir mMepe pojib  MOJOOHBIX
ayTOUMMYHHBIX MEXaHU3MOB OTMEYE€Ha B IMATOrEHE3E YKE IEeJIoro psna
3aboneBanuii [['opoynosa B.H., CaBenbseBa E.A., Kpacunsaukos B.B., 2000].
bonee Toro, oObIYHO B MBIIIAX MalMeHTa ¢ Muoauctpodueit JlromenHa
HaOJIIOAIOTCA ~ pa3pacTaHWE  COCAUMHUTENILHOW  TKaHW, HWHQUIbTpaLUs
TuM(GOIUTaMU U KUPOBOE TMEPEPOKICHUE MBIIICUYHBIX BOJIOKOH. Bce 31O B
KAKOM-TO CTENEHU CXOAHO C€ MOpP(OJOrMYECKOM KapTUHOM  JIpYyrux
ayTouMMyHHBIX 3a0oneBanuil [Mmnmapuomkun C.H., VBanoBa-CmomneHckas
N.A.. 1998].

OnpeneneHHbIM  TOATBEPXKICHUEM  JIAHHOTO  MEXaHu3Ma  MaToreHes3a
MPOTPECCUPYIOLINX MBIIIEYHBIX nucTpoduii ABJISIETCS yCIEUIHOE
MCIIOJIb30BaHNE HMMYHOIETIPECCAHTORB C LIEIBIO 0CJIa0JIEHUsSI UMMYHHOT'O OTBETA
opraHM3Ma Ha O€JIKM, TOCTyMHarollhe B KPOBOTOK TMAalMEHTa U3 MBIIIIII,
oxBaueHHbIX auctpopuyeckum mpoueccoM [Ilumkun C.C., Kanuaun B.H.,
1999].

[TokazaHo, 4YTO UMEIOT MECTO HAPYIICHUS MHOTHX OMOXMMHUYECKMX KOHCTAHT,
pa3IuYHbIC DJICKTPOPUIHOIOTHYCCKAEC U  YIBTPACTPYKTYpPHBIE HW3MECHCHHUS.
OnpeneneHHyl0 pojib B Pa3BUTUM  TATOJOTHYECKOrO Mpoliecca  Mpu
MPOTPECCUPYIONTUX MBIIICUHBIX AUCTPO(GUIX HTPACT CHUHTE3 HEIMOJHOIEHHBIX

MBIIIIEYHBIX OCJIKOB aKTHHA WU MHO3HHA, COHpOBO)K)IaIOHleICH HNX YCKOPCHHBLIM
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pacnagoMm. OOHapy>XeHbl HAPYIIEHUS AKTUBHOCTH psia HECTeIHU(PUISCKUX
dbepmenToB (KpeaTHHPOCHOKNHA3HI, ANbI0Ia3bl U JIp.). BISBICHBI HApYIIECHUS
YHEPreTHUECKOTo 00OMEHa, BRIpAKAIOIIMECsS B OBICTPOM pacmaje COSIMHCHUH,
HCITOJIb3YEMBIX B KaU€CTBE DHEPTETUICCKUX PECYPCOB MPHU COKPAIEHUN MBIIIIII.
OnpeneneHHyl0 poJib B Pa3BUTHH MATOJOTUYECKOrO TMPOIEcca HUrpaer
HapyIICHHE CTPOCHHUS KIETOYHBIX MEMOpaH, MPHUBOAIICe K M3MEHEHUIO HUX
MIPOHUITAEMOCTH JJII MOHOB Kajus, HaTpus. DTH HMOHBI MUMEIOT 3HAYCHUE IS
COKpAIlleHHWsI MBI, B pa3BUTHH JUCTPOPUH MBI ONpEACIeHHas POJIb
NPUHAIJICKUT  TATOJOTHM  KAMWUIIPOB W HAPYIICHUSIM  CTPOCHHUS
coequuuTenbHOM TKan| [Liu J., Aoki M., Illa I. et al., 1998].

MuonaTtusi HaUMHAETCS B JIETCKOM WJIM IOHOIIIECKOM BO3pacTe, Ha MPOTSHKEHUH
HECKOJBKHX JIET Pa3BUBAIOTCS  aTpodus MYCKyJaTrypel, AchOpMaIiH
KOHEYHOCTEH, 3HAuMTeNbHAs MbIlIeuHas ciadbocTh. [lepBbIMU TOpa)karoTCs
MBIIIIIBl MPOKCUMANILHBIX OTIEIOB KOHEYHOCTEW (IUied, Mpeariednii, oemnep).
[TosiBNIsIeTCT  yTOMIISIEMOCTh TPU  XOAKOE, 3aTPyAHEHUS TIpU TOABEME TIO
JIECTHUIIE, BCTaBaHWM C 1mona. [lpomecc pa3BUBaeTCs CHUMMETPHUYHO,
n30UpaTeNbHO TMOpaXkasg MYCKyJaTypy KOHEYHOCTEH M TyJOBHINA. ITO
NPUBOJAUT K CBOeOOpa3HOil mo3e OonbpHOro. Ilneunm omyckarTCs BHU3 H
KIepey, KPBUIOBUIHO OTCTOSIT JIOMATKU, YCHUIUBAETCS TMOSICHUYHBIA JIOPAO3,
JKUBOT BBICTYyIaeT BIepel. bBoJbHBIE XOASAT packauWBasiChb W3 CTOPOHBI B
CTOpOHY («yTHHas MoxoaKa»). BcTaBas ¢ mosa, co cTyina, 60JbHbBIE MOJIb3YHOTCS
CHEIUaTbHBIMA «MHUOTIATHYCCKUMI» TpueMaMu. Ha ¢one aTpodmpoBaHHBIX
MBI O€lep OTYETIMBO BBICTYMAIOT YacTO BBIPAXKEHHBIC YIUIOTHCHHBIC H
YBEJIMYCHHBICE HWKPOHOXKHBIE MBIl  («riceBaoruneprpopumn»). I[lomobHoe
SIBJICHHE MOJKET HAOJIFOMAaThCs U B IPYTUX MBIICYHBIX TpynmaxX. CyXoKUIbHbIC
pedaeKchl BHAYaIe CHIKAIOTCS, 3aTEM YTPAUHBAIOTCS.

Muonatusi BKIIO4aeT B ce0S  HECKOJBKO  CaMOCTOSITENBHBIX  (OpM,
OTJIMYAIONIUXCS 1O KIWHAYECKOW KapTUHE U XapaKTepy HacleI0BaHu,.

Hawnbonee Tspxenoit u paHHeH sABIIIETCS TIceBaoruneprpoduyeckas hopma.
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Haunnaercs B Bo3pacte 3—5 neT u OBICTPO MpPOrpeccUpyeT: HacTymaeT
00e3IBUKEHHOCTh M BTOpUYHBIE naedopmannu KOCTHOM cucteMbl. Mcxon
JeTanbHbIA. 3aboJieBaHHME HACIEAYyeTCs CIEIUIEHHO C X-XpOMOCOMOW (CM.
HacnenctBenusie 6051e3u1). boneoT Tonbko Manbuuky, epeaact 3a0ojeBaHue
MaTb.

FOnomeckas popma muonaruu HaunHaetcs B Bozpacte 10—20 ner. B otnuune
OoT TmceBporuneprpoduueckoil (HopMmbl, OHa TMpoTEeKaeT OoJiee MEJICHHO.
BoibHBIE MOTYT CaMOCTOSITEIBHO XOJUTh JUJIMTEIbHOE BpeMsa. Orta dopma
HACJEIyeTCsl IO AyTOCOMHO-PELIECCUBHOMY THITY.

[1nede-nonaroyHo-nUIIEBAS dopma MPOTEKAET OTHOCHTEIHHO
NOOpPOKAUEeCTBEHHO MO CpaBHEHUIO ¢ JByMs nepBeiMU. HaumHaercs B
Pa3IMYHOM BO3pPACTE M OTJIMYACTCS MPEHUMYIIECTBEHHBIM MOPAKEHUEM MBIIIII]
ieyeBoro mnosica (puc.) u auna. HacnemnoBanue 3Toil (pOpMBI TOMHUHAHTHOE.

Kpome onucanHbIX, CYHIECTBYIOT U IpyTUe, 6ojiee penkue (GopMsl.

Pucynox 1.1. Ilneue-nonarouno-nuieBas Gpopma muonatuu: 1 — OONBHOU B
COCTOSIHUY TIOKOS; 2 U 3 — MPH MOMBITKE OTBECTH PYKH J0 TOPU3OHTAIIH.

Teuenue u cumnTombl. CUMITOMATUKA 3a00JI€BaHUSI B OCHOBHOM CBOJUTCS K
MIPOTPECCUPYIONIEMY HAPACTAHUIO MBIIIIEUYHBIX aTpOduil, TPUBOASIINX OOIBHBIX
B TMO3JIHUX CTaJusAX 3a00JIeBaHUsI K MOJHON 00e31BUKEHHOCTU. Pacnipenenenue
aTpo(UPOBAHHON MYCKYJaTypbl HEOJIWHAKOBO TMPH PA3IMYHBIX KIMHUYECKHX
dbopmMax M JOJITOE BpPEMSI CIYXKWUJIO OCHOBAaHHMEM JJISI WX KiaccU]UKaiuu.
ATpoduueckuil mporecc, Kak MpaBUJio, BbIpaKeH CUMMETpU4HO. CHUKEHHE

CWJIbl MbIOIL W YraCaHUC CYXOKHIIbHBIX pe(l)HeKCOB pPa3BHUBAOTCA II0 MCPC
16



nporpeccupoBanusi arpoduu. g mMuonaTMM XapakTepHa HAKIOHHOCTh K
NICEBAOTUNEPTPO(UN BCIIEACTBUE KUPOBOTO MEPEPOKICHHS MBIIIIEYHOW TKaHU
U K KOHIIEBBIM aTpOo(UsiM MBIIII, TPU KOTOPBIX YKOPAYUBAETCA MBIIIICYHOE TEJIO
U YATUHSIOTCA CyXOXmwing. K XapakTepHbIM CHMITOMaM OTHOCSTCS TaKxke
CYXOXXHJIbHBIE PETPAKIINH, CBSI3aHHBIE C PAa3BUTUEM COCAMHHUTEIILHOW TKaHH,
pPE3KO  OrpaHWYMUBAIOIINE JBUWKEHUS OONIbHBIX. MpbIlIeuHble  aTpoduu
HAOJIOJAIOTCS B MBIIIIAX IJICYEBOIO U TAa30BOTO MOSICOB, B MPOKCUMAIbHBIX
oTIelaXx BEPXHMX M HUKHUX KOHEYHOCTEM W B MBIIIIAX TYJIOBUIIA.
Atpodupyrorcst OomnbpIiMe W Maible TPYIHBIE MBIIIIBI, TpaneluueBUIHbIC,
pPOMOOBHIHBIE M TEpeAHHE 3yOdaTble, YTO TMPUBOAUT K KPBUIOBHIHOMY
MOJIO)KEHUIO  JIONATOK, IIUPOKOMY MEXJIONATOYHOMY IPOCTPAHCTBY U
CBOOOJHBIM HAIIUICUbsIM. ATpO(GUU TOABEPraloTCsS TAKKE MBIl Ta30BOTO
1osiCa; OJJHUM W3 PAHHUX CHUMIITOMOB SIBJISIETCS PaCcKauMBaIOIIAsCsA MOXOJKA,
U3BECTHAs TMOJ  Ha3BaHHEM «YTHUHOI». 3HAUUTENbHO aTpoduUpyroTCs
YeTBIPEXTJIaBbIe MBIIIIBI Oe/lpa, MPUBOIAIINE K PAHHEMY YTaCaHUIO KOJIEHHBIX
pednexcos. [Ipu arpoduu Mblmi, pasruOarMX MO3BOHOYHUK, 3aTPYAHEHO
BCTABaHWE U3 CHIAYETO [IOJIOKEHUS;, OTOT JABUTATENbHBIA aKT OOJIbHOM
COBEpIIAET MpPU TMOMOUIM PYK M OCOOBIX BCIIOMOTATENbHBIX MPUEMOB.
ATpoduueckuii mporecc yacTo nopaxaet U MbIIIIbI Juia. [Ipu 3ToMm Bo3HUKaET
TaK Ha3bIBacMOE MHOIATHYCCKOE JUIIO (facies-myopathica):
MaJIOBBIPA3UTEIBLHOE, C TJIAJIKUM JIOOM, JaroTaiibMoM (B pe3ysibrare aTpoduu
KpYyroBOM  MBIIIBl  [J1a3a) MW YTOJIIEHHbIMA Try0amu  (BCJEACTBHE
MICEBJIOTUNEPTPOPUN KPYTrOBOM MBIl pTa). B aTpodupoBaHHBIX MBILIIAX HE
HaOmomaeTcss QUOPWIUISIPHBIX — ToAepruBaHuil. [lOJHOCTBIO  OTCYTCTBYIOT
paccTpoiicTBa 4yBCcTBUTEIBHOCTH. [Ipu McciemoBaHUM AIEKTPOBO3OYAMMOCTH
BBISIBJISIFOTCSI TOJIBKO KOJMUYECTBEHHBIE U3MEHEHMS, a DJIEKTpOMHUOTpaduiecKkue
JaHHBIE  XapaKTEepU3YIOTCS  YacTOW  JAM3PUTMUYECKOM  aKTHBHOCTBIO  C

OTCYTCTBHUEM OTACJIBHBIX ITMKOB.
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1.3. Knaccndukanus nporpeccupyonieii MbIe4Hoi 1ucTpoduu

Knunnueckas kiaaccuukanus [Kazakos B.M., 2001]

Tun I'eneTnueckun Kinanueckue Bosneuenue apyrux
MEXaHU3M IPU3HAKU CHUCTEM OpPraHOB
JromieHHa X-XpOMOCOMHast Hauano B Bo3pacte no Kapanomuonarus;
peneccuBHas 5 mer; CHMIKEHUE UHTEIUIEKTa
MyTanus IIPOTPECCUPYIOIIAs
TUCTpo(UH-TeHa c1a00CTh MBIIIIIT

Ta30BOI0 U IIJICYEBOTO
mosica; HeCloCOOHOCTh
XOJUTh nocie 12 jer;
KH(POCKOJINO3;
JIbIXaTeIbHas
HEJIOCTaTOYHOCTH B

Bo3pacte 20-30 et

bekkepa X-XpOMOCOMHast Hauano B pannem mim  Kapanomuonarus

peLeccuBHast IIO3/THEM BO3pacTe;

MyTalus AUCTPOPUH MEJIEHHO

re’Ha IIPOrPECCUpYIOLLAs
CJ1a00CTH MBIIIIIL]
Ta30BOT0 U IJIEYEBOTO
10sICa; COXpaHEHUE
CIIOCOOHOCTH XOIUTH
rocie 15 ner;
JbIXaTeabHas
HEJIOCTATOYHOCTH

ociie 40 et
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MuoTtornueckas

AyTOCOMHO-
JTOMUHAHTHBIN;
paciipeHue
HECTAOMJILHOTO
yuactka JJHK

xpomocoMmbl 19q13,3

[Ineye-nonatouno- AyTOCOMHO-

JIULICBasd

[IneueBoro n
Ta30BOr0 Mosica
(BO3MOYHBI
HECKOJIBKO

3a00JIeBaHUI)

JIOMUHAHTHBIN;
4acTO MyTaluu

xpomocoMsl 4q35

AyTOCOMHO-
PELIECCUBHBIN UITH

JTIOMUHAHTHBIN

I'mazo-rmotounass AyTOCOMHO-

JTOMHUHAHTHBIN
(Dpaniry3ckas
Kanana nim

Ucnanus)

Hauyaino B mob6om
BO3pacTe; MEJICHHO
IIPOTPECCUPYIOIIAsI
cJIa0OCTH MBIIIIII BEK,
JINIIA, IIIEH,
JTUCTAIBHBIX MBIIIII]
KOHEYHOCTEH;

MHNOTOHHA

Hauaino B Bo3pacre 1o
20 jeT; MeIJICHHO
Mporpeccupyronast
MBIIIEYHas cJIa00CTh
JINIIEBOM 00J1aCTH,
IUIEYEBOIO I10sICAa,
TBIJIBHOT'O CTHOAaHUS

CTOIIBI

Hauvano ¢ pannero
JIETCTBA JI0 CPETHETO
BO3paCTa; MEIJICHHO
MPOTrpeECCUpyroIIas
¢J1a00CTH MBIIIII]
TJICYEBOTO U

TAa30BOI'0 I1oscCa

Hauano B 50-60 ner;
Me€IJIEHHO
MPOTPECCUPYIOIIAs
¢J1a00CTh MBIIIIIL:
HapY>KHBIX TJIa3HBIX,

BEK, JIMLIA U TJIOTKH;

19

Hapymenue cepaeunou
IIPOBOJAMMOCTH;
MICUXUYECKUE
HapyIICHUS;
KaTapakThl, JIOOHAs
ajnornenus; arpodus

ToHazjg

['uneprensus; rimyxora

Kapanomuonarus

[lepeOpanbHble,

TJIA3HBIC



KpuKodapHuHreagbHa

s axanasusl.
Bpoxnennas AyTOCOMHO- Hauaino npu
(BKITIOYAeT pelieCCUBHBIN POXKICHNH;
HECKOJIbKO TUIIOTOHUS,
3a00JIeBaHUM, B KOHTPAKTYPBHI,

TOM YHUCJIC THUIIBI

3aJICPIKKa PA3BUTHUA,

Dykysma B OJIHUX CITydasx -
urepeopo- paHHSS JbIXaTeabHasA
OKYyJIIpHas HEJI0OCTaTOYHOCTD, B
JTUCILIA3HS) JIpyrux Oonee

OJlaronpusaTHOE

TeyeHue 00JIE3HU

Haubonbiiee npusHanue B HEBPOJIOTUYECKOM MPAKTUKE MOIYUYUIIO pa3fieieHue
MUOTNIATUH Ha TpU OOJIBIIIKE TPYIIIBI: TIeYE-TONAaTOYHO-TUIEBAs MUOTIATHUS, UIH
dbopma Jlanaysu — JlexxepuHa, OBEeHUJIbHAs MuonaTtusi, uiu ¢opma Opba, u
ncepaoruneprpoduyeckas Muonatus, win Gopma JlromeHa.

K »T0if ocHOBHOW KiaccudUKaAIUU, MOCTPOSHHON Ha KIWHUKO-TEHETUYECKOM
OCHOBE, HEOOXOJMMO J00ABUTh M HECKOJBLKO HOBBIX, IT03)KE OIMCAHHBIX
BapuaHToB. Crojja OTHOCSTCS JIONAaTOYHO-TIepoHeanbHas amuotpodus (C. H.
JlaBHICHKOB), NHCTaJIbHAsI MO3HSAS HacjaeAcTBeHHass muonaTtus [Benanmep (L.
Welander)], opransmuueckas dhopma M. [Kuno u Hesun (L. Kiloh, S. Nevin)],
nobpokadyecTBeHHas X-xpomocomHasi M. [bekkep, Kunep (P. E. Becker, F.
Kiener)], BpoxkJieHHas (KOHreHuTanbHas1) Henporpeccupytomas M. [Iait, Meru
(G. M. Shy, K. K. Magee)] u psg Apyrux CpaBHHUTEJIBHO Oojiee peaKux
KOHTEHUTAIBHBIX (hopM M. B CBsi3u ¢ MOCHENHUMH JTOCTHRKCHUSIMUA OMOXUMHH

BBISIBJICH HOBBIM BAapUAaHT MUOIIATHH, U3BECTHBIN 104 Ha3BaHUEM O0one3nn Mak-
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Apmiia, B OCHOBE KOTOPOM JIEKHUT BPOXKAEHHAS HEJOCTATOYHOCTH MBIIIEYHON
dbochopunassl.

['enernka  oTmenbHbIX  (QopM  MuonaTuu. brarogapss  TreHETUYECKHM
UCCJIEIOBAHUSIM YJIaJOCh BBISIBUTH WM YTOYHUTH OCOOEHHOCTH TEYEHHS H
CUMIITOMATUKKA OTAENbHbIX QopM Muonatuil. Ilneue-nmomaroyHo-nuneBas
dbopma HaciemyeTcs Mo MpaBUIBHOMY ayTOCOMHO-JOMHUHaHTHoMY Tuiy. K ee
OCOOCHHOCTSIM OTHOCHUTCS paHHEe Hadajgo 3a0oieBaHus (IE€TH CHOAT C
OTKPBITBIMHM TJIa3aMH, HE MOTYT HAy4YUThCA CBUCTETh U [p.). TeueHue
3a00JIeBaHUsl JJIMTEIBHOE BpeMs JOOPOKAUECTBEHHOE, U MPOTPECCHpPOBAHHE
HacTynaeT B OoJiee MO3IHEM BO3PACTE.

IOBenunbHast ¢opma mepenaercss IO  AyTOCOMHO-PEIIECCUBHOMY  THITY
HACJIEIOBAHUSI C HEIIOJIHOW MPOSBIIIEMOCTBIO U OTHOCHUTCS K HauOoJiee YacThIM
BapHaHTaM MUoNaTuil. ATpopuUecKHil nMpolecc HaAYMHAETCS C MBIIIL Ta30BOTO
nosica M HWKHMX KOHEYHOCTEH, Kak MpaBWIo, 00JIaJjaeT BBIPAKEHHOMN
HAaKJIIOHHOCTbIO, K TE€Hepalu3allii M paHO MNPUBOJUT OOJBHBIX K
00€3/IBUKEHHOCTH.

[IceBnoruneprpodpuueckas (popmMa HMMEET PEUECCUBHBIM THUI HACJIEIOBAaHMS,
CIIETUICHHBIN ¢ X-XpoMOCOMOM. 3a00€Bal0T TOJBKO MaTbUUKH, B TO BPEMs Kak
nepenarT 3a0o0jieBaHUE BHEIIHE 3/I0pOBble MaTepu. 3a0osieBaHHE HAUMHAETCS
OUYEHb PaHO (IEpPBOE MATHIIETUE KU3HHU) C aTPOPUYECKOT0 MPOLECCa B MBIIILAX
Ta3a U HUKHUX KOHEYHOCTEH C BBIPAXKEHHBIM PAa3BUTHEM IICEBIOTHNIEPTPOPUU
MKPOHOXKHBIX MbIlI. Habmrogaercs nerkas 1e0uiabHOCTh. 3a00jIeBaHUE OBICTPO
U HEYKJIOHHO MPOTrPECCHUPYET U PaHO 3aKAHYMBAETCS CMEPTHIO OT JUCTpoduu
WM PECUPATOPHBIX HH(pEKIHA. B ChIBOpOTKE KPOBU OOHAPYKUBAIOT BHICOKUM
YpPOBEHb  albjA0ja3bl, TpaHCAaMUHA3bl W KpEaTMHKHUHA3bl. Y  MaTepw,
HOCHUTEJIBHUIIBI [TaTOJIOTUMYECKOTO T'€HA, UMEETCS TaK)KE MOBBILIEHUE YPOBHS
CBIBOPOTOYHBIX SH3HMOB.

