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B Hactosmeit pabore INpEeICTABIEHBI JaHHBIE O
HO30JI0THYECKHX (JOPM  HACHIEICTBEHHBIX HEPBHO-
MBIMIEYHBIX ~ 3a00JIeBAHMM  BCTpEYAIOIIHECHs  Ha
teppuropun  Keipreisckoit Pecny6nuku 1 OCHOBHBIE
HANpaBeHHA C MPaKTHYECKHX MO3MIHH B pelleHHH
po6IeMbl B OpraHU3alHNl JHACTIaHCEPHOTO
HAGIOIEHIS 1 COIMANBHOM MOMOTIH GONLHBIM.

KioueBbie ¢10Ba: HACHEICTBEHHBIE HEPBHO-
MbIIeuHble 3a601eBanys, MeIHIMHCKAs | COllHanbHasd
peabumTanms.

KbIPT'bI3 PECITYBJIUKACBIHBIH TYKYM
KYYMA HEPB-BYJIUYH OOPYJIAPBIHBIH
JUCITAHCEPJIOO XXAHA JAPBLIOO
MACEJIEJIEPH

N.K. Axyn6aep arbinaarsl Keipreis Yayrryk
MeaHuuHaNbIK AKaIeMHSIChI,
Bumkek ur., Keiprois Pecniybimnkacel.

Byn smrekte Koipreiz PecryGnuKkachiHbIH aifiMarsiiia
Ke3JIelKeH TYKyM KyyMa HepB-OymdyH OOpYJaphIHbIH
HO30JIOTHAILIK TYpliepy *aHa Oyil oopyra 9alIbIKKaH
Oeiftarrapra [IHCNAHCEPAWK KO3OMOIIOOHY, ajapra
KOOMIIYK JKaKTaH jKapdaM KepceTYYHY YHOIITYPYYHarsi
naiinza OoNroH  Macenelnepid  YEYYYHYH  HETH3IH
OarelTTapel KOPCOTYIITOH.

Hermsru ce3mep: TYKyM Kyyma HepB-OymuyH
00pyJiapsl, MeTUITTHAITBIK AKaHa COIHaIbIK
peadMIuTaIHAIO0.

Beenenue. HepeHo-Mbimneunbie Gonesrn HauGoree

pacrnpocTpaHEéHHasA 4 H3yueHHas rpymmna
HaCeICTBEHHbIX 3aboneBaHmii, KOTOphIe
XapaKkTepH3yloTcd  upe3BbUaliHbIM  pasHoobpasueM

HO30JIOTMUEeCKHX (OpM, BBIPAKEHHON TeHeTHYECKOi
TeTEPOreHHOCTBI0 H KIMHHYECKHM HOIMMOp(u3MOM, a
TAaKKe TSKENBIM HHBATHAMHPYOWMM TedenueM [1,2.3].
K oroif rpymme  OTHOCATCS — TIPOrpECCHpPYROLLHE
MBIIEYHBIE IHCTPO(HH, HEBPOTCHHBIE aAMHOTPO(HH,
MHOTOHWH H NTAPOKCH3MaTbHEIC MHOTUIETHH.

Hzydyenne nanHoil npoOneMbl JaBHO BONHYeET
YUeHBIX, OJHAKO JI0 HAcTOANIEro BPEMEHHM MHOIME
BOIPOCHI ~ MaToreHesa, paHHEH JHarHOCTHKH H
s pexTHBHON peabumMTaIiH HacNeICTBEHHBIX
HEPBHO-MBIIIEYHBIX 3a00JIeBaHUI MalloM3ydeHHb. B
HACTOAIIMIT MOMEHT CYIIECCTBYIOIHE METOIBI JICUCHHS
HEPBHO-MBIMIEYHOH  [ATONIOTHH  HE  JOCTaTOYHO
appextuBEel  [4].  OcHOBHOe  HamlpaBleHHE C
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NPAKTHIECKHUX TO3MLHI B PEMICHUH 3TOi MpoGneMsl
COCTOMT B OpraHH3alliy JHCIIAHCEPHOTrO HAOIFOTEHUS
A CO3IaHWSA CHCTEMBbl JEHCTBCHHOM NEPBHIHOM
HpO(MIAKTHKA HEXKENM TPaHCIUIAHTAUWH reHoB [5].
D10 0COOEHHO aKTyalbHO M 3HAYHMO Kak B
MEIMIHHCKOM, TaK W B COLHAILHO-9KOHOMHYECKOM

-TiaHe, YOuThiBad OONBIION MPONEHT WHBATHIN3ALHN

OONBHBIX ¢ JaHHO matojoruei [6, 7].