JlomaroyHo-nepoHeaibHasi ~ aMHOTpodusl  mepegaeTcs 1O  ayTOCOMHO-
JOMUHAHTHOMY THIy, XapaKTEPHU3yeTCs MPOKCHUMAIBHBIM paCIpeieIeHHEM

aTpoduili Ha BEPXHMX KOHEUHOCTSX M JUCTalIbHBIM — Ha HIbKHHMX. [Iporecc
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COIIPOBOXKIAETCS JIETKUM PACCTPOMCTBOM YYBCTBUTEIBHOCTH B AUCTAIBHBIX
OTZIeJIaX KOHEYHOCTEH.

JuctanbHas no3nHsast GopmMa MUOIATUN HACIIEyeTCs] TOMUHAHTHO, HAUMHACTCS
nocie 20 meT. ATpopUpPYIOTCS METKHE MBIIIIBI PYK W CTOI, 3aTE€M MBIIIIIhI
MPEATUICYNN U TOJIeHEeW. TeueHne MeIJIEHHOE.

OdranpMmuyeckass ¢Gopma XapaKTepu3yeTcs HENpaBUIbLHBIM JOMHHAHTHBIM
HaclieJoBaHUEeM. PaHbllle 4acTh ATUX Ciy4aeB 3a00JieBaHUSI OMUCHIBANIACH Kak
XPOHHYECKU-TTPOTPECCUPYIOLLIAS odTanbMoIIerus, oOycJoBIIeHHAs
MOpaXCHUEM HEPBHBIX KJIETOK B OOJACTH SJEp TIJIa30/IBUTATEIbHBIX HEPBOB.
Yame, oAHako, K JBYCTOPOHHEMY HA4YaJIbHOMY TITO3y NPUCOEAUHSIOTCS
aTpoduu MBIIII 53bIKa, MATKOTO Heba, TOPTAHU U KEBATEIBHBIX MBIIII, U PEUb
MOKET UJTH YK€ 00 U3BECTHOU OyJpOapHOMapaIuTHIeCKo (popmMe MUONaThH,
onucanHoit C. H. JlauaenkoBeiM, M. I1. Hukutunsim, . M. IIpucmanom.
JloOpokayecTBeHHass X-xpomocoMHass M. (penieccuBHasi opMa, CLEIUICHHAS C
X-XpOMOCOMOI) BHEIIHE O4YEeHb CXOJHa C Tmpeabiaymed GopMol, HO
HAYMHAETCS TO3Ke, TeueT MeUieHHee U Oosee noOpokaydecTBEHHO. BonbHbIe
MOTYT JaXX€ HUMETh JeTel, 4ero He ObIBaeT MpU ICEBIOTHUNEPTPOPUUIECKON
MHUOIATHH, KOTOpas Takxke cuemieHa ¢ X-XxpoMocoMod. CBIHOBbS TIpHU
JT0OpOKAYECTBEHHOU X-XpOMOCOMHOK M. CBOOOHBI OT MATOJIOTMYECKOI0 T'eHa,
a JJOYEpH SBJISIFOTCS TETEPO3UTOTHBIMU HOCUTEJISIMU I'€HA.

Bpoxxnennble (KOHT€HHTAIbHBIE) MHUOMATHH HACIEAYIOTCS IO PEIECCHBHOMY
TAIY W TPOSABISIOTCS BO BPOXIECHHOM MBIINIEYHOW THIOTOHWM. TedeHue
noOpokadyecTBeHHOe. MMEIOTCS pas3jiuuHble BapUaHTHI, €IIe HEI0CTaTOYHO
V3yYECHHBIC.

BBuay pa3znuyHOro xojaa HaclieIOBaHUs MOKAa3aHUA K JETOPOKICHUIO JOJLKHBI
pelmarbCsd B KaXJIOM KOHKPETHOM CJIy4ae BpadyaMu MEAUKO-TEHETUYECKOU
KOHCYJIbTALlUH.

JlmarHocTvka CeMEWHbIX M  pa3BUTHIX (OpPM MHUOMATUH OOBIYHO HE
MPEACTABIIET OCOOBIX 3aTpyIHEHHMA. B HESCHBIX CllydasX MpPaBUILHOMY

JMAarHo3y TOMOTalT 3JIEKTPOMUOTrpauueckoe HUCCIeIOBaHUE, OHOICHS
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MOPaKEHHBIX MBIIIIII, a TAKXKE HUCCIEA0BaHNE KpeaTHH-KPEaTHHUHOBOTO OOMEHA.
Hanuure kpeaTHHYpHUu y B3pOCIBIX CYUTAETCS XapaKTEPHBIM JJI1 MUOIIATUH.
Paznuunbie  (QoOpMBI  MPOTPECCUPYIOMIUX  MBIIIEYHBIX JAUCTPOPUN  MOTYT
HACJIEI0BATHCSI AyTOCOMHO-JOMUHAHTHO, ayTOCOMHO-PELIECCUBHO, PELECCUBHO,
CHEIUIEHHO C X-XpoMocomoil. Pasznuunbie (GopMbl  HpOrpecCUpyIONINX
MBIIIEYHBIX ~ JUCTPOPUI  OTIMYAIOTCS  pa3HbIM  TUIIOM  HacCJelIOBaHUS,
BapualeNbHOCTBIO BO3pacTa Hayajga 3a00jeBaHUs, I[PEUMYILIECTBEHHOM
JIOKallu3auuend MOpa)KeH!usI MBI U ApyruMu npuzHakamu [Kpaxmanesa 1.H.,
JlunaroBa H.A., lTumkun C.C. u ap., 1999].

Muoauctpopun JlromenHa u bekkepa SBIAIOTCS aIeIbHBIMM BapUaHTAMHU
HKCIIPECCUU €AMHOI0 FeHeTHYecKoro nedekra B gokyce P21 X-xpomocomsl. I'en
SBJIIETCS] CAMBIM OOJIBILIMM W3 U3BECTHBIX HA CETOJHSIIHUM JIEHb U UMEET OUYEHb
CIIOKHYIO  MOJIEKYJSIDHYIO ~ OpPraHM3alui0; COCTOMT U3 79  DK30HOB
(uapopmatuBHo 3HauuMbIX ydacTkoB JIHK). B 60-65 % ciyuaeB myranus
MpECTaBIAECT COOOM Jeenuio reHa auctpoduna, a B 5-10 % ero gymiukanuio.
Bcerpewatores u ToukoBbsie MyTaruu reHa (1m0 30 % cmydaeB) [Camyasnse M.,
1997]. Beicokas yactoTa ciopaandecKux ciydaeB Muoauctpodpuil JromenHa u
bekkepa oOycioBieHa Ype3BbIYAHO BHICOKOW YAaCTOTOW CIMOHTAHHBIX MYyTaIli
reHa, BO3MOKHO, OTYaCTH M3-3a ero '"rurantckoro' pasmepa [CepmioB E.JI.,
1997]. C nokycom P21 X-XpoMOCOMBI aCCOMMPOBAHBI TAKKE NPYTHE, PEIKO
BCTpEUaroLIUecs, KITMHUYECKUEe (PEHOTUIBI: ceMeiiHas X-ClerieHHas: MUAJITHS C
Kpamnu, cuHgapom Mak-Jleoga (moBbiienue ypoBHs K®OK, akanTormro3s),
kBaapuuernc-muonatus. I[locnennsst sBnserca HanbOonee MArkod (opmoil u
XapaKTepU3yeTcs MEIJICHHBIM MPOrpecCUPOBAHUEM CIA0OCTH YEThIPEXTIIaBbIX
MmbIg  Oenpa, runeprtpodueit roneHedr u  nosbimenvem KOK.  Ilpu
muoauctpodui JlrormeHHa ypoBeHb aucTpoduHa HEe mpeBbimaeT 3 % oT
HOPMAJILHOTO, TOT/Ia Kak mpu 6omne3nu bekkepa on xonednercs ot 3 g0 20 %
[[Cext b.M. u Uneuna H.A., 1998].

[IceBnoruneprpoduueckas  mporpeccUpyromias — MblIeyHass  JUCTPOQus

(mpimeynass nuctpodust  romenna, Xp21.2, ren DMD guctpoduna) -
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BO3HUKAET B pe3yibTare Ne(EeKTOB reHa, KOAUPYIOUIEro OeNoK IUCTPOQUH.
JluctpoduH TOKaTM30BaH B MJIa3MaTUYECKOW MeMOpaHe CKEJIETHBIX MBIIIEYHBIX
BOJIOKOH W KapAMOMHOLUTOB. MyTanuu B TreHe AUCTPOGUHA BBI3BIBAIOT
KJIMHUYECKH SIBHO paznudyarommecs ¢popmbl muoauctpoduii [Eprymenko C.K.,
CanexoB 1.A. 1994].

Hekoropble  aBTOpHl  MpeamnoJiaraloT, 4YTO  pa3iuuusig B KIMHHUKE
TUCTPO(PUHONATUI MOTYT OIPENENAThCS XapaKTepoM MYyTalHid, U3 KOTOPBIX
OJIHA TPUBOMAST K CIBHUTY pPaMKH CUMUTHIBaHUA (B pe3yJibTaTe Yero CUHTE3
COOTBETCTBYIOIIEr0 OelKka NpPaKTUYECKd HEBO3MOXKEH), TOrJa Kak JIpyrue
NOBPEXKJIAIOT T'€H, HO HE HApPYIIAIOT PaMKy CUYUTBHIBaHUSA (pe3yJbTaTOM YEro
CTAHOBUTCSL ~CHUHTE€3 HU3MEHEHHOro O0ejlKa, YacTUYHO CIOCOOHOIO K
¢ynkunonuposanuto) [Eerymenko C.K., CagexoB M.A. 1994]. IlepBoiii BuI
MyTalui 0OBIYHO CBSI3BIBAIOT C TSXKEJIBIM T€UEHHEM OO0JIE3HH, BTOPOH - ¢ Oosee
MATKHM. J[aHHOE INpeanoJIoKEHNE, U3BECTHOE KaK TMIoTe3a MOHaKo, HaIIo
noATBep kaeHue B psae nyonukanui [I'punuo JLII., Aragponos b.B., 1997].
Bmecre ¢ TeM HakomjieHHWE CBEIECHUNH O MyTalUsAX B TIeHE IUCTpoduHA U
U3YYeHUE KIMHUKO-TEHETUYECKUX KOppEeIsiuuid Mpu  AUCTPOPUHOMATUAX
CHOCOOCTBOBAJIM BBISIBJICHUIO CIIy4aeB, TPYAHO OOBSICHUMBIX C MO3UIMMA
runore3sl MoOHaKko WM JPYTUX THIIOTE3, MOCTYJIMPYIOIIUX JKECTKYIO CBS3b
O0COOEHHOCTEW KIMHHMKU C TJIIyOMHOW MOBpexaeHus (QyHkuuu Oenka. Eme B
1988 1. ObUIO OMyOJMKOBAHO COOOINEHUE O HECKOJBKUX OOJBHBIX, Y KOTOPBIX
BBISIBJISITUCH JIENIELIMK 3K30HOB 3-7 reHa AUCTpOo(HHA U COOTBETCTBEHHO CABUT
pPaMKHU CUMTBIBAHUS, HO MPU ITOM 3a00JeBaHUE MPOTEKAIO B MATkKoil popme -
kak muomuctpodun bekkepa [[Humkun C.C., 1997]. Jlaxe ecnu Obl y
NAlMEHTOB TOJBKO OTCYTCTBOBAJl JAHHBIA Y4YacTOK IMOCJIEA0BATEIbHOCTH
nucTpoduHa (He TOBOPSI )K€ O HAPYIIEHUU PAaMKU CUMUTBIBAHUS AJIsi OCTAIbHON
YaCTU TeHAa), MOXHO ObUIO OBl 0XHAATh CEPHE3HOr0 HapyIIeHUS (YHKIIHH
Oenka, Tak Kak, MO HMMEIOIIMMCSl CBEJIEHHUSM, UMEHHO 3Ta YacTb MOJEKYJbI
nuctpoduHa obecnieunBaeT ero cBa3biBaHue ¢ akTuHoM [McKusik V., Amberger

J., 2003]. Opnako OoJie3HP B psAlie CiIy4aeB IpPOTEKajla OTHOCHUTEIILHO
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no00pokauecTBeHHO. bojiee Toro, M3BeCTEH MAlMEHT C Jelieleil 3k30HOB 3-9 B
TUCTPO(UHOBOM TE€HE, KOTOpBIA 10 60-1eTHEero Bo3pacta W HE MOAO03pPEBal O
cBOEil 0oJsie3HH, a B 67 JIET COXpaHsJI CIIOCOOHOCTh K CAaMOCTOATENBbHON X0/Ab60€
[Ahn A.H., Kunkel L.M., 1998]. ABTOphI, OmMMCaBIIME 3TOT YHUKAJIbHBIN
cilly4ail, TpEeANoNOKUIN, YTO, CIEAOBATEIIbHO, BO3MOXKHBI JEJICIUd B
GyHKUMOHATIBHO  BaXKHOM  00JacT  JUCTPO(PUHOBOrO  IeHa, KOTOpPbIE
00eCreunBalOT COCTOSIHUE C JUTUTENbHBIM OCCCUMITOMHBIM TE€YEHHEM U 0e3
CYIIECTBEHHOT'O COKpAIllCHUs MpoaoJDKUuTeabHOCTH ku3Hu  [Kaplan J.C.,
Fontaine B., 1999].

B npyrux nyOnukanusx oTMEYalioch, YTO KPYIHBIE JEJICLUHU, 3aXBAaThIBAIOIINE
26% (ax30HbI 21-44) u gaxke 40% mocnenoBaTEIbHOCTA AUCTPOPUHOBOTO I'eHa,
MHOTJa OOYCIIOBIMBAIOT MO3[HEE HAYAJO0 U OYEHb MATKOE TeueHue OOJe3HU -
Takhue TalueHThl B Bo3pacte 55 u 60 JeT CcoXpaHsIM OINpeeTIeHHYIO
JIBUTraTeabHyr0 akTUBHOCTS [[IlaxoBckas H.H., 2000]
[IceBnoruneprpoduueckas moOpokadecTBeHHass wmuoguctpodus bekkepa -
Kunepa.

Btopoit mo wuyacrore X-cuemiaeHHONW (opMol sBIsSeTCS Tak Ha3biBaeMas
noOpokadecTBeHHass  ¢opMa  TICEeBAOTUIEPTpOGUUECKOH  MHOIUCTPO(UM
bexkepa - Kunepa. Bniepsoie nobpokauectBennas hopma Obuia onucana B 1955
r. P . Becker u F . Kiener . B nmocneayromem V. McKu - sick (1964), R . Shaw ,
F . Dreifuss (1969) coob6mmnm o mogo0HOM 3a00JIeBaHUH KaK CaMOCTOSTEIIBHOM
mytaunu [ EBrymenko C.K., Cagexkos . A. 1994].

Menee Tskenasi U pexke BCTpevaromascs, yeM auctpodus romenHa, ¢ Oonee
MEJUICHHBIM TEYeHHEeM | 0oJjiee TO3JHUM HAyajoM, HO CO CXOJHBIMHU
KJIIMHAYECKUMHU U J1a0OpaTOPHBIMU TMpHU3HAKaMu. OTO 3a00JeBaHUE TaKXKe
SBJIIETCS pe3yabTaToM Aedekta B nuctpoduH-rene. Haunnaercs B Bozpacte 10-
-15 ner. IlopaxaroTcsi MBIIIIBI TPOKCUMAJIBHBIX OTHAEJIIOB KOHEUHOCTEH,
TA30BOT0 M mieueBoro nosica [Bushby K.M.D. et al, 1993].

Tedenne cpaBHUTEIHLHO MATKOE, JUTUTEIILHOE BPEMsI COXPAHAETCS BO3ZMOXHOCTh

CaMOOOCITYKUBaHUSI M JaXe TPYJAOCIOCOOHOCTh. B ornnuune or Qopmbl
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Jiomenna He HaOmomaercs HapylmieHud wuHTe/uiekta. I[lo Tomorpaduun
MBIIIEYHOTO  MopaxeHus: muoauctpodpusi bekkepa-Kunepa momHOCTBIO
noBTopser muoguctpoduto [Hromenna. Crnaboctb ¥ TUNOTpodus BHayaje
OpOSIBIISIIOTCS B MBIIIIAX Ta30BOro Tosica u  Oedep, 3aTeM MpoOIEcC
pacmpoCTpaHseTCs Ha MBIIIIBl IJIEYeBOro Mosica. MBIIIIBI JIMIa OOBIYHO
uHTakTHBI. [IceBnoruneprpodun pa3BUBaIOTCS B MKPOHOMKHBIX MBIIIIAX MOYTH
BO BCEX CIIydasix, MOTYT ObITh OYEHb 3HAYUTEIbHBIMH, HHOT/Ia OHH OTMEYAIOTCs
W B JIpyTUX MbIIIeUyHbIX Tpynnax. HaOmomaercs mnporpeccupyromuii
NOSICHUYHBIN JIOP/03, NOSBISAETCA YTUHAS MMOXOJKA, 3aTPYITHEHUE IIPHU MOAbEME
c nona ("mpuembl muomnara'), Oere, a B MO3IHMX CTagusAX M MPU XOJbOE.
Pa3BHUBalOTCS CYXOXKHWIIBHBIE PETPAKLIMH, B MEPBYIO OUYEpPEIb B AXMWIIJIOBBIX
cyxoxmwuax. Kapauomuonarus npu gopme bekkepa-Kunepa wim coBcem He
BCTpEYaeTCs WM BhIpaykeHa oueHb cinabo. [Ipu muonuctpoduit bekkepa, kak u
npu  ¢opme JlromeHHa, TIOBBINIEH YPOBEHb KpeaTuH(HOCHOKUHAZHOM
aKTUBHOCTH, OJHaKo He3HauuTenbHo [Le-Thiet-Thanh; Nguyen-Thi-Man; Hori-
S; Sewry-CA; Dubowitz-V, 1995].

J1o HacTOsIIEr0o BpEMEHN OKOHYATEIBHO HE PEIIEH BOMPOC O TOM, SIBJISIOTCS JIU
obe bhopMBI MHUOIUCTPODUH, CLICTJICHHBIC c X-XpOMOCOMO,
CaMOCTOSATEIbHBIMU HO30JOTHYECKUMU (OpPMAMU WU OTO Pa3HOBUIHOCTH
TeueHusi ogHoU Oosnesznu. CreayeTr ydecThb, 4To npu muoauctpoduit bexkepa
UMEETCs CIICTUICHHE C I[BETOBOM CJIENOTON (MHOTJA JUIIh YACTHYHOM), YTO HE
BcTpeuaercs pu popme romenna. He nabmrogaeTcst 01aronpusiTHOTO TeYEHUS
OpU  SKCHEpUMEHTANbHOM Muoauctpouii y kuBoTHbIX [Khurana T.S.,
Prendergast R.A., Alameddine H. et al., 1995]. C npakTu4eckoil TOUKH 3peHHUSI,
YUUTBIBASE PA3IUYHbIA MPOTrHO3, CIEAyeT O0053aTeNbHO pa3iuyaTh 3TH JIBE
dopmer [Maeda M; Nakao S; Miyazato H; et al., 1996].
DnekTpoMuorpaduueckue,  OMOXMMHUYCCKHE M HaTOMOP(OJIOrHYECKHE
WU3MEHEHHUS] YMEPEHHO BBIPAXEHBI, OTMEYAETCS W3MEHEHHUE IIBETOBOTO 3PECHMS.

JlnutenbHOEe BpeMs Y OOJIBHBIX COXPAHSIOTCS TPYAOCITOCOOHOCTh, BOZMOXHOCTh
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CaMOCTOATEJIBHOTO TEPEABUKEHUS, MHTEUIEKT; KapJUOMHOIATHS BBIPAKEHA
ymeperHo [Maeda M; Nakao S; Miyazato H; et al., 1996].

Muomuctpodus peridyca - Xorana.

Mpeimeunas guctpodus [peitdyca- Xorana mu3BectHa ¢ koHIa 1960-x romos,
Korja Obula oOmMcaHa TepBas ceMbsi € X-ClEIUIeHHOM (opmoii 0osie3HHU.
[ToznHee HapsiAy ¢ IPYTMMU OMUCAHUSMU 3TOW (POPMBI MOSBUINCH €IUHUYHBIC
COOOIIEHUSI O KIMHUYECKH HEOTIMYUMOW MHOAUCTPOPHUH C ayTOCOMHO-
JOMUHAHTHBIM  THUIOM  HacieioBaHusa. Ha OpOTSIKEHMM  HECKOJbKUX
NEeCATUIIETHT 00a BapuaHTa, OCOOEHHO ayTOCOMHO-IOMHHAHTHBINA, CUHUTAIUCh
oueHb penkumu. C paszsutuem JIHK-guarHoctukm 3T mpeacTaBieHUs
u3MeHnIMCh. OKa3anock, 4To MbliieyHas aucrpodus [peridyca-Xorana BHOCUT
3HAYMMBIN BKJIAJ B CTPYKTYPY MBIIIEUHBIX JUCTPOPHil. OTHOCUTCS K PEIKHM
X-XpOMOCOMHBIM ~ (pOpMaM  MPOrPECCUPYIOLIUX  MBIIIEYHBIX JAUCTPODUH.
Mpelieunas aucTpodus Hpeiidyca-Xorana SIBIIACTCS MEIJICHHO
nporpeccupytomein popmoir MuoaUCTpopuu ¢ X-CIEIUICHHBIM PELECCUBHBIM
tunom HacienoBanus [benozepoB FO.M., Hukanopoa M.1O., Ilepmunos B.C.,
Crpaxosa O.C., 2001].

3a0osieBanue ael0THpYeT MEXIy S u 15 rogamu xu3Hu. CaMbIMU paHHUMH U
TUNUYHBIMU TpU3HAKaMu OOBIYHO SIBJISIOTCS Pa3BUBAIOIIMECS CruOaTesbHbIC
KOHTPAaKTypbl B JIOKTEBBIX CyCTaBax W pa3rudarensx KUCTEH, peTpakiuu
ISATOYHBIX CYXOXKMJIMI. 3aTeM BO3HUKAeT claboCTh W aTpodus ABYIJIABBIX U
TpPEXIIaBbIX MBILII] IUI€Ya, MO3KE JEIbTOBUAHBIX MBI W JAPYTHX MBI
IJIe4eBOro Tmnosica. B HEKOTOphIX ciydasx B KayecTBE IMEPBOrO0 CUMIITOMA
OTMEYaroT X0/b0y Ha Malbliax U HAPYXKHBIX KPasiX CTOI, KOTOpasi pa3BUBAaeTCA
NpUOJIM3UTENIBHO B S-eTHEM Bo3pacte. Jlo 3TOro MoMeHTa JBUraTeibHOE
pa3BuTue JeTed OObIYHO ajekBaTHOe. MpblmieuyHas caab0CTh BO3HHKAET
He3aMeTHO W MemieHHo mporpeccupyeT [Mamsmbepr C.A., Ilerpyxun A. C.,
[[upokoBa B.M., 2000]. IIpumepno B 20-meTHEM BO3pacTe HACTYIMAET
OTHOCHUTENbHAS cTabmin3anus. Bo3MOXXHOCTh XOp0bI U MOIBEMA T10 JIECTHUIIE

coxpansieTcsi. JluieBass MycKyjaTypa OCTaeTcss MHTAKTHOW. OOBIYHO HMEETCs
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MpoKCUMaibHasi ci1aboCcTh (JIOMATOYHO-TUIEUEBasi) B pyKax M JAWCTAJIbHAS
(neponeanbHasi) B Horax. llpwmemsl ['oBepca MOryT OTCYTCTBOBAaTb,
CYXOXXHJIbHbIE pediiekchl He BbI3bIBatOTCS. [IceBmorunepTpoduss MKPOHOKHBIX
MBI HE XapakTepHa. YacTto oOHapyXWBaeTCS YKOPOUCHHE 3aJHEIICHHBIX
MBI, BeAyllee K HEIOCTaTOYHOM MOABWKHOCTA IIEWHOrO  OTAENa
MO3BOHOYHMKA. MHOrga BCTpeyaercs CKOJIMO3 BCIEACTBUE YIUIOTHEHUS H,
BO3MOXXHO, PETpaKIMK MapaBepTEOPAIbHBIX MBI, KOTOPBIA C BO3PACTOM HE
HapacTaeT. XapakTepeH NpOKCUMalIbHBIN TeTpamape3 [Kapmosuu E.I.,
Kazakosa JI.B., Konbacosa JI.B. u ap., 1998].

YacThiIMU M MPOTHOCTUYECKH BaXKHBIMU TNPU3HAKAMU OOJIE3HU SBJISIIOTCS
HapylIeHUsI CEpACYHON MPOBOJUMOCTH W Pa3BUBAIOIIASICS AUIATAllMOHHAS WIIH
runieprpoduyeckas kKapauomuomnatus. llociaeaHsis MOXKET  OCIOXKHSATHCS
pa3BUTHEM napainnia peAcepanii BCJIEJICTBUE ¢ubpo3a
MMITYJIbCTEHEPUPYIOLINX CUHYCOATPUAIbHBIX KIETOK. B 3THX cilydasix moka3aHa
MMILUIAHTAIUSl UICKYCCTBEHHOTO BOAUTENS puTMa. CHHKOMAIbHBIE COCTOSHUS U
OPUCTYIBI  OpajiuKapJAud B HEKOTOPBIX CIydasX MOTYT MPEANIeCTBOBATh
MOSIBJICHUIO MBIIIEYHON CIa00CTH, HO Yallle BO3HUKAIOT Ha 3-M JECATUICTUU
KU3HU. lI3MeHeHus B TMPOBOJAIIEH CHUCTEME CcepAla Jajeko He Bceraa
O0OHapYKUBAIOT pu CTaHJAAPTHOM OKT -uccnegoBanum. OnHako
aTPUOBEHTPUKYJISIPHBIE 070K bl U TIeproibl BeHkebaxa MOryT ObITh BBISIBIICHBI
npu 24-4acoBOM XOJTEPOBCKOM MOHUTOPUPOBAHUU. APUTMUSA, KOTOPYIO HE
yAaeTCsd YCTPAHUTh NPU HUMIUIAHTAIMM HCKYCCTBEHHOTO BOJUTEINS PUTMA,
MOXET MPUBECTU K MHCYJBTY U CMEPTU OO0JIbHOTO. BUTaNbHBIN MPOTHO3 MpH
muoauctpobuu Jlpetidyca - Xorana BCeIeao 3aBUCUT OT CTEIICHU IMOPaKESHUS
cepaua [Temun I1.A., benozepos FO.M., Hukanoposa M.IO., Ctpaxosa O. C.,
1998].

FOnomeckas nceBgoruneptpodus Ma6pu

[lepBble cuMnTOMBI MOSABISAIOTCS B IyOepTaTHOM mnepuoje (11-13 net) B Buae
c1aboCTH B MBIIIIAX Oefep W Ta30BOTO TMOsica. XapaKTepHBI BBHIPAKCHHBIC

NICEBJIOTUNEPTPOPHUN  MBIIIL, YMEPEHHBIM MPOKCUMAJIbHBIA  TEeTpamapes.
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Cyx0XWIbHbIE PETPAKIUM HETUNHUYHBI. WHTEINIEKT COXpaHEH, OTCYTCTBYIOT
peTpakuMu U KOHTpPakTypbl.  OOJWMraTHBIM  MOPU3HAKOM  SIBJISIETCS
kapauomuomnartus [Palmucci L., Doriguzzi C., Mongini T. et al., 2004].
Muomuctpodus Porrayda - Mopthe

Hauunaercss B Bo3pacte 8-9 ier, OTIMYAETCS BBIPAKEHHBIM MHOCKIEPO30M,
XapaKTepHOM uepTod  OO0JIE3HU  SABJSIOTCS  paHHUE, BbIPAXKECHHbIE W
OBICTPONIPOTPECCUPYIOIINE CYXOKHUIBHBIE PETPAKIUU UM KOHTPAKTYphl B
JIOKTEBBIX, TOJIEHOCTOIIHBIX CyCTaBax, PUTHAHOCTU IO3BOHOYHHMKA. BHauane
MBIIIIEYHbIE aTPpOUU PpPa3BUBAIOTCS B TAa30BOM H IIJICYEBOM  IOsCaX,
MPOKCUMAJIBHBIX OT/EJIaX KOHEYHOCTEH M MBIIIIAX CHUHBI. 3aT€M MBIIICYHbIC
atpodun TpPeodaaloT B JIONMATOYHO-IJICYEBOM OOJACTH M B JIUCTAJBHBIX
oTzeNiax KoHeuHocTed. M3-3a KoHTpakTyp dopmupyercs Xoan0a Ha HOCKax, a
3aTeéM HEBO3MOXXHOCTh CTMOAaHMsS MO3BOHOYHHMKA BCJEICTBHE (PUOPO3a MBIIIII.
[Tape3bpl MBI BBIPAXKEHBI YMEPEHHO M B OCHOBHOM 3aTpParMBarOT IJICUYEBOM
mosic W JucTalbHble OTAenasl Hor. [lceBmorumeptpoduu  OTCYTCTBYIOT,
WHTEJUIEKT coXpaHeH. TeueHue 3a00JieBaHUsI MEUICHHOE, OOJIbHBIC JITUTEIHHO
COXPaHSIIOT MOJIBUKHOCTh U 00CITYKUBAIOT ce0sl. XapakTepHa KapIuOMUONATHUS
C HapylIeHHeM MpoBosiiei cucteMbl cepana. K 35-40 rogam MoXeT pa3BUTHCS
MOJIHASE aTPUOBEHTPUKYJIApHAs OJ0Kaaa, YTO OMpEeNeNsieT JEeTATbHBIA HCXO].
Conepxxanne KOK 3HaUNTEIRHO MOBBIIEHO U CHUXKAETCS B JAJEKO 3aIIEAIINX
CTaJusIX Mporecca. I eTepo3uroTHsie HOCUTEIBHUIBI 310POBbI, a YpoBeHb KOK
y HUX HOpMasibHBIN. KnuHuueckue nposiBieHus: OJIM3KU MUOAUCTPOPUU DMepH-
-Jlpetidyca, oqHako oTMeuaeTcst Oosee nuddy3Hoe pacnpenesieHue MbIIIEYHbIX
rUnoTpopuu U OOJIbIIAsi CKOPOCTh MPOTPECCHPOBAHUS MUOAUCTPODHUUECKOTO
npouecca [Axuo H.H., llItynemen [.P., Menpanuyk I1.B., 2001].
[TosicHO-KOHEYHOCTHAS FOHOIIECKast MuoaucTpodus Ipbda -- Pora.

[lepBoe cooOIIEHNE O MPOrPECCUPYIONIEH MBIIIIEYHON JauCTpouu  OBLIO
omyonukoBaHo B Poccun B 1895 r. Bpawom B.K. PoTom, koTOpsmlii HazBai
3a0o0/ieBaHME  MBIIIEUYHOM  cyXOoTKOoW. TepMHH  "KOHEYHOCTHO-TIOSICHAs

MblllleyHass — auctpodus”  ymoTpeOisiercss Uit 00O3HAYEHUsT  CIy4yaeB
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MPOKCUMATIbHOM MBILIEYHON €Ia00CTH, KOTOpas HAYMHAET Pa3BUBAThCSA Ha 2-M
WK 3-M JECATWIETUU >KU3HHU, MNPOrPECCUPYET MEMJIEHHO W MPUBOAUT K
riryOoKkoi nHBanuau3anuu auis yepes 15-20 nert. [pencrasiser coboil rpymniy
3a00/1€BaHUM, KJIOYEBBIM  CHMIOTOMOM  KOTOPBIX  SBJISIETCS  CJIA0OCTh
IPOKCUMAJIbHBIX MBIl BEPXHUX M HWXKHHMX KOHEUHOCTeH. B HekoTopbIxX
cllydyasx IUICYeBOM M Ta30BbIM IOsica BOBJIEKAIOTCA OJHOBpeMeHHO. Kak
IpaBUJIO, ONMCHIBAETCS HACIEACTBEHHAs ayTOCOMHO-peleccuBHas (opma
IPOrPECCUPYIOLINX MBIIMIEUHBIX aucTpoduil Jpbda - Pora Bocxonsduiero Tuma.
Oto 3a0oneBanue Habmonaerca npuMepHo B 30% cirydaeB Mporpeccupyromen
MBIIIEYHOH JUCTpOUM M MPEACTABISAET COOOW TIeTEpOreHHYK TIpYIIILY,
OOBEIMHEHHYI0 MO NPHUHLUIY JIOKAJIM3alUM [aTOJIOIMYECKOro mpouecca
IPEUMYILECTBEHHO B MBIIIIAX IJIEYEBOTO U TAa30BOr0 MOACOB. B Tex ciywasx,
KOI'Jla HaYMHAETCsl MpoLecc aTpoduu MBI BEPXHUX KOHEYHOCTEH U 3aTeM
aTpoUPYIOTCS MBILIIBI Ta30BOro Mosica, a yepe3 2-4 roja, Kak IpaBuUio,
pa3BUBaeTcs arpo@us MBI HWKHUX KOHEYHOCTEH, KOHCTAaTUPYIOT
HUCXOASIIMKA Tun Oone3Hu. MMerorcs Takke CIOpagUuecKHe —Cliydau.
3aboneBanue mposiBisieTcs B Bo3pacte 13-16 ser, ogHako nepBbie €ro NpU3HaAKH
MOTyT HaONIoaTbCsd B paHHEM JIeTCKOM Bo3pacte (auctpodus Jleitnena)
[Mansm6epr C.A. u coant., 2001]. XapakTepHbIMH CHUMIITOMaMH SIBJISIFOTCS
cnabocTh W aTpodusi MBI Ta30BOTO Mmosica W Oefep, MBI >KUBOTA U
TYJIOBUINA, YTO MPOSBISETCS THUIEPIOPAO30M IMO3BOHOUHHUKA, BBINSYMBAHUEM
KUBOTA, YTUHOU MOXOJIKOW, 3aTPyTHEHUEM TP MEPEX0JI€ U3 TOPU30HTAIBHOTO
MOJIOKEHUS B BepTUKalbHOE. ['eHepanu3auus arpopuil TPOUCXOIUT IO
BocxozsmemMy tuny. llceBgorunepTpodun UKpOHOKHBIX MBIIIL, PETPAKLUU U
KOHTPaKTypbl BBIPAXKEHbl YMEPEHHO, MHTEJUIEKT COXpaHeH. boibHOU cTowuT,
HECKOJIBKO PaccTaBUB HOTH, YyTh-4yTh COTHYB UX B KOJIeHAX. [losicHuIIa CHIIbHO
BOTHYTa, >KMBOT BBINSAYEH, BEPXHSS YacTh TYJIOBUIIA OTKMHyTa Haszaa. [lpu
CIIOKOMHO BHCSIIMX BEPXHUX KOHEYHOCTSX JIOKTH PpACIOJIONKEHBI 0331
TynoBuia. Hanbosnpas BEIMYKIOCTh TO3BOHOYHHMKA HAXOAUTCA Ha ypoBHE 2-3

IPYAHBIX TO3BOHKOB, a HaWOOJbIlIasg BOTHYTOCTb COOTBETCTBYET BEPXHHUM
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MOSICHUYHBIM 1MO3BOHKaM. JIOMaTKu HEMHOTO MPUIOJHATHL, UX BHYTPEHHHUE Kpasi
napajuieIbHbl U CONMKEHBI 10 PACCTOSHUS § CM, HO 3HAYUTEIBHO OTCTOSIT OT
rpyaHoi kjetku. Ilneun ToOHKHM, Kak y wManoro pebenka. [Ipenmieubs
CPaBHUTEJIBHO C MJIEYaMH KaKyTCsI HOPMaJIbHBIMU. SITOUIBI OYE€Hb TOXYIEIH.
benpa mnpu CHBUHYTBIX HOTax HE KacarlTCs Jpyr Jpyra, OHU HMMEIOT
HUIMHAPUYECKYI0 PopMy BCIeACTBUE Tpeoliaaaronieil aTpodun npuBOISIIIX
mbIm. HecMoTpst Ha 3HaYUTENFHOE YMEHBIICHHE 00beMa MHOTMX MBIIII, HET
HU OJHON mapanu3oBaHHOW. UYUTOOBI MEepeMEHUTh TOJIOKEHHUE, HalpuMep,
Jexxadee Ha cupsdee, O0JIbHOM JOJKEH IMMOBEPHYTHCS COUHOM KBEpXY, MPHUHSTH
nonoxkeHne a la vache, omycTuthes siroaMiiaMu Ha TSATKH, 3aTEM Pa3OTHYTH
TYJIOBUIIIE, ONUPAACh pyKaMU O IOCTEb, HAKOHEL, BHICBOOOAUTH U3 MOJ ce0s
Horu. YTOOBI BCTaTh C MOCTENH, OOJIBHOMY MPUXOIUTCS TMOBEPHYTHCS CIIMHOMN
KBEpXY IpPH MOMOILM Psiia OKOJIBHBIX JBMKEHHM M yXBaTOK, CIyCTHUB IIOTOM
OJIHY 3a JIPYroil HOTM Ha I0J], a 3aTeM NMPUTYIUTh K CAMOMY TPYJHOMY MaHEBPY
- pasrubOanuio TynoBuia. s 3Toro OOJBHON OTHICKMBAET pyKamu OoJiee
BBICOKYIO TOUYKY OTOPBI: CTOJ, CHMHKY KPOBAaTH U T.I. ¥ MOJIb3YETCS €10, YTOObI
MOJTHATH TYJIOBUIIIE Ha CKOJIBKO MOXKHO, BCJIE]] 32 TEM, OTTAJIKUBAs €r0 PyKOH, a
Tak)Ke OPIOUIHBIX MBI OJJHOM CTOPOHBI, OH JIOCTUTaeT TOTO, YTO TYJIOBHILE
OTKCHIBACT AyTy U meperudaerca Ha cropoHy. Korna TynoBuile npuaeT Takum
oOpa3oM B OJHY (POHTAIBHYIO TUIOCKOCTh C HM)KHUMU KOHEUHOCTSIMH, YXKE
HEOOJIBIIOTO HAIMPSHKEHUsI MBIMIL JIOCTaTOYHO, YTOOBI OTKJIOHUTH €ro K3aJu.
CrvHa TpPUHUMAEeT €IMHCTBEHHOE TMOJIOKEHHE, B KOTOPOM OOJBHONW MOXKET
CTOATh 0€3 MOIAECPKKH M XOOUTh. OKCIPECCUBHOCTh MYTAaHTHBIX TEHOB
BapbUpPYET, YTO OIpeNeseT CYUIECTBOBAHUE TSKENbIX, JIETKUX M Jlaxe
CyOKJIIMHMYECKUX (OPM MOSICHO-KOHEYHOCTHON Muoauctpoduu Dpba - Pora.
Kapanomuonarus nposiBisieTcs B MO3AHUX CTaAusax 3abosneBanust [Mamsmbepr
C.A. u coasnrt., 2001]. ATpodusi ABIXaTENBHBIX MBI, JAehOopMaIus TPYIHON
KJIETKA W TI03BOHOYHWKA MPHUBOIAT K HApYyIMIEHUI0 (YHKIMKA BHEITHETO

JAbIXaHH, HCFO‘IHO-CGpI{C‘—IHOﬁ HEOOCTATOYHOCTH. CMepr OOJILHBIX OOBIYHO

31



HACTyMaeT OT JIETOYHBIX OCJOKHEHUS, B YaCTHOCTH, OpPOHXOITHEBMOHHH
[TereneB @.®., bonposa T.H., Emenssnosa H.B., 2000].
[1nede-nonarouno-nunesas muoguctpodus Jlanmysu - Jlesxxepuna.

Tun HaciaemoBaHWsT ayTOCOMHO-TIOMHUHAHTHBIMA, WMEIOTCS CIIOPAJIHYCCKHEC
ciydan. OOBIYHO MEJUICHHO MPOrPECCUPYIONIEE, YMEPEHHOM TsKeCTH
3a0oneBanue. 3abosneBaHue HauuHaeTcss B Bo3pacte 12-20 ner. CemeiiHas
OTSTOIIEHHOCTh MOXET OBITh HE OOHApYXKEHA, TTOCKOJIbKY MOPaKCHHBIC UYJICHBI
CEMbU 3a4acTyl0 HE TMOJ03PEBAIOT O CBOUX COOCTBEHHBIX MpoOJIeMax.
[lepBoHayanbHO atpoduu HAOMIONAIOTCA B TUIEUEBOM TMOSACE C MOCICIYIOIINM
pacrpoCTpaHEHUEM Ha JIMIO, CIEICTBUEM 4Yero sBIsIOTCS amumusa. CinadocThb
MHUMHUYECKOW MYCKYJATyphl BBIPAXKAETCs] B HECIIOCOOHOCTU CBUCTETh U MOTEPE
BBIPA3UTEIBPHOCTH JIMIA. TWIWUYHBI «IMOJUPOBAHHBIN» J100, JarodTaibMm,
«TIOTIepeYHas yIJbIOKA, TOJCThIC, HHOTJIa BEIBOPOUCHHBIE TYOBI (TyOBI Tamupa).
Tun TeyeHus: 60J1Ie3HU B OOJIBITMHCTBE CITy4aeB OTHOCUTEIBHO OJIarONpHUsTHBIN.
OpnHako ¢u3MYEeCKUe TEeperpy3Kd, WHTCHCHUBHBIC CIIOPTHBHBIC 3aHATHS U
HEpaIMOHAJILHO MpOBOAMMAs JieueOHast (U3KYJIbTypa MOTYT CIIOCOOCTBOBATH
OoJjiee TsDKENIOMY TedeHUIo Oosie3Hu. MHorue OOJIbHbIE HE CTAHOBSITCSA
WHBAIMJAMU M Ka4eCTBO MX JKU3HU He yxyamaerca. Jpyrux OoJbHBIX
MIPUKOBBIBAET K Kpeciy-KaTtajlke B 3pesioM Bo3pacte. Kak mpaBuiio, GOJbHBIC
OTMEYalOT U3MEHEHNE CBOCH MUMUKH: UX peUb CTAaHOBUTCS HepazOopunBoil. Ha
BBICOTE 3a00JIeBaHMs TPYyOO CTPAZAlOT KPYTOBBIC MBIIIIBI PTa U TJ1a3a, O0JIbIIast
rpyaHas, TEpeaHss 3yOdaras W HWDKHUE OTACIBI TPANCIUEBUIHON MBIIIIIHI,
IUpOYAMIIasl MBIIIIA CIWHBI, ABYyIJIaBas W TpEeXrjaBas MBIl IIeYa.
OTmeyaroTcs XapakTepHble€ CUMITOMBI B BHJIE€ MOIMEPEHYHON YIBIOKU (YIIBIOKH
JI>KOKOH[IbI), TPOTPY3UM BepxHel ryObl (ryObl Tanupa). ['pyaHas kierka
YIUIOIIAETCsl B TEpeaHE3aHEM HAaINpaBJICHUU, TUICUEBBIC CYCTaBbl POTHUPYIOT
BHYTpb, JIOTIATKU TPUOOPETAIOT KPHUIOBUIHYIO (HOPMY TIPHU TMOMBITKE MOIHSTH
PYKH BBepX, jaedopManus TPYJAHOW KJICTKH M TO3BOHOYHHMKA, CKOIICHHBIC
IJI€YH, TIOSBJIICHUE IIMMPOKOTO MEXKIOMATOYHOTO MPOMEXKYTKA, YILIOMICHHUE

IPYAHOW KIIETKH, CKOJMO3. ATpoduM pacnpoCTpaHSIOTCS B HHUCXOISAIIEM
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HaIllpaBJI€HUM, W B NPOLECC BOBJIEKAIOTCS MBIMIBl HOTI (JIONATOYHO-
ieueOeIpeHHbIN,  JTUIENIONaTOYHO-TIJICUeIepOHEANbHBIN.  JTUIEIONAaTOYHO-
IUIeYEATOUYHO-OCAPEHHBIMH, JMLEIONAaTOYHO-TUIeYe-SIr0AMYHO-0e APEHHO-
NEepOHEANbHBI U Japyrue BapuaHThl). B Takux ciydasx cimabocth Hamboliee
3aME€THA B TPYIIE MajI00EpLIOBBIX MBIIII] IO CBUCAIOLIEH CTONE, HO MOXKET OBbITh
U B MNpoKcuMaibHbIX oTaenax Hor [bamaman JI.O., 2008]. I'enepanuzanus
IIaTOJIOTUYECKOro mpouecca mnpopoipkaercs 10-15 nmer, oH mocreneHHO
PacipoCTpaHsAETCsl Ha MBIIILBI TA30BOTO M05CA, TPOKCUMAJIbHBIX U TUCTAIBHBIX
otnenoB Hor. CBHCaHHME CTON M CIIa0OCTh HOT MOKET BbI3BIBATH IAJICHUS
OOJILHOTO M IIPOTPECCUPYIOLIEe 3aTPYITHCHHUE ABMKEHUM. B HEKOTOPBIX Ciiyyasx
pa3BHUBarOTCs Takke arpouu Mbli Oenep u roneHeil. IlceBnoruneprpodus
UKPOHOXHBIX, JEJIbTOBUJHBIX, JIMIEBBIX MBI BBIPAKEHA YMEPEHHO.
Pednekcel MOTyT OBITH 10JITO€ BpeMsi COXpAaHEHbI. XapaKTEepPHON KIMHUYECKOM
OCOOCHHOCTBIO sIBNISieTCS acuMMmeTpusi arpoduu. Bo3MoxHO HekoTopoe
oOpaTHOE pa3BUTHE CUMIITOMOB. Moryt HaOm0IaThbcd IMCEBAOTUNEPTPODUN
MbIL. KOHTpakTypel M peTpakiMK BBIPAKEHBI yMepeHHO. Kapamomuonarus
penka. AHOMaJIUM COCYJIOB CETYATKH, KOTOpPBIE MOTYT OBITh OOHAapyXE€HbI y
MHOTUMX OOJIbHBIX TMpPU HCIOJBb30BAaHMM METO/Ja aHrHMOpeTHMHMOorpaduu,
paccMaTpUBAalOTCS B KAdyeCTBE COCTaBISIOLIEH YacTH (DEHOTHUIMHUECKHUX
NposiBIeHU OoJie3HH. B OONBIIMHCTBE CIy4YaeB C TSKEIBIMU TJIa3HBIMU
IIPOSIBJICHUSIMU HaXOZAT TEJIEAHTMIKTA3UU, OTEK M OTCIOWKY ceTyaTKh. Moxer
HaOJIIOAAaThCsl TAK)KE CHIDKEHHE cliyXa. [Ipy BBIABICHHM TEJIEAHTUIKTA3UU UX
JUKBUAMPYIOT C TIOMOILIBIO KOAryJsiliik, YTO MNPEJOTBPAILIAET pa3BUTHE
ClIenOThl. bBoNbHBIE AMUTENBHOE BpEMsI COXPAHAIOT TPYAOCHOCOOHOCTb.
[IceBnorunepTpoduu BBIPAXKEHBI B MKPOHOXKHBIX W JEJIBTOBUIHBIX MBIIIIAX.
MplleuHbIl TOHYC B paHHUX CTagusX OOJIE3HH CHUXKEH B MPOKCHUMAbHBIX
rpynmax Meimy. [ayOokue pediexchl CHUKEHBl MPEUMYIIECTBEHHO C
JBYTJIABOM W TPEXTIJIaBOM MbII Ijieda. HTeHcHBHBIE (DU3MYECKUE HArpy3Ku
BEIIyT K ObICTpOMY TIporpeccupoBanuio 3adoneBanus [CyxomsicoBa A.JL., 2005].