Marepuansl H  Metoabl. Ha 6aze xadeaps
HEBPOJIOTHH € KYPCOM MEIMIIMHCKOH  TreHeTHKH
Keipresckoit rocyaapcTBEHHOM MeTHIITHCKO#
aKaJIeMuH Benercs ceMeHBIH perucTp
HACJICICTBEHHBIX HEPBHO-MBIIICYHBIX 3a00JIcBaHHUMA.
Wmeromasncs Ha HACTOAIIMI MOMEHT HHPOPMALMOHHO-
aHAMTHYECKad 6a3a 1Mo ceMbAM C HEPBHO-MBIIICYHOH
NaTojorHed  co3JaHa Ha  OCHOBE  Yy4Yerd, Kak
oOpaTuBIIMXCS OONBHBIX, TAK M BIIEPBBIE BBIABICHHBIX
Cpeld PpOJICTBEHHHKOB MpoGaHza MpH aKTHBHOM
obcneoBannu ceMmpd. Takoke BhIsSBIeHHE OOMBLHBIX
HEPBHO-MBIIEYHOH MaToJoruell NpOMCXOIUI0 TpH
MOMOIIM  Bpauell  JAPYruxX  cremndansbHOCTed  co
creniduyeckumu  kanobamu. Ilpu  obcnemopanuu

ceMeit HCITOJIL30BaHbI OCHOBHBIC METO/IBI,
PUMEHACMBIC IpHA MEIHKO-ICHETHIECKOM
KOHCYIIbTHPOBAHHH: KIIMHHUKO-TEHEaAI0r HIECKHUH,

IOLYJIALHMOHHO-CTATHCTHYECKHI,  LHTOreHETHIECCKHIA,
OMOXMMHYECKHI, MOJICKYIISIPHO-TE€HETHIECKHIA.

Pesyastatel H odcyxaenue. B pesynsrate HaMH
3aperucTpUpoBaHo 356 OonbHbIX W3 294  cemeit.
JImarnoctupoBanbl 12 Ho3onmormueckux (GopM, U3 HUX
159 nporpeccupyromme MbimeyHsle aucrpoduy, 26
MUOTOHUH, 4 HACICACTBCHHbIE IIAPOKCH3MAIBHbIC
MHOIUICTHA H 167 JeHepBaUHOHHBIC aMHOTPO(HH
(Tabn.1).

Camoit pacripocTpaHeHHON (hopMOl B H3ydyacMoi
TIOMYJIAIHA ABIAETCA JeHEPBAIMOHHBIE aMHOTPO(HH
46,9 % (167 OonbHBIX), M3-HUX Halle BCTpevaloTcs
HacieJCTBEHHbIE MOTOPHO-CEHCOPHBIE HERpONAaTHH
(102 GonpHBIX 3 Bcex HaOmonaembix). K wacto
BCTPEUAIOIIHMCS OTHOCHTCA Takke MporpeccHpyronias
muoaucTpodua JlfomenHa U NOACHO — KOHEYHOCTHAA
MbllIeqHas gucTpodus Dpba.

Ha  ocHOBaHMM  mNOIyWeHHBIX  [JaHHBIX O
pacnpoCTPAHEHHOCTH  OTHENBHBIX  HO30JOTHYECKHX
thopm, Gnarogaps M3YIEHHEO KITMHAYECKHX

ocobeHHOCTEH WX pa3sBUTHA M BAPUAHTOB TEYEHHA H
OCYIIECTBIIAETCA MCTaHcepHoe HabmoaeHus npobania
U pemaloTcs peabuiuralMoHHble Bompockl. PaGora ¢
OONbHBIMM M YIeHaMH ceMel, OTATOIEHHBIMM IO
HepPBHO-MBITIEUHBIM 3a00JIeBanysM, MpeIycMaTpHBaeT
TECHOE B3aUMOJICHCTBHE HEBPOMATOJIOrOR, MEAHATPOR 1
TepareBToR HOJHKITHHHUK, HEBPOJIOTHIECKHUX
cTairoHapoB | Bpadei MCOK.

AKTHBHOE [IMHAMHYECKOS HabImoleHHe MpobaHia
BKIIIOUACT B Ce0f KOPPEKLMIO JBHIATENBHOTO PEXHMA,
JAHETOTEPATIHH, MEIMKaMEHTO3HOE "
(usHOTEpAlIeBTHYECKOE JIeYeHHe, [PeIyNpekIeHue |
JICUCHHE pa3BHBAIOINMXCA  OcHoxHeHuH. Koppekuus
TeueHUs COMyTCTBYIOIIHX 3a00MeBaHMil ABNAETCA OIHOM
W3 TIOBCENHEBHBIX 3amad. Kpome 3Toro mnpoBomMTCS
Oeceflbl ¢ POACTBEHHUKAMH M CAMHMH MNalMeHTaMM
1eBbi0  (POPMUPOBAHMA aJIeKBATHOTO TPE/ICTABICHHA O
3a00J1eBaHAN | €0 MPOTHO3E.
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Ta6aumna 1
CTpyKTyp2 HepBHO-MBIIIEYHBIX 3a00/1eBaHHIA B
Koipreizckoii Pecnybanke.
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% K Myx. | Ken.
Ko Kos- | Kou-
JabosieBannsn obmt.
o-x e BO BO
abc. ° |cemeit |nereit| abe. | abe.
HOJIBHBIX