JlomaroyHo-nepoHeasbHas TUCTPOPus.
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bone3np Hacnemyercs IO CHEIUVIEHHOMY € X-XpOMOCOMOM THUIy UM MOXET
SBJIATHCS AJUICIIBHBIM BapHaHTOM sk MuoaucTpohuu Dmepu-Jpeiidyca. Jlo 5-
JIETHETO BO3pacTa JETH 3IO0pPOBbI, OJHAKO 3aTEM HAYMHAETCS Jerpajalus
IICUXUKH, KOTOpPas MPOSIBISAETCS HECITOCOOHOCTBIO K O0OYYEHHIO U OTCTaBAHUEM
YMCTBEHHOTO pa3BUTHs. BCkope BO3HUKAIOT ClIa0OCTh U aTpOPUU JIOMATOUHBIX
WIM TUIEYEBBIX U MaJIOOEPLIOBBIX MbIIII. KOHTpaKTyphl U MCEBAOTUIEPTPO PUU
MBI HE pa3BuBatoTCA. CHUMNOTOMBI KapJAHMOMHONATHU HAOIIOAIOTCA B
MOAPOCTKOBOM BO3PacTe€ M OINPENESAIOT JEeTalbHbId Hcxohd. KimHuueckas
KapTUHA Takas K€, KaK MpU IUICYEIONATOYHO-TUIICBON AUCTPOdUU, HO HET
MBIIIIEYHON  cIa0OCTH  JIMIA, BO3MOXKHBI SIBIIGHHS KapauoMmuonatuu. B
OOJBIIMHCTBE CIIy4aeB 3a00JieBaHHE HAYMHACTCS B CpPEJHEM BO3pacTe U
HacJeayeTcss MO0 ayTOCOMHO-JAOMHHAHTHOMY THITY, HO MOET BCTpEYaThCs U
dopma 0oJIe3HM C paHHUM HAYaJIOM, JPYTUM MEXaHU3MOM TE€HETHYECKOU
nepenadn (CBsi3aHHBIM € X-XPOMOCOMOM, PELECCUBHBIN), C KIMHUYECKUMHU
MPOSIBJICHUSIMU CYCTaBHBIX KOHTPAKTyp U Kapauomuonatued (tum Omepu--
Hpeiidyca) [Palmucci L., Doriguzzi C., Mongini T. et al., 2004].

Hucrtanbaas muoauctpodus ['opepca

OTtHOCHTCS K peakuM 3a00JIeBaHUSM, XapaKTepU3yeTcs TEeHETHYECKOU
reTEPOreHHOCThI0. THUIl HacleqoBaHHUs ayTOCOMHO-JOMHUHAHTHBIM, HMEIOTCS
criopaguueckue ciaydau. [Ipossasiercs B Bo3pacte 30-60 mer. CummnromaTuka
MOPAXXEHUSI MBI JUCTAIBHBIX OTAEJIIOB KOHEYHOCTEH. XapaKTepHBIMU
CUMIITOMAMU SIBJISIFOTCSI C1a00CTh U aTpO(UU MBIIII] TOJICHU U CTOIl, CHUXKEHUE
aXWUJIOBBIX M KOJIGHHBIX pediiekcoB. Beaymumu cuMnToMaMu —SBIISIIOTCS
[IUICTIAIOIINE CTOMBI, CIA00CTh MBI pa3rudaresneil kuctu. BHadane cnabocthb
u atpodusi UMEIOT MECTO B MKPOHOXKHBIX MBIIIIAX, TEPEAHSS TPYINa MBIIIII
roJIeHEH OCTaeTCsl MHTAKTHOM. ['eHepanm3anus mpolecca ¢ pa3BUTHEM aTpodwii
KHCTEH M MPOKCUMAJIbHBIX OT/IEJIOB KOHEYHOCTEH MPOUCXOAUT B TeueHue 5-10
JeT. AXUIUIOBBI pedIeKChl OTCYTCTBYIOT, BCE OCTaJIbHbIE BbI3bIBAIOTCS [banansn

JL.O., 2008]. Y OosbHBIX, KaK TMPaBUIO, BBIpAKEHA KapAUOMHUOIATHS,
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IPUBOJAIIAS K JETAIbHOMY MCXOAy. TedeHue: 1oOpOKaueCTBEHHOE, MEJICHHO
nporpeccupytomiee [Piantadosi C., Nigro V., Servider S. et al., 1998].
OdranpMoruiernyeckas u okyynodapunreanbHas (rjaa30-TI0ToYHas) GOPMBI.
BnepBrie 3aboneBanme Obuto omucano von Graefe B 1868 1. Kak
«TpoTpeccupyrolas HapykHas odTanbmoruierus», B 1915 r. - Telnopom kak
CEMEHHBIN cyyall KOMOMHAIIMM TTO3a BEK W IMapajinya TJI0TATEeNbHBIX MBIIIIL.
Onnako Tompko B 1962 r. M. Victor cBsi3an «IpOTrpecCUpPYIONIYI0 HAPYKHYIO
o TaNIbMOILIETHIO» C (hapuUHTeaIbHOM C1a00CThIO U J1all 3a00JIEBaHUIO Ha3BaHUE
«okynodapunreanbHas muonuctpopus» [Makcumoa H. P. U. A. Hukonaesa
M. H. Kopotos T. Ukeyun O. Ononepa M. Hummzasa C. K. Crenanosa X. A.
KypranoB A. JI. CyxomscoBa A. H. HoroBuupina E. E. I'ypunoBa B. A.
Crenanos B. I1. I1y3sipes , 2008].

['eneTnyeckn 0OYyCIIOBIEHHbIE MHUOJUCTPO(GUU TJIA3HBIX MBILIL] ACTATCA Ha
HECKOJILKO (hOpM:

[. W3onupoBaHHast OKyJsipHas MHOJUCTPO(Us, HAUMHAIOLWIASCA B MOJIOAOM
BO3pacTe U MPUBOASILIAS K MOJHOW HapyKHOH 0(TalnbMOIUIETHH, OOBIYHO O€3
ABJICHUN IUIUIONWU. B psge ciydaeB mporecc pacnpoOCTpaHSETCS Ha APYTue
HoTnepevHo-nosaocaTeie MbIlbl. [loBbimaercst ypoBeHb KpeaTuH(OCHOKHHA3HI,
JAKTAaTAETUIPOTeHa3bl W aJbJ0JIa3bl B CBIBOPOTKE KPOBH. AYTOCOMHO-
JIOMUHAHTHBIA TUIT HACJIEIOBAHMUS.

II. Tlo3musiss oxkynspHas MHOIUCTpOoUs HAOMIOAACTCS B BHJE CIEIYIONINX
dbopm: okynodapuHreanbHas - MOPAXXEHUE TJIa30ABUTATEIbHBIX U TJIOTOYHBIX
MBI C HApPYIIEHWEM TJOTaHus; OKyaodauuanbHas (gopMa (OTIMYAETCS OT
dopmbl  Jlanmys3u-JlexxepuHa TOJNBKO COXPAHHOCTBHIO (PYHKIIUU KPYTOBOM
MBIIIIIBI [J1a33); OKyJIoOpaxuanabHas (popma (coueraercs ¢ MOPaKEHUEM MBIIIIII
IPOKCUMAJIbHBIX OTAEJIOB KOHEUHOCTEM); OKyJoKapauaibHas Gopma.

III.  Oxynspuas  MuOAUCTpO(dUs, COUYETAIOMASACA C  HEMBIIICYHBIMH
NOPAKEHUSAMH JIET€HEPAaTUBHOTO XapakTepa, MPOSIBISIOMIASACS —3aJepPIKKOM
pa3BUTHS THUPAMHUIHONW CUCTEMBI, MOPGOJIOTHYECKOW WU (YHKIIMOHATHLHOM

HEOOCTAaTOYHOCTBIO IIOJIOBBIX JKCJIC3, CCp)IC‘IHOfI JACATCIBHOCTH. 9TO0 TakK
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Ha3bIBaeMblid cuHApoM Kupnca- Ceiipa K OQTaJbMOIUIETHH MPUCOECTUHSAETCS
NOPAKEHUE ILEHTPAIBHON U Nepudepuyeckod HEPBHOW CUCTEMBI (OKYJIO-
KpaHHOCOMAaTHYE€CKOE HEPBHO-MbIIIeUHOE 3a0oseBanue). [losBisercs y nereit u
MOJPOCTKOB C HU3KMM POCTOM, HEIOCTATOYHOCTBIO YMCTBEHHOI'O pPa3BHUTHS,
aTaKCUeH, TIIyXOTOM, MUTMEHTHOW peTHHONaTheH, aedeKTaMu MPOBOJISIICH
cucteMmbl cepana. llepemaercs mo ayTOCOMHO-ITOMHUHAHTHOMY M ayTOCOMHO-
pernieccuBHOMy THITy [Becher M. W., Morrison L., Davis L.E. et al., 2001].

Tun HacnenoBaHusi AayTOCOMHO-JOMWHAHTHBIA, HMMEIOTCS CIOPAJUYECKHE
ciydad. BospacT Hauana 3aboseBaHHs MOXET ObITh pa3HbIM. Yarie Hagao
3a0oneBanuss B Bo3pacte 50-60 ser ¢ SABJICHUSIMH NTO33a, OrPAHHUYEHUS
AKCTPAOKYJIAPHBIX JABUKEHUH, JUIEBON U KPUKO(DAPUHTEATHHOW MBIIICYHOM
cmaboctu [MakcumoBa H. P. 1. A. Hukonaesa M. H. Koporos T. Ukeyuu O.
Onogepa M. Hummszasa C. K. CrenanoBa X. A. Kypranos A. JI. CyxomscoBa
A. H. HoroBuupsiHa E. E. I'ypunosa B. A. Crenanos B. II. [Ty3sipes , 2008].

B xnuHuueckoil kapTuHe 3a00J€BaHMS HAOIIOAETCS MPOrpeccUpyromast
MBILLIEYHAsT CJIa00CTh U aTpodusi NPOKCUMAJIbHBIX OTIEIOB KOHEYHOCTEH,
paccTpoicTBa raoTaHus U (poHAUMHU, MTO3, CIA0OCTh JIMLEBOW MYCKYJATYpHI.
XapakTepHsl MEJIJIEHHO HapacTaroas c1abocTh U aTpodus
IJIa30/IBUTATEIBHBIX MBI, OTPAHWYEHUE JABUKEHUN TJa3HBIX  SIOJIOK.
KpukodapunreanbHasi MbplliedHas cila0oCcTh BEAET K axaiasuu, AUCparuv u
acripanuu. Tak KaK HapyUIeHUs JBUKEHUU IJ1a3 HOCAT XPOHUYECKUHN XapaKTep,
OHH PEAKO BEAYT K JTUTLIIONHH.

[TopaskeHr€e TJIa3HBIX MBI MOXET ObITh U30JIMPOBAHHBIM WA COYETATHCS C
aTpodueil MBI JHUIA, TIOTKKA (YTO MPUBOIAUT K 3aTPYJHEHHUIO TIOTAHMUS),
MOPAXKEHUEM MBIIIL] KOHEYHOCTEW. TedeHue MEIIEHHO IPOrpecCUupyroliee
[Blumen S.C., Brais B., Korczyn A.D. et al., 1999].

Muomuctpodus bernema.

He6roT: panHee AETCTBO. 3a0o0jeBaHME HAYMHAETCS CO CIa0OCTH MBIIIII]
Ta30BOr0 MOsACA, KOTOPasi BOZHUKAET B IPYTHOM WJIM PAHHEM JIETCKOM BO3pacTe.

JluueBass Myckyiarypa ocTaeTcss HMHTakTHOW. YacTto cuMnOTOMBI OO0JE3HU
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HACTOJIBKO CTEpPThIE, YTO POJCTBEHHUKH OCTAIOTCS HEOCBEIOMIICHHBIMU 00
UMEIOIIUXCSl OTKIOHEHUSIX. Ci1aboCcTh MPOTrpecCUpyeT MEIJICHHO U OOBIYHO HE
IPUBOIUT K MHBATMAW3AIMN U HE BIUSET HA MPOJODKUTEIHLHOCTD KU3HU. PaHo
pPa3BUBAIOTCS CrHUOATENbHBIE KOHTPAKTYPHI B JIOKTEBBIX, TOJEHOCTOITHBIX M
Mek(anaHToBeIX cycTaBax (Kpome Oosiblux mnanbleB). Jedopmanmii
MO3BOHOYHHMKA HE HaOmomaeTcs. PeTpakiusi MATOYHBIX CYXOXKHJIUK SIBIISICTCS
NpUIMHONW X0ah0bI Ha manbiax. CyXOXWIbHBIC pe(IeKChl HOPMAIbHBI WIIH
cHwkeHbl. KapaumomuonaTtusi HexapakTepHa. TeueHWe: I0OpOKaYeCTBEHHOE,

crarmmonapHoe [Piantadosi C., Nigro V., Servider S. et al., 1998].

1.4. HoBoe B Jie4eHHHU MPOTrpeccHPYIoIeii MbIIIIEYHOI TuCcTPOopUU

JleueHue NpoOBOJAT OTAEIBHBIMU KOMIUIEKCHBIMH KYpPCaMH JJIUTEIIbHOCTBIO 4—
6 wHeaenb Kaxnapld. Hasnavaror ButamuH E B Buae wuHbeKnui anbda-
tokodepona no 0,3—1 M BHyTpuMbIiieyHO B TeueHue 30 gHEl; IPUMEHSIOT U
aneHo3uHTpudochopHyo KUCIOTYy — 1 MiI BHyTpUMBIIIEYHO B TeueHue 30
JHEW; NIUTEIBHO AT MII0TaMUHOBYIO KucaoTy 1o 0,5—1,0 r 3 pa3a B J1cHb;
0,25% pacTBOp HUBAJIMHA B 3aBUCUMOCTH OT Bo3pacTa, HaunHas ¢ 0,1—0,3 M u
no 0,6—2,0 mu; mposepun (0,05% pactBopa 1 M1 mojakoxHO B TeueHHe 30
nueit), nubazon (1 ma 1% pacTBopa) U aHTUXOJUHACTEPA3HBIE MPEMAPATHI C
MPOJIOHTUPOBAHHBIM JIEUCTBUEM (OKca3mil). XOpolllee ACHCTBUE OKa3bIBAIOT
TpaHcy3uu ongHorpynmnHo kpoBu no 100—150 mi 1 pa3 B HeAeno B TeUCHUE
4—6 nenenb. Hasnawaror Butamuubl B,, B6, B12, dwusuorepanuto B Bujae
noHodopesa ¢ kambimeM. [Ipow3BOAST pEHTreHOTepanuio JAuIHIEhATHLHOMN
obnactu. ITpu cknonnoctu k perpakiusm Mol — AKTI o 5—10 EJl 4 paza
B JIeHb B TEUEHWE JBYX Henenb. Tpelyercss OombInasi OCTOPOKHOCTH TIPH
HAa3HAUYCHUU JIeYeOHOW THUMHACTUKH, 4YTOOBI HE BBI3BaTh NEPECHANPSHKCHUS
OCJIa0JICHHOW MYCKYJIaTyphl.

HoBpiM HanpaBnenuem B teuennr MJ1JI/b moria Obl cTaTh KiIeTOYHAs Tepartus.

B ocnoBomnonaratomiem wuccnenoBanun A.H. Crynunkoro (1977) u ero
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corpyauukoB (bymskoBa u coaBt, 1995) O6b110 OKa3aHa BBHICOKAs! CIIOCOOHOCTH
CTUMYJISILIMUA  pENapalMi MOBPEXKACHHOM MBIIIEYHOW TKAaHU CYCIIEH3UEH
n3MenbdeHHbIX Mblmi. B pabortax Il.JIoy (114) mokazana »Q¢eKTUBHOCTH
tepariun  MJIJI/b pasMHOXXEHHBIMH B KyJIbType MHOOJIACTaMH, KOTOPHIMHU
OOKaJIBIBAJTUCh MBIIIIBI O0JIbHBIX. OJHAKO, KaK OKa3aJoCh B MOCIEAYIOIIEM,
KJIIMHAYECKOE JCHCTBUE TaKUX MpOoLenyp ObUIO HE3HAYUTEIbHBIM, & CTOMMOCTD
KpaiiHe BbICOKOW. Kpome Toro, Takue TpaHCIUIAHTAUUMU TpPeOOBaIH
MHTCHCUBHOM TEpalul HMMYHOCYIPECCHTAMU C Ppa3BUTHEM XapaKTEPHBIX
OCTIOKHEHUH OT ux npumeHeHHH. HoBble Hamex bl Ha 3((HEKTUBHYIO TEPAIUIO
MJ1J1/b nosiBUCH MOCJ€ YCTaHOBJIEHUS BBICOKOM MPOJU(EepaTUBHON aKTUBHOCTH
U IUIACTUYHOCTU SMOPUOHANIBHBIX MPEAIIECTBEHHUKOB MUOTEHE3a, a TAKXKEe UX
CIOCOOHOCTh BOccTaHaBiuBaTh moBpexaeHHble TkaHu (I.T. Cyxwux, B.C.
Perun, 1998). [lokazanbl OoJbliiue TEepaneBTUYECKUE BO3MOMKHOCTH JICUCHMSI
3a00JIeBaHUN HEPBHOW CHUCTEMBbl TpaHCIUIAHTAlMEW SMOPHOHAIBHBIX KIETOK (
A.C. bproxosenxuii, 2003; M.A. Anekcanmposa, A,B, Pesummn, JI.A.
Kopouxkun, 2000).

HoBblil uMnynsc k npumeHeHuto nutorepanuu MJI/I/b Obin momydeH mocne
OTKDPBITUSI CTBOJIOBBIX KJIETOK HE3aBHCHMO JpYyr OT JApyra Hay4HbIMU
uccienoBanusmMu  xona I'epxapma u [[xeitmca Tomcona B 1998 rony.
Oxkazaiocs, 4TO CTBOJIOBBIE KJIETKU o0naaaroT BBIPAKEHHBIM
nuhGepeHIUPOBOYHBIM  MOTEHIIMAIOM ¢ CIHOCOOHOCTHIO KOMIIEHCHUPOBATH
camble pa3JInyHble TKaHEBbIE AEPEKTHI. ITO OMPEAEINIIO Ha4yaI0 HOBOTO MTOMCKA
tepanun  MJIJI ¢ 0DOMOIIBIO CTBOJOBBIX W MNPOTEHUTOPHBIX  KIIETOK.
CoOTBETCTBEHHO, 3aJayedl JaJbHEHIIEro pa3BUTHS OSTOTO  HAIPABICHUS
WCCIIEOBAHUM OCTaeTCs BCECTOPOHHEE HW3YYEHHE BO3MOXKHBIX MEXAaHH3MOB
BIMSIHUSL HA JUCTPOPHUH-IEUUIUTHBIE MBIIIIBI PAa3IMYHBIX THUIOB KJIETOK
IpeIIIeCTBEHHUKOB MHUOTEHE3a, B TOM YHCJIE SMOPUOHAIBHBIX MHOOJIAcCTOB U
ME3EHXUMAJIbHBIX KJIETOK, a TaK K€ KOMIUIEKCHBIM MOAXOJ K JUAarHOCTUKE

npca- U NOCTTPAHCINIAHTAIMOHHOT'O COCTOSHUA.
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HoBbIM MpakTUYeCKH HE MCCIICIOBAHHBIM ITyTEM KIETOYHOM Teparuy He TOJIBKO
MJJI/b, Ho 1 Apyrux MaToIOrHYecKUX MPOIECCOB, ABISETCS U3yueHue 3pdekra

I[CﬁCTBHH CTBOJIOBBIX KJICTOK IIPH MCKBHUAOBLIX TPAHCIINIAHTAITUAX.

BeiBoabI Kk ri1aBe 1

[Tporpeccupyromue Meimeunsie auctpodun (IIMJI)- mpeacrasmsitor coboi
KIIMHUYECKM M TEHETHYECKM TETEPOreHHYK TPyNIy HaCIEICTBEHHBIX
3a00JI€BaHUM, XapaKTEPU3YIOIIUXCS MEPBUYHBIM TMOPAXKEHUEM CKEJIETHOU
MYCKYJIaTypbl HEBOCHAJIUTEIBLHOTO XapakTepa. PacnpocTpaHeHHOCTh JaHHBIX
3a0o0sieBaHUM BecbMa BbICOKa - 0koJ10 200 ciyuaeB Ha 1 mutH. HaceneHus [Emery
A., 1991 ]. O6uieit xapakrepuctukoi [IM/] sBisieTcst pa3BuTHE HapacTarOLIUX
MBILLIEYHBIX aTPO(pUU U Mape30B BCIEJICTBUE MPOrPECCUPYIOLIEH NereHepalu
MHUOILIUTOB, OOYCJIOBJIEHHOM MOpPaXXCHHUEM CTPYKTYPHBIX OEJIKOB CapKOJIEMMBI
VI KITHOYEBBIX (DEPMEHTOB CKEJIETHBIX MBIIIIII.

[Iporpecc B u3yueHuWH AAHHOW TPyNIbl 3a00J7€BaHUN CBSI3aH C PACKPBITUEM B
MOCJIEIHUE TOAbl CTPYKTYPHBIX W MOJEKYJSIPHBIX OCHOB, PEryJIHPYIOUIUX
(GbyHKIIMOHUpOBaHHWE MbIeyHoro BosiokHa [Mmmapuomkun C.H., VBaHoBa-
Cwmonenckas N.A., 1998; Campbell K., 1995; WortonR., 1995; Emery A., 1998].
bone3np HauMHaeTcs daile B JETCKOM HWJIM FOHOLIECKOM BO3pacTe, HMEET
HEYKJIOHHO IPOTPECCUPYIOIIEE TEUYECHHE, YAaCTO NMPHUBOJIUT K WHBAIUIHOCTH H
JaXe K MOJIHOM 00€31BMKEHHOCTH.

B nacrosiee Bpems kinHuyeckas knaccupukanus HM/] O0asupyercs, riiaBHbIM
o0pa3oM, Ha XapakTepe paclpeieieHus] MBIIMIEYHBIX aTpoPuu U Tape30B
(KOHEUYIOCTHOMOSICHBIE, JUCTANbHbIE, JUIE-JIONAaTOYHO-TIJICUEBbIE,
okynodapunreanbupie [IMJl), KOTOpBIN JOMOTHSAETCS TUIIOM HACJIEIOBAHUS
Ooonesnn (ayrocomHble U X-cuemieHHble (opmbl). bomee aeTanbHas
Kkiaccudukanusa B paMkax nansbix rpynn [IM/] npeanonaraer uaeHTudukanmio

MIEPBUYHOTO MOJIEKYJISIPHOTO JIe(heKTa, JIeHKAIIETO B OCHOBE O0JIE3HHU.
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I'JTABA II. MATEPHUAJIBI U METObI UCCJIEJJOBAHUSA

2.1. MarepuaJ uccjie10BaHus

OO6cnemoBanHass  BBIOOpKA  OOJIBHBIX  BKJTIOUAsa 42 namueHta ¢
ncesnoruneprpoduueckumu hopmamu [IMJI. HccnaenoBanue npoBOAUIOCH Ha
0aze JIETCKOTO  HEBPOJIOTUYECKOTO  OTAeieHud KIMHUKM TamlIMU,
PecryOmmKkaHCKOTO CKPUHHHT IIEHTpPa U JIETCKOM HEBPOJIOTHYECKOM OTICICHHUH
X0ope3MCKOro MHOTOMpo(UILHOTO MEAUITMHCKOTO IIEHTPA.

HccnenoBanue mpoBOAUIIOCH B 3 3Tamna.

1 sTan-noa0op OOJIBHBIX B HICClIeIOBaHUE HE 3aBUCUMO OT ¢opmbl [TM/I,

2 3Tan- KOMIUIEKCHAs! OIIEHKA COCTOSTHUS 3/I0POBBs 42 JieTel ¢ UCTIOIb30BAHUEM
KIIMHAYECKUX, TEHEAJOTHUECKNX, JabopaTOpHBIX W  HWHCTPYMEHTAJIbHBIX
METOJIOB 00CIJIEJOBaHMUS.

3 aTan- pacmpesnercHue OOJBHBIX B TPYMIBI UCCICIOBAHUS B 3aBHCUMOCTH OT
HACJIEICTBEHHOM UJTU CIIOpaIudecKoil opMbI 3a00JI€BaHUS.

36 OONBHBIX MYKCKOTO Ioja B Bo3pacte oT 2,5 no 18 meT u 6 - KeHCKOTo B
BO3pacTe oT 2 jeT 8 mec a0 18 JjieT, HaXOAWINCh T0J HAIIUM HaOJI0JICHUEM.
Knunnueckoe obcnenoBanue O0JIbHBIX BKIIOYAIO HEBPOJOTUYECKUN OCMOTP IO
OOLIENPUHATOM B  KIMHUYECKOM  HEUPOMHUOJIOTMM  METOAMKE,  cOop
aHAMHECTUYCCKUX JAHHBIX M TeHEaJOTHICCKUN aHaJTHU3.
OnexTpomMuorpaduyecKoe UCCIEAOBAHUE MPOBOIMIOCH C MUCIOIb30BaHUEM 4-X
KaHaJIbHOTO 3JekTpoHepomuorpada «Heipo-MBIID». Onpenenenue ypoBHs
aktuBHocTH KpeatuHpochokuaazel (KDK), mnakrarmermaporenassr (JIJI),
MBIIIEYHBIX nzohopm aJTaHMHAMUHOTpaHchepasbl (AnArT) u
acnapraramuHOTpaHcdepasbl (ACAT) IPOBOAMIOCH 10 CTaHIAPTHOW METOIUKE
Ha aBTOMAaTHYeCKOM OmoxumuueckoM aHanmzatope Vitalab Flexor PC wu

noJiyaBToMaTH4eckoM OuoxmmuueckoM ananuzatope Eclipse gupmbr Merck.
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JIHK-muarHoctuka y OOJBHBIX MYKCKOTO TOJia OCYIIECTBISIACH METOJIOM
MYJIBTUIUIEKCHON amruindukammu ¢ aHanu3oM 20 3K30HOB U MPOMOTOPHOM

obnactu B naboparopun JIHK-nuarnoctukum Pecnybnukanckoro CKpUHUHT

[{enTpa.

Juarpamma 2.1. Pacripeenenne G0JIbHBIX B TPYMIbI UCCIEIOBAHMS.

B Mansyuem

B /leBo4KM

1 rp HacaeacTB 00yc.10B.a 2 rp Coopaguveckne 40,5%
59.5%

broxumuyeckuii aHajau3 KpOBU XapaKTEPU3yeTCsl MOBBIIIEHUEM KOHLEHTPAIIMU
(GbepMEHTOB, HAXOIANIMXCA B MBIIIEYHBIX KIETKaX: KpeaTnH(OCHOKUHAZEI
(K®K), ananmnamunotpancdepassl (AJIT) u acmapratamuHoTpancdepasbi
(ACT) u3-3a aKTUBHOTO IMTOJNM3a MHOLUTOB. MccrnenoBanue STux (epMEeHTOB
UCIIOJIB3YIOT JUIsl CKPUHHHTAa HEHPOMBIIICUHBIX 3a00JIeBaHHi, HO HE Kak
JUAarHOCTUYECKOE MCCIIEJOBAHUE, TAK KAaK UX YPOBEHb 3aBUCUT OT MHOTHUX
dakTopoB. [dns MJIIJI xapakTepHO Upe3MEPHOE MOBBIINICHUE CHIBOPOTOYHOM
K®K (B 20-100pa3), uro omiumuyaer ee ot Apyrux ¢opm IIMJI c
HOpMasbHbIM/yMepeHHbIM ToBbIIeHHEM K®K. V mnanuentoB ¢ MJIJ] mnpu

MNOBPEXACHUM MHUOIMTOB TaKkke HaOmrogaercs ymepenHoe nosbiiienne AJIT u

ACT (B 9-10 pa3).
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B pPE3YyJbTAaTC THIATCIBHOIO O6CJ'I6I[OB3HI/I$[ U TIpU KOHCYJbTAallUH T'CHCTHUKOB
OOJBHBIC BI rpymmax ucCJICOAOBaAHUA ObLIN pacupeaciiCHbl 110 KJIUHUYECKON

dbopme [IM]] crneayronum o0pa3oMm.

Taomuma 2.1
PacnpenesieHde 0O0JBLHBIX B TPyNmax HCCJIeI0BAHUS B 3aBHCHMOCTH OT

KJIHHHYecKkon ¢gopmblr IIM/I.

Knuandaeckast dopma | Irpynma ucciaenoBanusi | 2 rpymmna UCCICTOBAHHS
[IM /] (HacneICTBEHHO (copanuueckas)
obycmoBi) N=25 N=17
MaJbUYUKHA | IEBOYKH | MATbUUKHA | [leBoUkH
[NceBnoruneprpopudeckas | 9 (36%) - 11 (65%) |-
dbopma lromena
[To3austst 5 (20%) - 1 (6%) -
NceBAOTUIIEpTpOPUYECKas
dbopma bekkepa
IOBeHmIEHAS dopma | 3 (12%) 3 (12%) 3 (18%) 1 (6%)
Opba-Porra
[Tneue-nonarouno- 4 (16%) 1 (4%) - 1 (6%)
muneBas gopma Jlanmysu-
JlexepuHuHra

Kimmandeckoe o6cienoBanue OOJBHBIX BKIIFOYATI0 HEBPOJOTHYECKUM OCMOTP TI0

OOLIEOPUHATOM B KIMHUYECKOM  HEUPOMHUOJOTMM  METOAMKE,  cOop
aHAMHECTUYECKUX JIaHHBIX U FeHealoThYeckuil aHanus. B comarnueckoii cepe
ObUI cleJaH akKUEHT Ha TIIATEJIbHOM KOHTPOJE CEpACYHOM U JbIXaTENIbHOU

JACATCIBHOCTH.

42



Juarpamma 2.2. Hacrora kiuaudeckux ¢popm IIM/L B ncciienopanuu.

v -7,70‘V
|

H MNcesaornneptpodpuyeckan popma [ioweHa

® Mo3aHAas ncesporunepTpoduyeckas popma bekkepa

® lOBeHUNbHaA popma pba-PoTTa

H Mneye-nonatoyHo-auuesan ¢popma JlaHaysu-feKepuHuHra

2.2. MeToanbl MccjaeI0BaAHUSA

Knunuueckue memoowt uccneoosanusn oemeii ¢ IM/] exnrwuanu:

— TCOPETHUYECCKUU aHamm3, 0030p u O0O0OOIICHWE JaHHBIX HAy4YHOH U
METOIMYECKOU

JUTEPATYphl MO HCcleayemMoil mpobieme. bbut u3ydeHbsl MoOHOrpaduwu,
JUCCEepTaIK, CTaThH B KypHaJIax, COOpHHKaX, COAepKAIINe PE3yIbTaThl paHee
MIPOBEICHHBIX MCCIICIOBAHUI B HAINIpaBJIeHUU peadunuTaruu aerei ¢ [IM/;

— cOop aHamHe3a y poauteneit pereit ¢ [IM/;

— BBIKONMPOBKA JaHHBIX W3 HCTOpHi Oonie3Hu netedl. [[ns BhIsICHEHUA
ocobeHHOCTel cocTostHUs 310poBbst  Aereir ¢ IIMJ] Obimm  paspaboTanbl
IIPOTOKOJIBI MCCIIEJOBAHUS, BKJIIOYAOIINE CBEJICHUS 0 Jiate

HOCTYHJICHI/IH/ BBIIMMCKH pe6eHKa u3 KIIMHUYCCKOTI'O HCHTpA, JaHHBIC
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reHeaIOTHYeCKOro, OMOJIOrMYECKOr0 M COLIMAJbHOTO aHaMHe3a, CBEIEHUS O
HO30JIOTHYECKOU popme 3a00sIeBaHUS;

— KIIMHUYECKUM OCMOTP (TIPOBOIMIICSI COBMECTHO C JIETCKUM HEBPOJIOTOM).
OueHuBanu  (QU3NYECKOE, HEPBHO-TICUXMYECKOE  Pa3BUTHUE,  BBISBISUIN
OCOOEHHOCTH TMOBEJICHUSA, a TaKXK€ COCTOSHHE OCHOBHBIX OpPraHOB M CHCTEM
(ocoboe BHMMaHHME oOOpaljaii Ha COCTOSHUE KOXHBIX TOKPOBOB, KOCTHO-
MBIIIIEYHON CHUCTEMbI, BHYTPEHHHX OPraHoB). boibllioe BHUMaHUE YACISUIN
OLICHKE HEBPOJIOTMYECKOTO CTaTyca C OIpEAeICHUEM CTENEeHU 3aJCpPiKKU
pPa3BUTHUS JETEH, HATUYUS JIBUTATEIBHBIX PACCTPOICTB, COCTOSIHUSL MBIIIIEYHOTO
TOHYCa, pe(IIEKCOB, KOOPANHATOPHBIX HAPYILICHHIA.

I'eneanozuueckuii memoo uccied06anus.

Tounas  AMAar”HocTHKa [IMJ y OoOnBHBIX MYXKCKOTO IIOJa C
ncepnoruneprpopuueckum Bapuantamu [IMJl ocymiecTBisiiack B Cilyyasx:
Hanuuust X  —CHEIUICHHOTO PEIEeCCMBHOIO  HAcie[AOBaHHUS  3a00JIeBaHMS,
oOHapy>KeHHUsl NN B T€HE NUCTPO(PUHA U YCTAHOBJICHHS T€TEPO3UTOTHOIO
HOCHUTEJIbCTBA MaTephlo MpoOaH/a B HW30JUPOBAHHBIX CIy4asX Ha OCHOBE
MOBBIIIIEHUS YPOBHS KpeaTuH(POChHOKHHA3bl B IJIa3Me€ KPOBU. X-CIEIJICHHAS
cerperamusi 3abosneBanuss ~ oOHapyxkeHa B 12 cembsax (28,5 % ot obmiero
KOJIM4ecTBa cemei), B AByX 8 cembsax (19 %) Hamuyme cxomgHOro 3a00JIeBaHUS
BBISIBJICHO Y POJICTBEHHUKOB U npoOaHI0B, YTO Jaji0 OCHOBaHUU
JIUArHOCTUPOBATh AayTOCOMHO-peneccuBHbli Bapuant [IKMJI, B ocTanbHbIX
ceMbsix (40,4 %) npobany ObLIT € AMHCTBEHHBIM OOJLHBIM B CEMBE.

B ocrtaBmuxcsi ceMpsix ¢ HaJIU4YMEM EIUHCTBEHHOTO OOJILHOTO BCEM MaTepsM
npoOaHoB TpoBeneHo wuccienaoBanre ypoBHs KOK B miasme kposu. B
Ka4ueCTBE MOPOTOBOT0 3HAYEHUSI JJII YCTAHOBJICHUS HOCUTEIIBCTBA OBLI MPUHST
nokazatenb B 150 en/n.  Pe3ymbraramu 3TOrO0 WCCIENOBAHUS SIBUJIOCH
YCTaHOBJICHHE T€TEPO3UTOTHOTO HOCUTENLCTBA MyTaluu y 11 maTtepeit 00IbHBIX
MaJb4uKOB. Takum 00pa3om, B pe3ysibTaTe MPOBEACHUS TAKOIO0 KOMILIEKCHOTO
uccienoanus nuarno3 [IM/Jl ycranoineH y 42 601bHBIX.

Kiauanko-reHeajiornuecKud MeTo/Q
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KnuHuko-reneanorndeckoii merox Obul mpemiokeH B KoHie XIX B. .
['anbToHOM. OH OCHOBAaH Ha MOCTPOEHUU POAOCIOBHBIX U MPOCIEKUBAHUU B
pAly TOKOJICHWM IIepelladyd OIPENEICHHOr0 Mpu3HaKka. Meroa MOo3BOJSIET
YCTAHOBUTb:

1)  sABASETCS JM JaHHBIA MPHU3HAK HACJCICTBCHHBIM (IO MPOSIBICHUIO €0 Y
POJICTBEHHUKOB);

2) TN W XapakTep HacJIeIOBaHUS (JOMHHAHTHBIA WJIH PEICCCUBHBIN,
ayTOCOMHBIN UJIM TOHOCOMHBIN);

3)  3WTOTHOCTB JIUI] POJIOCIIOBHOM (TOMO- HJT T€TEPO3UTOTHI);

4)  MEHETPaHTHOCTh reHa (4acToTa ero MPOSBICHHUS);

5)  BEpOATHOCTb pOXJAEHUS peOCHKa C HACJEJACTBEHHOW MaTOJOrHei
(TeHEeTUYEeCKUM PUCK).

DTanbl reHeaTOTMYEeCKOr0 aHAIN3a:

1)  cOop gaHHBIX 000 BCEX POACTBEHHUKAX 00CiIeyeMoro (aHaMHE3);

2)  TMOCTPOEHHUE POJIOCIOBHOIA;

3) aHanIM3 POJIOCIOBHOM U BBIBOJIBI.

CnoxxHOCTh cOOpa aHaMHEe3a 3aKJII0YaeTCsl B TOM, UTO IPOOaH T0KEH XOPOUIO
3HaTh POACTBEHHHUKOB MO JIMHUM MaTEpPU U OTIA HE MEHEE TPeX MOKOJICHUH U
COCTOSIHUE UX 3/I0POBBSI.

J{1st mOCTpOEHUS POJIOCIOBHBIX MPUMEHSIOT YCIIOBHBIC 0003HAYEHUS.

OcCHOBOW pPOAOCTOBHOM SIBIIsIETCA MPOOAHA — JIMIIO, C KOTOPOTO HAYMHAETCS
HCCIIeIOBaHUE CEMbU. B po0CIIOBHBIX MTPOOAH T TOMEUYAETCS 3HAKOM —> .
Ycii0BHbIE 0003HAYEHUSA POAOCIOBHOMM.

Tumne! HaciIemOBaHUS

AyTOCOMHO-JIOMHHAHTHBINA THUI HACIEIOBAHUS XapaKTEPU3YeTCs CISTYIOUIUMU
MpU3HAKAMMU:

1)  0oJbHBIC B K&KIOM ITIOKOJICHHUH;

2)  00JbHOMN PeOEHOK Y OOJIBHBIX POIUTEIICH;

3) OOJICIOT B PaBHOM CTETICHU MY>KYUHBI U KEHIITUHBL;
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4)  mposiBieHHEe Tpu3HaKa (Ooye3HW) HAOIIOMAeTCsl B BEPTUKAIBHON U
TOPU30HTAIBHOM YaCTU POJIOCIOBHOM;

5)  BepostHocTh HacienoBanuss 100% (ecium XoTa Obl OIWH POIUTEIH
roMo3uroTeH), 75% (eciu 06a pomurtens rerepo3urotHsl) u 50% (ecimu oauH

POIUTENH TETEPO3UTOTEH).

D dMyxwuna D érlmer:;;euu

(Mono3uroTHEE,
O 9 Hewmmua onHOARueskie)
, Myxumuna Ij-ro Beanerumit
j—o M OKeHIUKA, = Gpax
COCTINETD Bpak uexny

CT0.. O-0 e
®

O 5

Ipeanonaraesmsie
HOCHTENH

P fGonesun

Gnua;:mu . ' Bonbyie

(maurornme,

myanueme@ @ TNpoGasua
Pucynok 2.1.

Pucynok 2.1. Ilpumep poaoc10BHO#M

T4 .
T4 2
1
"/
I 4 +

y1eKTPOoPU3N0I0rHYeCKOe UCCIeT0BAHME.
DIeKTPOPHU3HOIOTHIECKOE  HCCIICIOBAHME  ITO3BOJIICT  IOATBEPAUTH
JMarHO3 M CIAEOUTh 3a JUHAMUKOW 3abojeBaHus. OHO BKIOYACT 4YETHIPE

OCHOBHBIC MCTOOHUKU.
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A. C nomompio OMI'  wuccrnenyoT  31eKTPO(U3HOIOTHUECKUE
XapakTepUCTUKA MbIII. [Ipy HEWPOreHHOM MBIIIEYHONW MATOJOTHM MOKHO
BBISIBUTH NMPU3HAKU JCHEPBAIMU: MOTEHIMAIb (UOPHILISINN, TOJIOXKHUTEIIbHbBIC
OCTpBI€ BOJHBI, CHH)XKCHHE AaMIUIUTYJbl HHTeP(EPEHIIMOHHOTO MOTEHIMANIA,
nonuddazupie  noTeHuWanbl. [lpy  MEepBUYHOM  MBIINIEYHON  MATOJOTUU
ayeKTpoMuorpaduueckass KapTuHa HecnenupuyHa M BapualenbHa; HamOoJiee
XapaKTEepHBIN MIPU3HAK - CHUKCHUE aMIUIUTYAbI IOTEHIIMAJIOB.

b. Ckopocth pacmpocTpaHeHuss BO30YXKIE€HHMS IO JIBUTATEIbHBIM
BOJIOKHAM PAaCCYUTHIBAIOT MUCXOJs U3 BPEMEHHM OT MOMEHTA HAaHECEHMS Ha HEPB
CTaHJAPTHOTO pa3/Ipa)K€HUsl 10 BOSHUKHOBEHUS KOJIeOaHus moTeHuana Ha OMI
Y JUIMHBI HEPBHOTO BOJIOKHA OT TOYKH PA3APAKEHHUs 1O MbIMILBL. C ITOMOIIBIO
ATOTO METOAA HUCCIEAYIOT HEpPBBl KOHEUHOCTEW M JuueBou HepB. CKOpOCTH
pacnpocTpaHeHus! BO30YXACHUSI MOXKET OCTaBaThCsl HOPMaJIbHOMU B MEpBbIE 7 CyT
II0CJIE IIEpepbIBa HEPBA, A JCHEPBALMOHHBIE U3MEHEHHUS - MIOABIIATHCA TOJBKO Ha
10-21-e cytku. Ilpu akcoHomatusix (00yCIIOBICHHBIX, HAIIPUMEP, HAPYIICHUSIMH
NUTaHUsI) CKOPOCTh PAcCHpOCTpaHEHUs BO30YXIEHUS B OOJBIIMHCTBE CIy4yacB
MaJaeT HE3HAYUTEIbHO, HEPEAKO - JINIIb O HUKHEW IpaHULbl HOPMBL. B TO *xe
BpeMs IpU HEWPOTIATUSX, 00YCIOBICHHBIX AeMUETUHU3aUel (MUETUHONATHUSAX ),
CKOPOCTb paclpoCTpaHeHHs] BO30YKICHHUsS 3HAUUTENbHO yMeHblaercs. llpu
IIOJIHOW  JIETEHEpallMM HEPBAa  ONPEAEIIUTh CKOPOCTh  PACHPOCTPAHECHUS
BO30YXKJIeHUsI HEBO3MOKHO.