1. HacjieicTBeHHBIC 356 (100 294 (133 (236 |[120
60/1e3HH HePBHO-
MBIHIe4HOI cHCTeMEI
1.1.Hporpeccupyrouue
MBIIeYHLIE 159 | 44,7 140 | 78 | 119 | 40
aucTpodhun
1.1.1. oscuo-
it 65| 185 | 59 | 59 | 65 | -
MBIHIETHAS
aucrpodpus Ipda
I HE 64| 179 | 59 | 13 | 38 | 26
Jiomenna.
1.1.3. Jleue-
JI0NATOYMHO-TITeveBas
MBIIIEYHAS 30 84 22 6 16 | 14
aucrpous Janaysn-
Jlexepuna
1.2.MuoToHHH 26 7.3 16 5 16 | 10
1.3.HaciieicTBeHHbIE
NAPOKCHIMATLHBIE 4 1,1 4 - 4 -
MHOILIETHH
1.4./IenepBannonnbIe 167| 469 134 | 50 | 97 | 70
AMHOTpOpHH
1.4.1.CounaisHble 65 18,5 29 43 36 | 29
MblIIeYHbIe ATPOPHE
1.4.2.HacieacreennbIe
motopro-cencopusie | 102 [ 28,6 75 7 61 | 41
HEBPONATHH

PaGotaet KabOwuHeT, e TIPOBOIHTCS
TICHXOTEpaneBTHYeckas Koppekims OOmbHBIM H HX
poxutened. B [CHXONOrHYECKOH  MOMOIIH B

HAHOONbIIEH CTENCHH HYKIAIMCh CEMbH, MMEHOLIHE
JieTell — MHBAJIMAOB M JETH ITyOepTaTHOrO BO3pacTa,
CTpajaolIne HacIeACTBEHHON [aTOIOrHe.

BonsHEIE ¢ HACJHEACTBCHHON MATONOrHEH HepBHO-
MBIIIEYHON CHCTEMBI [PHBOAAT K  HAPYIICHWEO
3/I0POBbS  HeJIOBeKa CO CTOHKMM pacCTPOHCTBOM
¢dyHkuumii opramd3Ma, TNPHBOMANIMX K OTPaHHYEHHIO
KHU3HENEATENLHOCTH W HEe0OX0IHMOCTH MOACPIKKH U
COIManbHOM 3AITHATEL Orpanudenue
KHU3HENEATeIbHOCTH XapaKTepH3yeTcsd OrpaHuuyeHHEM
CHOCOOHOCTH  OCYIUECTBIATE  camMoo0CiTyKHBaHHUE,
HepeiBIKCHHE, OPHEHTALHI, 00IIeHWE, 00yuyeHHEe H
TPYHOBYIO JeATENbHOCTb. JIIsl NOMICPKKH JaHHOM
KaTeropud  HAaCe/ICHHS B pecrny0iuKe IPHHATHI
HeOOXOOUMEIN 00beM HOPMATHBHO- TIPABOBRIX aKTOB,
obecrieuMBalOMAX CoOHANbHYI0 3ammty. CHcrema
okazaHHi peabHIHTAIlHOHHONW TIOMOINM BKIIOYala
COBEPUICHCTBOBAHMHA 3HAHHH 3aKOHO/ATEILHEIX HOPM,
PEryIHPYIOIIHX MOJI0KEHHE JIHOACH ¢ OrpaHHICHHBIMH
BO3MOIKHOCTAMH UL YIIy9OIEHHA KauecTBa KHU3HH,

3akinoyeHune

Takum obpazom, CrCHHAIM3HPOBAHHAS
MeQHIMHCKAas W ColManbHad ToMollb OONBHBIM W
CEMBAM, OTATONICHHBIM MO HACHEACTBEHHBEIM HEPBHO-
MBILIEYHBIM 3a00/eBAHAAM, BO3MOXKHA C [OMOIIBIO
3 (eKTHBHONM JAMCTaHCepU3alldM NpH  CO3/IaHHH
eNHHONH KOMIUIEKCHOH CHCTeMBI HaOmoNeHHs 3a
NIAITHEHTAMH.
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OBSERVATION AND TREATMENT
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In this article presented data about different
forms of hereditary muscle diseases in Kyrgyz
Republic and main directions of observation and
organization of social help to this patients.
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