B. Ckopocth pacnpocTpaHeHUsi BO30YXKICHHUS IO YYyBCTBUTEIbHBIM
BOJIOKHAM PAaCCUUTHIBAIOT IO BPEMEHM IPOXOKICHHS BBI3BAHHOTO IMTOTEHLIHAJIA
II0 YY4aCTKy HEpBa MEXIYy pa3apakarollM M PETUCTPUPYIOLIUM DJIEKTPOJAMH.
Ha pyke 0ObIYHO UCCEAYIOT CPEIMHHBIN, TOKTEBOM U JTy4e€BOM HEPBHI, HA HOTE -
WKPOHOKHBIHN, MOJKOXHBINA, TITyOOKHI MaoOepIlOBbI HEPBBI M JaTePabHbIN
KOXKHBI HepB Oeapa. MOXKHO UCCIIEIOBaTh CKOPOCTb PacHpOCTpaHEHUS
BO3OYXXJIEHHSI M 1O CMEIIAaHHbIM HepBaM. [lo W3MeHEHHIO CKOpOCTH
pacnpocTpaHeHHs] BO30YKIEHUS M aMIUIMTYIbl MOTEHLMAJIOB JecTBUs (1O

YYBCTBHUTCIIbHBIM  WJIM  CMCIIAHHBIM HGpBaM) MOXHO  JHAarHoCTUpoOBaTb
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TyHHEJIbHBIE HEWpoIlaTuu, a Takke AudQepeHunpoBaTh aKCOHOMATUU U

MHUCIHNHOIIATHH.

BriBoabl k riase I1.

[Ipu pacnpeneneHnn OOJBHBIX B IPYNIbl UCCIEAOBAHMSI ONIPEIEINIOCH, YTO
[IM/]] cemeitHoro xapakrtepa BcTpeyanack B 59,5% a, [IM/] cnopaauueckoro
xapakrepa B 40,5%.

Kinuuanueckoe oOcnegoBaHue OOJNBHBIX BKJIIOYAJIO  HEBPOJOTHYECKHIA
OCMOTp MO OOLIENPUHATON B KIMHHUYECKON HEHPOMHOJIOTUU METOIUKE, cOOp
AHAMHECTUYECKUX JAHHBIX U I'€HEAJOTUYECKNUN aHAJIU3.

B comaruueckoil cdepe ObUT caenaH akKIEHT Ha TUIATEIbHOM KOHTPOJIE
CEepICYHONM M  JAbIXaTE€JIbHOW  JEATENBHOCTH.  DJEKTpOMHOrpaduueckoe
UCCJIENOBAHUE  NPOBOAWIOCH C  HCHOJB30BAHMEM  4-X  KaHAJIBHOIO
anekTponeripomuorpada «Heipo-MBII»3

[Ipu omnpeneneHuun KIMHUYECKUX (GOPM B  CpPaBHUBAEMBIX TpyIIax
UCCJIEIOBAHMS Yallle BCTpeyanoch ncesaorumneptpopuueckas popma Jromena
U TUIBI MPOTPECCUPYIOIINX MBIIIEYHBIX JUCTPO(UN 3aBUCAT OT IoOJa JieTel,
OTATOLIEHHOCTU aHaMHE3a M0 HEHPOMBIIIEYHBIM 3a00JIEBAHUAM, IOKa3aTesei
MBIIIEYHOMN CUIIbI, ypOBHEHN KpeaTUH(POCHOKHNHA3BI B CHIBOPOTKE KPOBH JIETEH.
broxumuyecknii aHajau3 KpOBU XapaKTEPU3yeTCs MMOBBILIEHUEM KOHLIEHTPALIMU
(GepMEHTOB, HAXOASIIMXCA B MBIIIEUYHBIX KJIETKaX: KpeaTuH(POCHOKUHA3HI
(K®K), ananunamunotpancdepassl (AJIT) u acmapraramuHoTpaHchepasbl
(ACT) u3-3a akTUBHOTO IUTONU3a MUOLUTOB. MccnenoBanue »Tux GepMeHTOB
UCIIOJIB3YIOT JUISl CKpPUHHMHIA HEHUpPOMBIIIEYHBIX 3a00JIeBaHU, HO HE Kak
JUAarHOCTUYECKOE MCCIIEJOBAHUE, TAK KaK UX YPOBEHb 3aBUCUT OT MHOTHUX
daktopoB. [ns MJIJ[ xapaktepHO uUpe3MepHOE TMOBBIIICHUE CHIBOPOTOYHOM
K®K (B 20-100pa3), uyro omimmuaer ee oT aApyrux dopm IIMJ ¢

HOpMaJIbHBIM/yMepeHHbIM ToBbilieHueM KO®OK. YV mamuentoB ¢ M/l mpu
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MOBPEXJACHUHA MUOIMTOB TaKkke HaOmromaercss ymepenHoe mnosbieHue AJIT u

ACT (B 9-10 pa3).
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TJIABA I11. PE3YJIBbTATBI COGCTBEHHBIX UCCJEIOBAHUM 1
X OBCYXJIEHUE

3.1. KnuHuKO-HEeBPOJIOrHYeCKHE 0COOEHHOCTH HEPBHO-MbIIIEYHOM

AMCTPO(UHU CIIOPATUYECKOI0 U CEMEHHOI0 XapaKrepa

C 1enpio BBISBICHUSI OCOOCHHOCTEH KIIMHUYECKUX U AJIEKTPOMUOTpadhUIECKUX
xapaktepuctuk  BapuaHToB  [IMJl,  0OOYyCJIOBIIEHHBIX  HACIIEICTBEHHOMN
IIPENPACIIONIOKEHHOCTBIO M MPOSBIIOIIMMUCS CHOPAAUYECKH HAaMH IMPOBEICH
CPABHUTENbHBIA aHaNU3 4acToT BcTpedaemMoctd  (opm [IMJ] HauOoJee
TUIUYHBIX CHUMIITOMOB 3a00J€BaHMs, BO3pacTa €ro MaHu(ecTaluu a Takxke
ocobeHHoctn Jaboparopubix mokazatened KOK u  AJIT, ACT, JIIAI.
CpaBHEeHHME 3THX MOKa3arejell MPOBEACHO B JBYX TIpynmnax OOJBHBIX — C
HACJIEJICTBEHHOW  IPEAPACIOIOKEHHOCTBIO A  TaKXKe CIIOPaTUYECKOTO
XapakTepa. YUWThIBas BO3PACT-3aBUCHMYIO 3KCIPECCUBHOCTH 3a00JieBaHUS,
XapaKTEPU3YIOIIYIOCS ~ BO3MOYKHOCTBIO — TOSIBIICHHS  PsSiia  KIMHUYECKUX
IPU3HAKOB [0 MEpe MpPOrpeccUpoBaHus 3a00JIeBaHUs, HAMH NPOBEICH aHAIIN3
TSKECTU T€UEHUs 3a00J1€BaHus Y OOJIbHBIX, BKIIOUEHHBIX B KAKIYIO IPYIILy, Ha
OCHOBAHMH ONPEIEICHUS HACIEACTBEHHOCTH.

AHanu3 NOJIyYeHHBIX PE3YJbTATOB MOKAa3all, YTO BCE 2 aHAIU3UPYEMbIE TPYIIIIbI
OOJBHBIX OBUIM PA3JMYHBIMU [0 YacTOT€ B  BHUAY pa3iu4us IO YacToTe
BcTpeyaeMoctu 1IMJ] HacneAaCcTBEHHOro W CHOPagUyecKOTrO XapakTepa, 4YTo
COOTBETCTBOBAJIO TAHHBIM JIUTEPATYPHI.

Knunnueckre 0COOEHHOCTHM HEPBHO-MBIIIEUHON TUCTPO(GUU CIOPAAUYECKOTO
U CEMEHHOI0 XapakTepa B HAIleM HCCIEJOBAaHUU OINPEAECIHIINCH CIEAYIOIIHNM
oOpa3zoM. B nepByto ouepenb HaMu Oblja OMpEesieHa YacToTa BCTPEYaeMOCTH
TUIIOMUMHH,  TyObl Tamupa, YTUHOW TIOXOAKH, W JIPYTUX KIMHUYECKUX

CUMIITOMOB B CpaBHUBAaE€MbIX TIpynmnax wuccienoBanus. B aumarpamme 3.1
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NpCACTABJICHBI PCE3YJIbTAThI OIPCACICHUA YdCTOT BCTPCYACMOCTH OCHOBHBIX

KIMHUYECKUX CUMITOMOB y OOJBHBIX 2 MpOaHAIM3UPOBAHHBIX TPYIII.

Junarpamma 3.1.YacTroTa BeTpeyaeMoCcTH KJIMHN4YecKuXx cumnromos IIM/I B

rpynnax uccjexoBaHMus.

25%
B runommmua

22%

B ry6bl Tanupa
20%

16% H yTUHHaAA noxoAakKa

15%
B mbllIeYHaA TMMNOTOH
12%

. M KpblnoBuaHae nona
9%
10%

7%
B atpodua mbiwiy,

5% A
cumn Fosepca

W oTcyTCTBME Kapno-
0, r
0% ' ' paguanbHoro pedni

[ToydeHHBIE pPE3yNbTAaThl HE BBISBWIM 3HAYMMBIX PA3IMUUi B CIIEKTPE W
4aCTOTE€ BCTPEUYAEMOCTH OCHOBHBIX (heHoTunuyeckux mnposisiaeHuit [IM/] B
JIBYX 00CJIETOBAHHBIX IPYIITIaX.

XapakTepHbIMH CHUMIOTOMAMH TPOTPECCUPYIOMIMX MBIIICUYHBIX TUCTPOHiA B
HaIllEeM WCCJIeIOBAHUU SBJISIIOTCS MBIIIEUHas cladocTh y AeTeil B 1 rpymme
uccnenoBanus (22%) u y nereit 2 rpymnmbl uccnenoBanus (16%) u arpodus
MBIIIII], TAKXKE MPOSBISUIACH Y JIETeH ¢ ceMeitHoi Gopmoii 3aboneBanus (6% ) a
y JeTed cropamudeckoil Gpopmoil 3abosieBaHUsS HE OTMeuanoch. B pesynbraTe
TUTIOTOHWW MBI JIETH TO3JHO HAYMHAIOT XOJUTh, OBICTPO YTOMIISIOTCS,
HEYKJIIO)KU B XOJb0O€, CIOTBHIKAIOTCA TpH Oere, 4acTo MajaioT, C TPYAOM
MOTHUMAIOTCS 110 JIECTHUIIE, JTAHHBIC KIMHUYECKUE MPOSBICHUS 3a00I€BaHUS C

OJIMHAKOBOM YaCTOTOM MPOSIBIISIUCH B O0EUX TPYIIIAaX UCCIEIOBAHUS.
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JIBurarenbHble HapyUIEHHs IOCTENEHHO Mporpeccupyior. [lceBnoruneprpodus
UKPOHOXKHBIX MBI CO3/1aeT OOMaHYMBOE BIEUYATICHHE O COXPAHHOCTH
MBIIIEYHON CWJIBI U Jaxke panayer poauteneid. [lceBmorumnepTpoduu MBI
MOTYT pa3BUBATHCA TAKXKE B SITOAUYHBIX, NEIHTOBUIHBIX MBIIIIAX, MBIIIIAX
JKUBOTA M si3bIka. JleTh He MpUBJEKadd BHUMAaHMUS CIEHHAIIMCTA O TEX Top,
MOKa TPOKCHMallbHAasi MBbIIIEYHasi cIab0CTh HE CTAaHOBUJIACh  HACTOJIBKO
BBIPOXEHHOW, YTO 3aTpyAHsUIa BCTaBaHUE peOEHKa C IoJla W Ompejaena K
YTUHBIA TUITY XOAbObI, BOSBHUKAET MHOIMATUYECKAs] YTUHAS MOXOJKa B TPYIIE C
cemerHo# Gopmoit 3a0oneBanus (7%) u cnopagumdeckoit popmoii 3aboaeBaHUs
(9%), u wucnoab30BaHME MHUONATUYECKUX NPHEMOB '"B30upaHus 1o cede"
(cumntom ['oBepca), y neredt ¢ cemeitHoi Qopmoit 3aboneBanusi B (7%) u
cropaauueckoit hopmoit 3a0oneBanus (11%).

CroilkocTb UM  HapacTaHuWE€  JBUTaTENbHBIX  HApPYLIEHUH  MO3BOJISIOT
JUarHOCTUPOBATh MUOJUCTPOPUIO YK€ Ha paHHUX CTaausaX 3a0oieBaHusX. [Ipu
oOcneaoBaHUM OOJIBHOIO OOHAPYKUBAIOT T€HEPATM30BAHHYIO WJIM JIOKAJIBHYIO
atpoduro bl JlokanpHas aTpodusi MBI BBISABISETCS JUIIbL HA PaHHUX
cTamusx 3a00JeBaHUs M B HAIlleM HCCICJOBAHUM OMpPEesiach B TPYIIe
HUCCIIeIOBaH s C ceMmelHoi ¢opmoit 3abonmeBanuss B (6%), 1Mo wmepe
IPOrPEeCcCUPOBaHUsl MATOJOTUYECKOTO Tpoliecca aTpodus MBI MPHOOpeTaeT
TCHEPAIM30BAHHBIN  XapakTep  BIUIOTh /O  MBIIIEYHOH  KaxeKCHH.
ATpodupoBaHHbIE MBILIIB HCTOHYEHBI, ApAOJbIe NpU MajdbHald, OJHAKO
clieqyeT OTMETUTh, UYTO HapsAy C arpodueil MBIl  BBIBISETCS
ncepaorunepTpous  (3amemieHne  aTpo(UPOBAHHBIX  MBIIIL  KUPOBOM
KJICTUYATKOM, COCTMHUTEIHFHON TKaHbBIO).

Muoauctpoduyeckuii rporecc COIPOBOXKIAETCS [IOpaXKEHUEM
COEMHUTENFHON TKaHHW, MUOCKJIEPO30M, Pa3BUTHUEM CYXOKUIbHO-CBSI30YHBIX
peTpakuuid, OrpaHMYEeHHEM OObeMa IBMKEHHH B CyCTaBaX, YKOPOUECHUEM
MSTOYHOTO (aXWJIOBA) CYXOXWIIHS, KOHTpakTypamu. OTHOBPEMEHHO C
pa3BUTHUEM MBIIICYHBIX aTpO(PUil CHUKAIOTCS CYXOXXUJIbHBbIE pPeQIIeKChl, B

NEePBYIO ouepeb KoJdeHHbl. OTCYTCTBUE KapIo-paJualibHOTO peduiekca y AeTei
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c cemeitHol (opmoii 3abomeBanust ormedaincs (12%), ¢ cmopagudeckoit
dbopmoii (9%).

[Tpu cnabocTt U aTpoduu MBIIIIL JTUIA OTMEYAETCS OTCYTCTBUE MOPILMH Ha JI0Y
(cuMmITOM «IMOTMpPOBAaHHOTO JI0a»). Habmiomaercs rumomMuMmus y neTed ¢
cemeiHoit hopmoii (4%) u ¢ criopaguueckont popmoit (2%): OonbHBIE HE MOTYT
IJIOTHO 32KMYPUTH TJ1a3a, HaIyTh IEKH, BHITAHYTh I'yObl B TpyOOUuKy U T. 1. B
HEKOTOPBIX CIIy4asiX BCJIECICTBUE 3aMEILEHUs TYOHBIX MBI COEAUHUTEILHON U
KUPOBOU TKaHBIO T'yObl YTONIAIOTCS (HAIIOMUHAIOT TYOBlI Tamupa) y JeTeH C
cemeriHoi ¢popmoii (3%) 'y merelt ¢ ciopagudeckoi hopmotii (3%).

Perpakius mATOYHBIX (AXWJUIOBBIX) CYXOXWJIMK HE TO3BOJISIET OO0JIBHOMY
MOJIHOIIEHHO OMHUPATHCSl HAa ISTKU, YTO OMpesenseT xoap0y Ha manbiax. Ha
NPOTSHKEHWU ~ JIETCTBA  JIBUTAaTelbHAs  CUJia  IIOCTENEHHO  CHUMKAeTCs.
JlBuratenbHble GYHKIUU B TpyIne jAeTed ¢ cnopaaudeckoit dopmoit [IM]]
BBITJIAJIAT OTHOCHUTENBHO CTAaOWJIBHBIMU MEXIy 3 W 6 rojamMu >KU3HHU, HUX
MPOSIBJICHUSI OTMEYAINCh 3HAYUTENbHO mo3xe yeM [IM]] ¢ cemelinoi dopmoit
3a0oseBaHusl. B OoJbIIMHCTBE CilydaeB BO3MOKHOCTh XOJbOBI M MOJbEMA IO
JIECTHULIE COXpaHsSeTCa 10 &-JeTHero Bo3pacta. Mexay 3 u 8 romamu
MPOUCXOJUT  HAPACTAIOUIEE  YKOPOUEHHE  MATOYHBIX  CYXOXKHWIMA |
dbopmupyIOTCS CrudaTenbHble KOHTPAKTYpPhl B TOJEHOCTOIHBIX CyCTaBax,
pa3BUBAIOTCS MOSACHUYHBINA THUIEPIOPA03, KU(POCKOIMO3 TPYyAHOrO OTAENa
MO3BOHOYHMKA y JeTed B 1 rpymme uccienoBanus ¢ yactoroil B (12% ) u'y
nereid Bo 2 rpynmne uccienoBanus (9%). M3MeHeHUs KOCTHOW CHUCTEMBbI HE
OTPaHUYMBAIOTCS JIMIIb CKOJIMO30M: YacTO Pa3BUBAIOTCA AedopMalluu rpyIHON
KJICTKH TPOSBIISIONIASACS B BUJC KUJICBHIHOW Ipyan B 00eux rpymmax B (6%),
u cror, 1uddy3HbINA 0CTEONnOpo3. YXyIIEHHE TOXOIKH BEJET K TOMY, YTO JIETH
BCEC dYalle MmaaarT. BHauane arpo@uu JTOKAIH3YIOTCS B MPOKCUMAIBHBIX
rpynmnax MBI HUKHUX KOHEYHOCTEW - MBIIIIAX Ta30BOrO Mosica, Oeaep, a
yepe3 1-3 roga OBICTPO PaCHpPOCTPAHSIOTCS B BOCXOJSAINEM HAampaBiICHUU Ha
MPOKCUMAaJIbHBIE TPYNIbl MBI BEPXHUX KOHEYHOCTEH - IJICYEBOM TOSIC,

MBIIIIIBI CITMHBEI. BCJ'IC)ICTBI/IC anO(l)I/II/I MOABJIAIOTCA JIOPA03, «KPBIJTOBHUIHBIC
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JOMATKH, «OCUHAas» TainusA. THUOHYHBIM, «KJIACCHYECKHM» CHUMIITOMOM
3a00JIeBaHUsl  SABIISCTCS TCEBAOTUNEPTPO(PUS MKPOHOXKHBIX MbImi. [Ipu
Halbllallid MBIIIBl IUIOTHBIE, O€300JIe3HEHHBI. Y MHOTMX OOJBHBIX B
pe3ysbTaTe CEJIEKTUBHOIO M HEPABHOMEPHOI'O MOPAXEHUS Pa3IMYHBIX TPy
MBIIIII] PAHO BO3HUKAKOT MBIIICYHBIC KOHTPAKTYPBI U CYXOXKUJIbHBIE PETPAKIIUH.
MBIIIEYHBII TOHYC CHM)KEH IPEUMMYIIECTBEHHO B IPOKCHMAIBHBIX TIPYyIMIIAax
mbIil. ['myOokue pedaekcsl H3MEHSIOTCS ¢ Pa3InYHON MOCIEeI0BATEIbHOCTBIO.
B panHuX cTagusx 00J€3HN HCYE3a0T KOJIEHHBIE Pe(IIEKChI, MTO3KE - PEQIIEKCH
C JIBYIJIABOM M TPEXTJIaBOM MBIIII. AXWIIOBB PeQIIEKCHl JIUTEIBHOE BpeMs
OCTAIOTCSl  COXpPaHHBIMH.  XAapaKTEpHbl CUMMETPUYHAsT U  HEYKIOHHO
nporpeccupyomasi ci1abocTb B MbIIAX Oeaep M IJIEYEBOro  MOsca,
3aTpydHSIONIas JIBJKEHHS TIpU  MOAbEeMe, Oere, MNpPbDKKax, MOSCHO-
KOHEYHOCTHAasl aTpOo(pusi MBIIIL, MPEUMYIIECTBEHHO MBIIII[ Ta30BOTO Mosica U
oenep, UCTUHHASI TUIEPTPODUS UM NICEBIOTUNIEPTPOPUS UKPOHOKHBIX MBIIIII,
paHHUE CYXOXXUJIbHO-CBSI30YHBIE pETPaKUUU (YKOPOUEHUE CYXOXKWIMN U

CBSI30K) OIPEACIUIUCh, B Tpymmax uccienoBanus 10 (8%), KOHTPAKTYpPHI

KpPYIHBIX CycTaBoB B 1 rpymiie uccineaoBanus B (5%) u 2 rpymnine uccieI0BaHus

B (4%).

Pucynok 3.1 CumMnrom «KpbLUIOBHIHbIE»

JJOIIAaTKHU

AHanu3upysi KIMHHUKO-HEBposiornueckue mposieiaeHus [IMJ[ B nHamem
HCCIICIOBAaHUM MOXXHO  CJeJIaTh BBIBOJbI, CeMeWHbIe (OpMBI JTAHHOTO
3a0oeBaHUsl TMPOSBISIETCS B Bo3pacte 2—3 JeT. TedeHue OBICTPO

nporpeccupytomiee, 3nokadectBeHHoe. K 8-10 rogam OONBIIMHCTBO JETE

54



HYXKJIaeTCS B OPTOIEIUYECKUAX amnmaparax; K 12 rogam OOJNBIIUHCTBO JETEH HE
MOTryT XoauTh. [lepBbie mpu3Haku 3a007a€BaHUS MPOSBIAIOTCA B 1-3 roga xu3Hu
c1a00CTBI0 MBIIIII] TA30BOro IMosica. Yke Ha 1-m roay oOpaimiaer Ha cebs
BHUMaHHE OTCTAaBaHUE JI€Te B MOTOPHOM pa3BUTHH. OHHU, Kak MPaBUIIO, C
3a/IEp’)KKOM HAYMHAIOT CaJIUThCS, BCTaBaTh, XOAUTh. /[BM>KEHUS HEJNOBKHE, TIPU
X0Jp0€e JeTH HEYyCTOMYMBBI, YacTO CIOThIKaloTca, Magaior. B 2-3 roma
MOSIBJIIIOTCS. MBIIIIEYHAs CIIA00CTh, MATOJIOTUYECKAS] MBIIICUHAS] YTOMIISIEMOCTb,
MPOSIBIISIIONIASICS TTPU (PU3NUYECKON HArpy3Ke - JJIMTEIbHON X0p0€e, MoaAbeMe Ha
JICCTHUILY, U3MEHEHNE MOXOJKH TI0 THUITY «yTHHOW». B 3TOT mepuosa obparmaet
Ha ce0s BHUMaHHUE CBOeOOpa3Hasi «CTEPEOTUITHAS» JUHAMUKA JABUKCHUM JleTel
BO BpEMs BCTAaBaHUS W3 TOPU3OHTAIBHOTO TOJIOKEHHS, C TMOJIOKEHUS Ha
KOPTOYKax WM CO CTyjJa. BcTaBaHWe MNPOMCXOIUT IOATANHO C AKTUBHBIM
UCIIOJIb30BAaHUEM PYK - «B30UpaHHUE JIECEHKON» WIM «B30HUpaHHUE MO CaMOMY
cebe». Tunuunble KanoObl poauTeneit — 3TO Xo/ab0a JeTel Ha Mmaiblax u
yacThle MajeHus. 3ajJep’KKa TEMIIOB JBUTATEIbHOTO Pa3BUTHSI OIpeEJeIuIach

PCTPOCIICKTUBHO IIPHU aHAJIN3C aHAMHCCTUYICCKUX CBGI[GHI/Iﬁ.

3.2. KNIMHMKO-TeHeaJ0rn4ecKnil aHAJIN3 HEPBHO-MbIIIEYHO JUCTPOPuM

CTIOPANMYeCKOT0 U CeMeifHOT0 XapaKTepa

UccnenoBanue coctosiHus 300poBbs aere ¢ [IM/] Ha mepBoM 3Tare BKIH0YalIo
aHaau3  OCOOGHHOCTEW  OHTOreHEe3a,  ONpeleNsIeMbIX IO  JaHHBIM
reHEeaJoTMueCcKOro, OMOJIOTHYECKOT0 U COIIMAIBLHOTO aHaMHE3a.

[Ipu cOope aHamMHEe3a HE3HAYMTENbHAS YacTh JAHHBIX OKa3alach HEJOCTYITHOM,
TaK KaK BO MHOTHX CJIy4dasX B KJIWHUKE HAXOJIWJIHCh POJICTBEHHUKH BTOPOM
JUHUU, B T.4. 0alymika, NpPUEMHBIE POIUTEIH, KOTOPblE HE CMOTJIH
MIPEIOCTABUTH YACTh JAHHBIX, B IPYTUX CIYy4aeB POAUTEIN HE MOTJIA OTBETUTH
Ha HEKOTOpbIE BOIPOCHI, U TakKe ObUIM CiIyyad, KOTJa POAUTENIM HE XOTeNu
MPENIOCTaBISATh HEKOTOPHIE JIaHHBIE IO COOCTBEHHOMY JKEJIaHWIO0, YTO, C

ATUYECKOU TOUYKOM 3pC€HUA, JOITYCTUMO IIPU IIPOBEACHUH NUCCIICI0BAHUS.
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["oBops 0 310pOBbE pebeHKa, HEOOXOJUMO pacCMaTPUBATh 3Ty MPoOIEMY B
COBOKYITHOCTA CO 3JI0POBBEM €ro POAUTENCH, MOAITOMY 0C000€ BHHMAaHUE
VAENSAJIOCh TEHEATOTMYEeCKOMY aHaMHEe3y: COOMpAauCh CBEIECHUS O TpexX-
YEThIPEX MOKOJICHUSIX.

[Ton HamuM HabmoAeHUEM Haxoauiaoch 6 (14,2) GONBHBIX KEHCKOTO ToJjia B
Bo3pacTe OT 2 jerT 8 Mec 10 18 Jer ¢ BBIPAKEHHBIMU KIMHUYECKUMHU
nposieneHusiMu  icepaoruneptpopudeckux [IMJI.  M3BecTHO, 4TO Hanuumue
NPU3HAKOB 3a00JIeBaHUS Yy JIEBOYEK MOXKET ObITh OOYCIOBJIEHO, Kak
MaHu(pecTanue ayTOCOMHO-PEILIECCUBHBIX BApUAHTOB
ncepaoruneprpopuyeckux I[IMJ[, Tak W BO3HMKHOBEHHEM 3a00JIeBaHUSA Y
reTePO3UTrOTHBIX HOCUTEIBHUI[ MYTallMM B Te€HE AUCTpOodHHA B pPE3yJbTaTe
KOJIMYECTBEHHBIX UM CTPYKTYPHBIX MEPECTPOCK X-XPOMOCOMBI.

Cpennuii Bo3pact 42 matepeid aereid ¢ [IMJ] Ha MOMEHT POAOB COCTaBHII
27,36£5,59 nmer. Y 42 nereir ¢ IIMJ] B cpennem Obiio 0,85+0,78 pomaHbIX
OpaTheB U cecTep.

B pesynbrare aHann3a aHaMHECTHYECKUX JAHHBIX HAIIETO MCCIIECOBAHUS ObLIH
MOJIYYEHBbl HIDKECHeayIoue pe3yiabTaTbl. O01iee unucio pojoB y 42 matepeit
JI0 MOMEHTA FOCIUTAIM3aIMU IeTel cocTaBisio B cpeanem 1,78+0,76. Cpennee
yucio aboptoB y 42 wmarepeir coctaBmsuio 0,65£1,5u cpemnee umcio
BbIKUIbIIIEH Y 42 matepeit — 0,33+0,77.

[To nmanubiM ompoca 42 marepeit nmerert ¢ I[IMJ, y 19 (26,76%) wmatepeit
HaOJIOIaIUCh OTKJIOHEHUS] B TEUCHUM OEPEMEHHOCTH (aHeMus, yrposa
BBIKUJIBIIIA, TOKCUKO3, UH(peKImuu u ap.). Y 33 (48,5%) uz 42 martepeit nereit
ponbl Obutu  (pusmonoruunsie, 20 (29,4%) nereld poAMIMCH C TIOMOIIBIO
kecapeBa ceuenus, y 11 (16,2%) nereit poasl Obut co ctumyssiuent u 4 (5,9%)
JeTeld POJUIIMCh ¢ MOMOIIbIO BbiaBauBanus. Y 9 (12,5%) u3z 42 nereit ¢ [IM/]
YCTaHOBJIEHA POJOBAasi TpaBMa B aHAMHE3E.

HaunGomnpiuii iporieHT 2 (25%) po10BOi TpaBMbI 0OHAPYKEH B TPYIIIIE JETEH C
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Bpoxknennou [IMJI, y (25%) pebenka c [IM]] Jlromena u y (14,6%) nereit
[IM]] bekkepa. U3 42 nereit ¢ [IM]J] (18,1%) nepenecnu achUKCHIO BO BpEeMs
ponoB. Achuxcus 6bi1a ormeuena cpeau (30%) nereit ¢ IIMJ] Dpba-Pora.
AHanu3 conyTcTByIOLIel narojoruu y 42 pedenka ¢ [IM/] nokazain, uroy 16
(22,5%) B anamHe3e ObLIa >KeNTyXa HOBOPOXXIEHHBIX. [0 maHHBIM aHamHe3a
JeTell 0 mepeHeceHHbIX MHQEKIUsIX ycTaHoBieHO, uto (50%) u3 42 nereii c
[IM]] ve Oomenu nerckumu uHpekmusamu;, (4%) nmereir ¢ [IM]] mepenecnu
BeTpsinyto ocny; (1,4%)— Berpsinyto ocny u ckapnatuny u  (1,4%) nereit
00JIeIM KOKJIIOIIEM.
N3 42 nereii ¢ [IM]] y 80% npyrux 3a0osieBaHUI U3 aHAMHE3a HE BBISIBICHO
(3a uckimoueHueM jaetrckux uHpexuuit). 8,3% nerer Oonenu anruHOM, 2,8%
nereii— Oponxutom, 2,8% gnereid — aHruHo u Opouxutom, 2,8% npereit
MEepeHecIn [UTOMeranoBUpycHyro wuHpeknuio u 1,4% pebeHok Oomen
LHACTUTOM.
Y 15,5% nerent u3 42 nereut ¢ I1IM/] n3-3a nmoBeIIEHNs] yPOBHS TPAHCAMUHA3 B
KpPOBH (YTO OBLIO CBSI3aHO C HAJIMYKMEM Yy HUX HEHPOMBIIIIEYHOTO 3a00JIeBaHMS),
OBLIT TOCTABJICH OITMOOYHBINA TUArHO3 — TEMaTHT.
Cpenu 42 nereii ¢ [IIMZ y 13,0% nerteil BeIsBIISIACH AJIEPTHS HA TPOTYKThI
nutanus u'y 13,0% — anneprudeckue peakuy Ha JEKapCTBEHHBIE ITPENnapaThl.
Y 7 u3z 18 HocurenbHUll (38 %) BBISABISIUCH TOJHKO MHUOMATUYECKUI
CUMIITOMOKOMILIEKC Hapsy c YMEPEHHO BBIPKCHHBIMU
NICEBIOTUNEPTPOPUAMU HKPOHOXKHBIX MbIIL, Yy 6 OombHbiXx (33,3 %)
HaOJIOAAJIOCh COYETAaHWE MHUONATHYECKOTO CUMITOMOB M KapJIUOMHUONATHH.
Jlumib y 1 HOcutensHUIBI (5,5 %) ObUIM BBIABICHBI M30JUPOBAHHBIC MTPU3HAKU
KapIMIOMHOIIATHH.
Matp He saBisieTcst HocuTeneMm 3aboseBanus B 1/3 u3 Bcex cimyuaeB MJIJI, HO
OHAa MOYKET UMETh TOHAJIHBI MO3aWIIM3M, XapaKTePHBIN NJisi 3TOoM Oosie3nu . B
TOM CJy4yae BEJIMKa BEPOATHOCTh OOJE3HW W y MocieAyromux nered . B
HACTOSIEEe BPEMSI OTCYTCTBYIOT METOJbl CKPUHUHI-IMATHOCTUKUA HAa HAJIUYHE

roHagHoro Mo3amimu3sMa y KCHIIHUH AOOPOXKIACHHA IICPBOIO pe6eHKa C J3TUM
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3a0oyieBaHuEM, B OOJBIIMHCTBE CIy4aeB MaTEPUy3HAIOT O HAJIMYHE TOHAIHOTO
MO3aullu3Ma TOJIbKO Tpu poxkaeHun pedeaka ¢ MJIJl. VYuwuteiBas, dTO
KJIMHUYECKHE CHMIITOMBI 3a00JIeBaHMs 3aMeydaloT OO0BIYHO K 5 rojawm,
BEPOATHOCTH POXKJACHUS BTOPOTO U TPETHETO peOEHKA C 3TUM K€ 3a00JIEBaHUEM

BTCUYCHHUEC OTOT'O IMIPOMEIKYTKA OUYCHDb BCJIMKA.

Juarpamma 3.3. YacroTa BCTPE4aeMOCTH OTHEJBHBIX KIMHHYECKUX

NMPU3HAKOB Y reTepOo3uroTHbIX HOCUTEJIbHHI. (MaTepeid MPO0aHI0B).

= MuonarMyeckmi CUMMNTOMOKOMMAGKC

B CoyetaHMe MMONaTHYECKMX CUMNTOMOB U KapAUOMMONATUMN
¥ U30/1MpPOBaHHbIE KapAMOMMUONATUMN

W 3p0poebie

AHanu3 poIOCIOBHOM MOKa3all. YTO HAauOOJbINas OTATOIIEHHOCTh aHAMHEe3a 10
HEHpOMBIIIIEYHBIM 3a00JeBaHusaAM oOHapyxkeHa B rpynmne [IM]] [lromena
(59,5%), 12,5% npuxomutcs Ha apyrue ¢opmbl [IM]I (pa3nuuusi 10CTOBEPHHBI,
p=0,004). Ilpu mnpoBeaeHUM WCCICIAOBAHUS YACISUIOCH BHUMAHHE JTaHHBIM
aKyIIepCKOro aHaMHe3a JI0 HACTYIUJICHUSI HAcCTosIe 0epeMeHHocTH. Bee aetu
¢ IIMJ] (n=42) pomumuce B cpeaHem oT 2,44+2.31 OepeMEHHOCTH MaTepH

(maHHBIE MPEICTABISIOTCS.
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Pucynok 3.2. PomocinoBnasi OosabHoro IIMJI /lomena, cmopaguveckoii

(¢popMbI.
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Pucynok 3.3. PonociioBHasi 00JbHOTO ¢ cemeiiHoi popmoii ITM/IL.
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Menuko-renetnueckoe KoHcynbTHpoBaHue (MI'K) oraromeHHbIXx —cemeit

SBJISIETCA HEOOXOJMMBIM 3TArloM MPH MPOBEACHUU 00CIIeI0BaHUSI TPOOAHIOB C
ncepnoruneprpopuueckumu  Bapuantamu [IKMJ[. MI'K  Tpagunmonuo
BKJIFOYAET TPU OCHOBHBIX 3Tana. Hanbosiee Ba)XHBIM U3 HUX SIBISICTCS TEPBBIi,
JIMarHOCTUYECKUIN JTal, OT YCHEIIHOCTH TMPOBEACHUS KOTOPOTO 3aBUCHUT
b (HEKTUBHOCTH KOHCYJIBTUPOBaHHUS B IeloM. Ha oOCHOBaHMHM pPE3yJIbTaTOB
COOCTBEHHBIX HCCIEJOBAHUM MW aHalu3a JHUTEpPaTypHbIX JaHHBIX HaMU
YCOBEPIICHCTBOBAHA METOJIMKA ITPOBEICHUS ABYX OCHOBHBIX 3TanoB MI'K,

HalpaBJICHHBIX HA JUATHOCTUKY U JIU(PepeHINabHYI0 JIUATHOCTUKY
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pa3IMyYHBIX TEHETUYECKUX BapuaHTOB TceBaoruneprpopudeckux I[IMJ] u
MOIU(UIIMPOBAHBI TaOIMIIBI PACUETOB PHCKA POKICHHS OOJHHOTO peOeHKa B
CEeMbsIX C ajuiesibHbIMKU Bapuantamu [IMJI/].

[Ipu ananusze pogocioBHOM ceMbr A. (puc.3,4) okazanoch, uto npusHaku [IM/]
UMEIOTCS HE TOJIBKO y Mpo0aHaa, HO U Yy Asau 1o JUHUK MaTepu. IposBiaenus
3a00JIeBaHUsl Y JIPYyrUX CHOCOB, PaBHO KAaK WU Yy JAPYTUX pPOJICTBEHHUKOB,
BKJItOUasl poAuTeneil mpodanaa, OTCYTCTBOBAIM, YTO 3aTPYJHUIIO ONpeAeiiCHUE
THUIIA HACJIETOBAHMUSL.

Pucynok 3.4.PogocioBnas 6oabHoro ¢ ITM/I.

T j23 vl
om AR=RZ=!

x| | H

[Ipn ayTOCOMHO-AOMHHAHTHOM THIIE HACIEIOBAHUS BEPOSTHOCTH POXKICHUS
pebenka (Jroboro mona), kotopeiid 3adomeer IIMJI, coctaBmser 50%. Ilpu X
CIICTUICHHOM JOMHHAHTHOM THIIC HACJICIOBAaHMs BCE JOYepHd OOJHHOTO OTIA
OyayT OOJIbHBI, @ CHIHOBbS — 3/IOPOBHI.

AHanmu3 JaHHOW POJOCIOBHOM nman ciemytonue pesynabrarbl. |l-2 — wmath
O0onpHOTO, 35 neT; ¢ 18 yer oTMe4aeT MBIIICYHYIO CJa00CTh, HAYABIIYIOCS C
PaBOM pyKH, KOTOpas B MOCIEAYIONIEM PacCpOCTpaHUIaCh HA BCE KOHEUHOCTH.
3abosieBaHue Pa3BWIOCh BO BpeMsl 1-ii OepeMEHHOCTH, MPOTEKajIo BHaYaJe
nerko. Bo Bpems 2-if OepeMEHHOCTH HACTYIHIIO PE3KOe YXYAIICHHUE, Pa3BUIICS

nape3 ¢ arpodusimu B Horax. C 35 jeT oHa HE MOXKET CaMOCTOSATEILHO
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nepensuratbesi. OObEKTUBHO: BSUIBIN TeTpanape3 0€3 CyXOXKHIbHBIX pPeTPaKIIHii

U TiceBAOTUnepTpoduit. MBIIIIIbI TUI]a HHTAKTHBI.

Pucynok 3.5. PoxocioBHasi cembu ¢ X-CUHEIUICHHON MUOAMCTPOdUEH.

[ /O30

IID—é! ‘+ g;)

/ 3 4 IS

I +;I%l!

72/3 4 5 6 7 & g

I1-3 — Opat marepu; ymep B Bo3pacte 10 jieT BHE3alHO, Y HETO OTMEUYaIUCh
cJ1a00CTh U UCKPHUBIICHNE TTO3BOHOYHHKA.

I1-4 — cectpa matepu, 30 net, umeer 3 neTei; oHA cama U €€ JIETU 3J0POBBI
(cecTpa ocMOTpeHa B KIIMHUKE).

[1-6 — 3m0pOB.

I1-10 — mumammmast cectpa marepu, 20 JI€T; MpyU OCMOTpPE Kano0 HEe MPeIbsIBIIsIA,
cuuTanga ceds coBeplieHHO 370poBoi. [lpu uccnenoBaHuuM ObLTa BBISIBICHA
YeTKass, XOTS W CPaBHUTEIBHO €IIe JIeTKas KapTUHAa MHUOAUCTPOUU C
MPEUMYIIIECTBEHHBIM MOPAKEHUEM MBIIII] IIJICYEBOTO MOSICA U TPOKCUMATBHOTO
otaena pyk. OueHb jerko crpagaroT Mbiiibl guna. B III mokonenuun: y Bcex
TpeX CBIHOBEH C 7-IE€THEro BO3pacTa pa3BUBAETCA MPOrPeCcCUpyroLas
MBIIIIeYHast c1a00CTh U PE3KO BHIPAXKEHHOE UCKPUBIICHNE TTO3BOHOYHHKA.
O6miee cocrosinue podana (111-3) ynosnerBoputesnbHOE, HO OH TOHUKEHHOTO
nutanus (macca tena 30 Kr), moj rinazamu «cuHeBay. llynec 76 B MHHYTY,
putmuued, AJ[ 130/78 Ila (100/60 mm pT. CT.), TOHBI cepAlla 3BYYHBIE,
CUCTOJIMYECKUI ITyM Ha Bepxymike. [[eueHp BhICTyIaeT Ha 2 CM U3 TOJIpeOephs.

HOHI/IaI[eHOHaTI/Iﬂ. VBeauueHsl MHWHOAJIUHBI. 3eB clierka TUIICPCMHUPOBAH.
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Pe3ko BbIpakeH CKOJIMO3 IPyAHOTO OT/eNIa MO3BOHOYHUKA. ['0Jl0Ba HaXoauTCA B
COCTOSTHUM HEKOTOPOU TMIEPIKCTEH3UU U HAKJIOHEHA BJIeBO. Pe3ko orpaHnueHa
MOJABMKHOCTD B IIEHHOM OT/IEJIe TTO3BOHOYHHMKA U B IJICYEBBIX CyCTaBaxX M3-3a
peTpaKkiuii MBIIII] W U TiedeBoro nosica. [Imockocromnue.

['pyOnie aTpouu B MBIIIIAX IJICYEBOTO Iosica. BhIpakeHHBIE pETPaKIUU B
CyXOXKWUJIUAX  MbII  Oenep, TOJICHEH, JUIMHHBIX  MBIIIL  CIUHBI.
[IceBmorumeprpoduu oTcyTCTBYIOT. CrudarenbHble KOHTPAKTYPHI B JIOKTEBBIX
cyctaBax (mo 100°). Pyku BBepX MOAHATH MOXKET TOJBKO JIO TOPU30OHTAJIBLHOIO
YPOBHSI U3-32 KOHTPAKTYP B IJICUEBBIX CYCTaBax.

B pesynbrare momaHOTO HCCEIOBaHUS AaHHOMY OOJILHOMY OBUI BBICTABJICH

JIMarHo3, X creruieHHas ¢ xpomocomon [IM/] /lromena.

Huarpamma 3.4. Ananu3 Tuna ceMeifHblii HacjenoBanus ITM/I.

60,00%
50,00%
40,00%
30,00%
20,00%

50%

40,50%

0,00%

AOMMHAHT penuccns X-XpoMoOcoMara OoraaHraH

AHanu3 poJIOCIOBHBIX B HAIIEM MCCIEIOBAHUU NPU HUCCIEAOBAHUM 25 ceMel ¢
paznmuunbiMu hopmamu [IMJ] onpenenunock, uto B 9,5% ciaydaeB 3abosieBaHue
NposiBISIOCH  TIoMUHAHTHO B 40,5% peneccuBHo, u B 50% cuenneno ¢ X-
xpoMocomoii. HeoOxo1uMo OTBETHTH, YTO C OOJIBIIIEH YacTOTOM MaHHas dhopma
3a00JieBaHUs OblJIa CEMEMHON M KJIMHUYECKH MPOSBISIIACHE B paHHEM BO3pacTe
U IIpOTeKaNa Mporpeccupylomie u 6osee 3710KaueCTBEHHO.

Opmnako B yacTu ciydaeB (B Halledl BHIOOPKE KOJUYECTBO TaKUX OOJBHBIX HE
npeBbiaeT 3 %) BO3HUKAET HEOOXOAUMOCTh MPOJIOKEHUST JUATHOCTUYECKOTO

ITOMCKA OCTABLIMXCS YETBIPEX F'€HETHYECKUX BapuaHToB [IM/I.
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C 3TOM LENpI0 HaMH MPEAIOKEH CIAETYIOMMI anroput™ auarHoctuku IIM/] ¢
ayTOCOMHO-PELIECCUBHBIM THUIIOM HACJIECJAOBAaHHS. YUHUTHIBAA PE3YJIbTATHI
COOCTBEHHBIX  HCCJEIOBAHMM, a  Takke  JIMTepaTypHble  JIaHHBIE,
CBUJIETEIILCTBYIOIIME 00 OTCYTCTBUE 3HAUMMBIX KIMHUYECKUX, OMOXUMUYECKUX,
AIEKTPOMUOTPAPUIECKUX IIPU3HAKOB, MTO3BOJISIFOILIUX YBEPEHHO
muddepennupoBare [IMJIJI u ncepmorumneprpoduyeckre Bapuanthl [IM]I,
OCHOBOM JUIsI TPEIIOKEHHOIO JUArHOCTHYECKOTO AJITOPUTMA 3TOM TPYIIIbI
3a00JIeBaHUN SIBUJIUCh JIMTEPATypHbIE JAaHHBIE O YacTOTaX BCTPEYAEMOCTH
OTAEJIbHBIX TEHETUYECKNX BAPUAHTOB.

Hamm moxazano, uto 27,8 %  o00ciemoBaHHBIX OOJIBHBEIX JKEHCKOTO IIOja
BO3HUKHOBEHHUE BBIPAKEHHBIX KJIIMHUYECKUX MIPOSIBJICHUM
ncepaoruneprpopuyeckux BapuantoB [IMJ] Oblio 00YCIOBIECHO HAMYKEM
MyTallMy B TeHe AUCTPO(HHA B TETEPO3UTOTHOM COCTOSHMH. B CBsI3u ¢ 3TUM
muddepeHnnanbias AMarHoCTUKA y MAIMEHTOK >KEHCKOTO TMoJia JOJHKHA OBITh
HaIIpaBJICHA B IEPBYIO OYEPEAD HA UCKIIFOUEHUE TETEPOZUTOTHOTO HOCUTENBCTBA

MaTOJOTUYECKOM MyTalli1 B I'CHC III/ICTpO(i)I/IHa.

3.3. Heiipodusuosioruyeckne u 6M0XuMn4ecKue 0C00€HHOCTH HEPBHO-

MBbILICYHOU TUCTPO(PHH CIIOPATUYECKOIO U CEMEIHOI0 Xapakrepa

OnexTpoHeipoMuorpadus 3T0 METOA C MPUMEHEHUEM CTaHIAPTHBIX HaKOXKHBIX
PETUCTPUPYIOIIHUX BJEKTPOJOB, CTHUMYJIUPYIOIIUX OUIOJISPHBIX 3JIEKTPOAOB;
Hronbuaras OMI' ¢ npumMeHeHHEM KOHIIEHTPUYECKUX UTOJIBYATHIX JIEKTPOJIOB,
BKJIIOYasi OJHOPA30BbIE -BBIABIIAET W3MEHEHHUE ITOTCHILHAJIOB JIBUIATEIbHBIX
€AUHUL] TIO NMEPBUYHO-MBIIIEYHOMY THUITy U CIIOHTAHHYIO aKTUBHOCTH B BHJIE
NOTEHIUANIOB GUOPMILIALMN U TOJOKUTENIBHBIX OCTPBIX BOJH [MIiapuomikuH

C. H., UsanoBa-Cmonenckas 1.A., Mapkosa E./I.. 2002];
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Juarpamma 3.5. Anauau3 pesyjabtatoB JHMI'.

BLIPEI}KEIIIIEIH CIIOHTaHHax

61%

AKTMBHOCTh
IMoandasznaa ITAE

59%

HopmaabHas amantyaa
ITAE
CHIZKeHMe HMII/‘II"I'I'}J’AH
TIAE
YMeHbIlleHN e BeANINHEI
cpeanen aant IIAE = 12%

50%

0% 20% 40% 60% 80%

25% m Criopaanaeckue [IM/]
27% m Hacaeacrsenusie 11M/]

Feasnsxsey Pesy=nr=w Ehewarn e rpeions Pany mcrw
-~ — | Tz T B cpmen 2

[160 reditnon <] & [16 non =l @iF 0 SAlr oo =]

’
= « 22 o» - D9 » OB - -oT - O - . [{ @ et et -]

Pucyrox 3. Bomnesrmoa ., 4 msem. Quasso3r
NPospeccupyrowuas Melwuegrras ducmpodgus, popnea
Adrowsrerrsa

Hanbonbinas BhIPa)KEHHOCTh CIIOHTAHHOW AKTUBHOCTH B BHUJE IMOTEHIIMAJIOB
GbuopwIIAIMA ~ OTMEYAeTCs  MpU  OBICTpomporpeccupyrommx  dopmax
Muoauctpobun (hopmer Jromenna, Opba — Pora u ap.), (61% u 41%) npu
CEMEMHOM U criopaguyeckux Gpopmax 3a00JIeBaHUS.

Jl1st HeMipoHaIBHOTO (TIEPETHEPOTOBOT0) THTIA TTIOPAKEHUS XapPAKTEPHO:

— YBEIMYEHHUE JUIUTENBLHOCTH M amrumTyasl [IJIE, mpuyeMm y mauueHTOB €O

CIUHAIBHOW OBLIO BBISBIICHO 3HAYMTEIHHOE YBEIWYCHUE JTUTEILHOCTH (59%
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u 6onee), ammuutyasl IIIE (mo 3000-5000 mxB npu nHopme 350-600 mMxB), y
neTeit ¢ cnopaanyeckoit popmoii [IM/1.

— noau nmoandasHeX moTeHnuaioB (1o 61 %) y mereit ¢ cemeitHon Gopmoi
T[IM/I.

Huarpamma 3.6. Pe3yabTaThl OMOXUMHYECKOro anajau3a y gerei ¢ [IM/ B

rpynnax uccjexoBaHMusI.

8000
6463

6000
= CemeiHasa popma

4000 bop
B Cnopaguueckasa popma

182 483 112199
0
KOK (24-190) MHEIT( no 41) mMaGH i 1o 37) MyIpEE/(225-450) MMoub/n

bblia ycTaHoBIIeHa 3aBUCUMOCTD PE3yJbTaTOB OMOXMMHYECKOTO aHaIn3a KPOBU
ot paznmuuHbix popm [IM]I. Tak, ypoBens nosbiieHusi KOK B kpoBu 3aBucen
ot tuna [IM/] (koppensaunonHas cBsa3b gocroBepHa, p=0,001). Camblii BEICOKHIA
ypoBenb K®K B kpoBu Obuto ormeuen y gnered ¢ I[IMIIJI (B cpegHem
15631,25+13422,80 En/m). Ha Bropom wmecte— getu ¢ IIMJl bekkepa (B
cpeagem 5097,00+£7035,99 En/n), nanee — IIMJ] Opb6a-Pora (B cpemnem
4081,40+6041,95 En/n), [IM]J] Jlanny3u-/exepuna (B cpeanem 908,0+83,44
En/n).  beumo ycranoBneno, uro ypoBeHb ACT (koppensiMoHHAas CBSI3b
noctoBepHa, p<0,001), AJIT (koppensiuvoHHasi ¢Bsi3b gocToBepHa, p<0,001) u
JIAD (xoppensimuonHas cBsizb gocTtoBepHa, p<0,001) B KpoBH Takxke CBS3aH C
tuniom [IMJI. Cambiii Beicokuid ypoBeHb ACT B KpOBH OTMEYEH Yy JETEH C
IIMJJL (B cpemnem 193,98+69,80 ME/n), IIM]J] Opba-Pora (B cpennem
96,30+61,39 ME/n), IIM/] bekkepa (B cpemnem 53,00+11,31 ME/n) u IIM]I

Jlanny3u-/lexepuna (B cpequem 36,25+18,13 ME/n).
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Camprit Beicokuii ypoBeHb AJIT B kpoBu OblT Takke oTMeueH y aererd ¢ [IMJI/]
(B cpearem  (229,12+81,82 ME/n). 3a atuM (110 Mepe TIOHMKCHUS) CIICTOBAIIH
netu ¢ [IMJI Opb6a-Porta (B cpennem 132,10+103,98 ME/n), IIMJ1 Jlanny3u-
Hexepuna (B cpemnem 42,50+13,43 ME/n), IIMJI Bbekkepa (B cpeaHem
34,23+13,74 ME/n).

Cawmpbiit Beicokuid ypoeHb JIJII' B kpoBu ObuT 0TMeueH Takxke y aeteit ¢ [IMJI]]
(B cpemnem 1512,554549.41 En/n). I[IM]J] DOp6a-Pora (B cpenHem
1006,40+520,49 En/n), TIIMJ] Jlannysu-/lexxepuna (B cpemnem 635+363.,45
En/m) u TIMJ] Bekkepa (B cpeaaem 586,88+214,28 En/m).

Hunarpamma 3.6. CooTHOlIeHHEe yBeJUYEHHS OMXMMHMUYECKHUX NoOKa3aresei

KPOBHM B Irpynmnax uccjieioBaHmsd 110 OTHOIICHHUIO K HOPME.

M 3
5,4
CIiopaandcecKas Q)opMa 12
h 34 B JIIT (225-450)
AcT( o 37)
I = AnT( z0 41
] 3 nT( no 41)
cemeitnas opma 4,4 B KOK (24-190)
15
0 10 20 30 40

IIpu mpoBeaeHUM aHalyM3a OMOXMMMYECKMX IOKa3aTesie KpPOBH B TIpyImax
MCCIICIOBAHUSI B CPAaBHEHHMM C HOPMOM, ONPEAECIUIOCh JOCTOBEPHOE
yBemmueHue nokaszareneii KOK, AJIT, ACT, JIIII' B rpynne ucciienoBaHus C

cnopagudeckoit hopmoini [IM/1.

BeiBoanbl k riaase 111

Takum oOpa3zoM, aHATU3UPYS KIMHUKO-HEBposornueckue nposisieHus [IM]] B
HaIllEeM KCCIICIOBAHUU MOJKHO CJHIeNIaTh BBIBOJIBI, CeMEWHbIE (OPMBI JAHHOTO

3a00JieBaHUsl  MPOSIBIIIETCS B paHHEM  Bo3pacTe. TeueHue  OBICTPO
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nporpeccupytomiee, 3nokadectBeHHoe. K 8-10 rogam OONBIIMHCTBO JeTe
HYKJIaeTCA B OPTONEAMYECKUX anmnaparax; K 12 rogam OOJBIIMHCTBO JETEH HE
MOTyT X0auTh. IlepBble npu3HaKu 3a00JeBaHus MPOSBIAIOTCA B 1-3 roa xu3Hu
cl1abOCThIO MBIIII TAa30BOrO TosAca. Yke Ha l-m romy oOpamiaer Ha cebs
BHHMAaHME OTCTAaBAHME JE€T€ B MOTOPHOM pa3BuUTHHM. OHM, Kak IPaBUIIO, C
3aJIepKKOM HAaYMHAIOT CAaINUThCS, BCTAaBaTh, XOAUTh. /[BHJKEHHsI HEJIOBKUE, IIPU
X01p0€ JETH HEYCTOMYMBBI, YacTO CIOTHIKAOTCI, Mmanawtr. B 2-3 roma
HOSIBJISIFOTCS] MBIIIEYHAs! CJIa00CTh, MATOJIOTUYECKAsl MBIILIEYHAs YTOMIISIEMOCTD,
MPOSBIISIIOLIASCS NPU (PU3NYECKON HArpy3Ke - JJIMTEIbHON X0Ap0€, NOIbEeME Ha
JIECTHUILY, U3MEHEHHE IMOXOJKHU MO TUIy «YTUHOW». BcTaBaHue mpoucxoguT
MO3TallHO C AKTUBHBIM HCIOJb30BAaHUEM PYK - «B30HpaHUE JIECEHKON» WIIU
«B30upaHue mo camMmomy cebe». TUnuyHbIe Kamo0bl poaUuTeNeil — 3TO X0Ab0A
JeTel Ha nanbllaX M 4YacThle NaJACHUS. 3aJepiKKa TEMIIOB JIBUTATEIBHOTO
Pa3BUTHS ONPENEIWIACH  PETPOCHEKTUBHO IPU AHAIU3E AHAMHECTUYECKUX
CBEJICHUH. AHAIN3 POAOCIOBHBIX B HAIIEM HCCIEAOBAHUM IMPU UCCIEI0BAHUU
25 cemeii ¢ paznmuunbiMu dhopmamu [IMJ] onpenenunocs, uro B 9,5% ciayuyaes
3a0oseBaHue MPOSBIsIIOCH  aoMuHaHTHO B 40,5% peneccuBHo, u B 50%
CIeIIeHO ¢ X-XxpoMocoMoi. Heo0Xo1uMo OTBETUTH, UTO ¢ OONBIICH YacTOTOM
nanHas (¢opma 3aboneBaHus OblIa CEMEHHON M KIMHUYECKH MPOSBISIACH B
paHHEM BO3pacTe€ M MpOTEKala Mporpeccupyrome u 0osiee 3710KaYeCTBEHHO.
[Tpu npoBeneHuM aHanu3a OMOXMMHUYECKUX IOKa3zaTeled KpOBH B TIpyMIax
UCCJIEIOBAHUSI B CPAaBHEHUHM C HOPMOM, ONpPEAENUIOCh JOCTOBEPHOE
yBenmuenne nokazarenern KOK, AJIT, ACT, JIAI' B rpynne uccienoBaHus ¢

cnopagudeckoit hopmoini [IM/1.

67



3AKJIIOYEHUE

[Iporpeccupyromye MBIIIEUYHBIE TUCTPOPUU — TpyNIa HACIECICTBEHHBIX
3a00jIeBaHUM, HAYMHAIOUIUXCS B OOJBIIMHCTBE CIydaeB B JIETCTBE (pexe —
MO3XKE) U XapaKTEePU3YIOUAsiCsd MBIIIEYHOU CIa00CThIO0, aTpOMUIMH MBIIII U
MPOTPECCUPYIONIUM TEUEHUEM BCJIEICTBUE MPOTPECCUPYIONICH JIeTeHepaluu
MBIIIEYHBIX BOJIOKOH. B HacTodillee BpeMsi HE CYIIECTBYET MpemnaparoB s
MOJIHOTO  M3JICUCHUS  MBIMIEYHBIX  JUCTpO(Hii, HA3HAYAIOT  TOJBKO
MOAACP>KUBAIOIIYI0 Tepanuio. VHTEHCUBHBIE (U3MYECKUE HArPy3KU JETAM C
[IM]] mpoTHBOMOKa3aHbl, B CBA3M C Y€M aKTyallbHa MpoljemMa pa3padOTKu
HOBBIX PEaOUIUTAIIMOHHBIX TEXHOJOTHM, C YUETOM BBISBICHHBIX OCOOCHHOCTEH
B COCTOSIHUU 3710pOBbs neTeil ¢ [IM/] u coBepIIeHCTBOBAHUE CUCTEMBI PAHHETO
BbIsiBIIeHUS (pakTopoB prcka [IM]]

Ha mnepBom »tane wucciegoBanus naetu ¢ [IMJ] Owbutn pacrmpeneneHbl Ha
noArpymnnsl B 3aBucuMocTd  oT Tuna [IMJl: Hambombiee KOJIMYECTBO
cocraBisu getyd ¢ MJIJ] — (50,5%), (24%) — netu [IM]] Dpba-Pota, (13%) —
MM/ bekkepa u (12,5%) — IIM 1 Jlanny3u-/lexxepuna.

XapakTepHbIMH CHUMITOMAMH TMPOTPECCUPYIOIIMX MBIIICUHbIX TUCTpOdHil B
HaIlleM KCCJICIOBAaHUU SIBJISIIOTCS MBIIIEYHasi caabocTh y naetreil B 1 rpymrme
uccienoBanus (22%) u y nereér 2 rpymmbl ucciegoanus (16%) u arpodus
MBIIIII], TAKXKE MPOSBISUIACH Y JETeH ¢ ceMeitHoi gopmoii 3aboneBanus (6% ) a
y Zereil cnopaauueckoi gopmoii 3abojieBaHUs HE OTMeYanoch. B pesynbrare
TUMOTOHUU MBI JE€TH TO3HO HAYUHAIOT XOIUTh, OBICTPO YTOMIISIOTCS,
HEYKJIIO)KM B XO0Jb0€, CIIOTHIKAIOTCA Tpu Oere, 4acto NagaloT, C TPYAOM
MOTHUMAIOTCS 110 JIECTHUIIE, JaHHBIC KIMHUYECKUE MPOSIBJICHUS 3a00I€BaHUS C
OJIMHAKOBOW YaCTOTON MPOSBIISIUCH B 00CHMX TPYIITIaX HUCCIICTOBAHUA.
JIBurarenbHble HApYIIEHUsI TOCTENEHHO MporpeccupyroT. IlceBnoruneprpodus
WKPOHOXKHBIX MBIIII CO3/1aeT OOMaH4YMBOE BIIEUATICHHE O COXPAHHOCTH

MBIIIEYHON CWJIBI UM Jaxe panayer poauteneid. IlceBmorumneprpoduu MBI
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MOTYT Pa3BUBAThCA TAKXKE B SATOJAUYHBIX, JCIbTOBUIAHBIX MBIIIIAX, MBIIIIAX
JKMBOTA U sI3bIKa. JleTW He MpuBJEKaad BHUMAaHUS CHEIUATIUCTA JO TE€X IOp,
MOKa TNPOKCHMallbHasi MbIIIEYHAs] C€Ja00CTh HE CTAaHOBMUJIACh  HACTOJIBKO
BBIPDQKEHHOM, 4UTO 3aTpyAHsja BCTaBaHHWE peOEHKA € ToJIa W ompenena K
YTUHBIA TUITY XOAbObI, BOSHUKAET MUOTIATHYECKasi YTUHASI MTOXOJKa B TPYIIE C
cemelHo# Gopmoit 3a06oneBanus (7%) u cnopaauueckoi popmoit 3a001eBaHus
(9%), m wucmonp30BaHWE MHONATHYECKUX MpHUeMOB '"B3OupaHusi 1o cebde"
(cumntom T'oBepca), y neredt ¢ cemeitHoi Qopmoit 3aboneBanusi B (7%) u
ciopagudeckoit popmoii 3adoneBanus (11%).

Oo6s3atenpubiMu 11 aeteit ¢ [IM]] aBmsuincs: onpenenenue KOK, Guoncus
MBIILICYHOM TKAaHM; 110 TToKazaHusM — aHanu3 JIHK.

Ha ocHOoBaHMM aHanM3a JaHHBIX T€HEATOTUYECKOr0, OMOJIOTMUYECKOTO aHaMHE3a,
KJIIMHAYECKUX OCMOTPOB OBUIM BBISBJICHBI OCOOEHHOCTH COCTOSIHUSL 3/I0POBbSI
geren ¢ pasznmuuHbiMM  TUnamMu  [IMJI u  ycTraHOBI€eHa KOppesALUOHHAsS
3aBUCHUMOCT:

— tunoB [ IM/] ot nona nereit (paznuuust nocroepusl, p<0,001). Tak, Bce netu
¢ MIJI u TIM/] bexkepa Obutn manbunkamu; a Bce aetu ¢ [IM]] Jlanmy3u-
JHexepuna Obutn neBoukamu. B rpymme ¢ Bpoxknennoit [IMJI u IIM]] Dp6a-
Pora npucyrcTrBoBanu o0a moja. 1o MOKHO 00bsICHUTH TeM, uTo MJIJ] u TIM/]
bekkepa HacneayroTCs MO PEIECCUBHOMY, MOATOMY OOJICIOT Yalle MajlbuhKH.
[IM/]] Jlanny3u-JlexeprHa HacleayeTcss Yalle Mo ayTOCOMHO-JOMHUHAHTHOMY
TUIly, TPU KOTOPOM OOJIEIOT OOBIMHO 00a TmoJia, XOTA y JEBOYEK 3TO
3a00jieBaHUE OTMEYaeTcs paHblle, 4yeM y MaibuukoB. [IMJ] Opba-Pota
HACIIEAYIOTCA Yalle MO0 ayTOCOMHO-PELIECCUBHOMY THIY HACIEAOBaHUS, MPH
KOTOpOM 00a 1oJ1a 60JIeI0T OJIMHAKOBO;

— tunoB [IM/] oT HaIM4YMs OTATOMIEHHOTO aHAMHE3a TT0 HEMPOMBIILICYHBIM
3a0oneBanusiM (paznuuusi noctoBepHbl, p=0,004). OTsaromEHHBIN aHaMHE3
BCTpEUAETCsl 4Yalle Ccpead JAeTed ¢ HacleayeMbIMH TI0 PELEeCCUBHOMY,

crerieHHoMy ¢ X-xpomocomoit turmamu (ITM/J1 drorrena).
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Kpome Toro, Obuia BbISBIEHAa 3aBUCUMOCTb DPE3YJIbTATOB OHOXHUMHUYECKOTO
anamusza kpou ot tunoB [IMJ/I. Tak, yposenp mnoseimeHuss KOK B kposu
3aBucen or Tuma I[IMJl (koppemsimoHHas CBsi3b JocToBepHa, p=0,001).
UpesmepHoe nossiieHne KOK ormeuen y nerert ¢ M/I/I, a nmpu ocranmbHbIX
dbopmax I[IM]] ormeden ymepennoe noseieHue KOK toxe.

BrisiBeHHbBIE OCOOEHHOCTH TI'€HEaJIOrMYeCKOro, OHOJIOTMYECKOTO aHaMHe3a
neTed, OCOOEHHOCTM COCTOSHUA 310poBbs gereid ¢ I[IMJI, naHHbIE
71a00paTOPHBIX U MHCTPYMEHTAIbHBIX MCCIEAOBAaHUNH MOTYT CHOCOOCTBOBATh
paHHEN AMarHocTuke U peadbunuranuu aerei ¢ [IM/], noBbIlIEHHIO UX KaYeCTBa
KU3HHM, TMPEAOTBPALICHUIO OCJIOXHEHUH; a TakkKe TIOMOTYyT U30exaTh

BpayeOHBIX OIITHOOK.
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BbIBO/1bI

1. Ilpu ananuze wactotel BcTpeyaeMoctu IIMJ[ B 59,5% cocraBmsuio mo
cemeitHomy Ttumy, 40,5% mno cnopaguueckomy Ttumy. B pesynbTaTe
KJIINHUKO-HEBPOJOTHUYECKUX o0cie10BaHui MOKa3aTeIun
HEBpPOJIOTHYECKUX HapymeHut B rpynnax [IMJ[ cmopaguyeckoro u
CEMEWHOr0 XapakTepa MpOsABIAIACh BBIPAKCHHBIMU HW3MEHCHHUSIMU B
o0enx Tpymnmax, HO OoJjiee BBIPpAXCHHBIC HW3MEHEHHS Y OOJBHBIX C
CEMENHBIM TUIIOM.

2. B pesynbpTaTe reHeajoruyeckoro aHanusa B cemeiHbix [IM/] BeIsiBIICHO B
50% cnydaeB cuemieHHas ¢ X-xpomacomoH, 9,5% ayrocomHo-
noMUHaHTHBINA 1 40,5% ayTOCOMHO-PELIECCUBHBIE TUITBI TIEPEAAYH.

3. o »anexkTpoHerpoMuOrpadUYecKuM  MOKa3aTesM, CHUKEHUS
MOTEHIIMAJIa JIBUTATEIbHBIX E€IUHUIIL B CEMEWHOM TuUIIE SIBHO
npeobnamana Haa  cnopagudyeckom  coctaBimsis  50% wu 41%
COOTBETCTBEHHO.

4. Tlo pesynbraram OHOXUMHUYECKUX OOCIETOBAaHUN KpOBU TOKa3aTeIu
K®K, AnT, AcT, JIAI' B obeux rpymnmax OKa3aJloCh HAMHOT'O BBIIIE
HOPMBI, OCOOCHHO B CIIOPaJMYECKON TpymIe, 4To YKaszbiBaeT Oosee
BBIPOKEHHBIE HapyIlIeHHEe OOMEHa BEIIEeCTB, B YaCTHOCTU B MBIIIIAX B

CIIOPaNYECKOM TpymIIe.
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HPAKTUYECKHUE PEKOMEHJIALIUN

1. Jnsa ynyumenuss nuarHoctuku [IMJ] B 0OnacTHBIX CKPUHMHI LEHTpax

onpenenats KOK, JI/II' B GnoxumMuyeckux 1adopaTopusx.

2. O0ecneunThb dIACKTPOHEHpOMUOTrpaPrUUIECKUMUA 000PYIOBAHUSIMH TaTbHUX

o0JlacTei CTpaHBbl.

3. [IpoBecTn  OOBSCHUTENBHBIC PAOOTBI CpeAM  HACEICHHUS  TO

npcaoTBpalliCHUIO POACTBCHHBIX 6paKOB.
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