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— lNocypapcTBeHHoe OloaxeTHoe obpa3oBaTenbHOe yypexaeHne AOoNoNHUTENbHOro npodeccnoHanbHoro o6pasoBaHns

«Poccuiickas MeguumHcKas akagemmns nocneamnioMHoro oépasoBanus» MyuHucTepcTBa 3apaBooxpaHeHus Poccuiickoin depepaunn,

125993, MockBsa, yn. BappukagHas, a. 2/1

Ha ocHoBaHWM JaHHbIX PErMCTPa HEPBHO-MbILLIEYHbIX 3aboneBaHnii B Pecnybnvke JarectaH «HeipoperncTp larectaHa» oueHe-
Ha pPacrnpoCTPaHEHHOCTb MPOrPEeCcCUPYIOLLMX MblleYHbIX auctpoduin OroweHHa/Bekkepa (MM O/6). O6cnenoBaHo HaceneHue
41 paiioHa n 10 ropogos. CpenHsisi pacnpoctpaHeéHHocTs MMM/, /6 B Pecnybnuke coctasuna 6,00 + 0,64 / 100 000 myxunH. Hanbo-
Nnee BbICOKNE 3HAYEHNS PACMPOCTPAHEHHOCTM BbisiBNeHb! B epredunsckom (39,61/100 000) u Jlakckom (33,43/100 000) paitoHax.
AHanM3 MeXaTHUYeCKMX pas3nuunii B pacnpocTpaHénHocTy MM [/B, nokasan, 4to Hanbonee Yacto cnyyam MM, /6 3aperucTpu-

poBaHbl cpeamn kKymblkoB (1:6977) n pyTtynbues (1:4129).

KnioyeBble cnoBa: NnporpeccupytoLimne MollleyHble auctpodum JioweHHa/bekkepa, perncTp HePBHO-MbILLIEYHbIX 3aboneBaHui,

Pecny6nuka [larectaH, pacnpocTpaHEHHOCTb

Brenenne

MMM AO/b seastotcst HauboJiee pacnpoCcTpaHEHHBIMU
HAacJIeJCTBEHHBIMU  3a00JIeBAaHUSIMA ~ HEPBHO-MBILLIEYHOM
CHUCTEMBI M HacCJIeAyIoTCsT TI0 X-CLEMJICHHOMY PelieCCUBHO-
My tany. Mx gacroTa coctaBisieT cooTBeTCTBeHHO 1:3500 n
1:20 000 poxaéHHbIXx ManbuukoB [7, 19]. Muoauctpodus
Hiomenna (M) — Gonee Tsokénas dopma 00J1e3HU, Ha-
YMHAETCS B Bo3pacTe 2—5 JIeT CO CIab0CTU MBbILILL TA30BOTO
10sICa U NMPOKCUMAJbHBIX OTAEJNIOB HOT. XapaKTepPHOM uep-
TOI OOJIBHBIX SIBJISIETCS TICEBAOTMIIEPTPODUS UKPOHOKHBIX,
SITOMWYHBIX, IeTETOBUAHBIX U IPYTMX MBI, 3aboieBaHue
OBICTPO TIPOTPECCHUpPYET: Pa3BUBAIOTCS TMape3bl, aTpoduu u
KOHTPAKTYPhl MBIIII, MPUBOIAIINE K OOE3MBMKEHHOCTH.
TMpumepHo y 73% MalMeHTOB BBHISIBJIEHBI pa3IMuHbIe MPO-
SIBJIEHMS CepAeYHO maTonoruu. bosblinas 4yacTb GOJbHBIX
(okoso 90%) ymupaet 10 20 JIeT OT COIMYTCTBYIOIIMX PECIT-
PATOPHBIX OCJOXHEHUI, CBA3aHHBIX C HApYIIEHUEeM JblXa-
Hus |7, 14]. Mbiueynas auctpodusi bekkepa (M/B) xa-
paktepusyetcst 0ojiee mo3gHuM aebrotom (B 10—20 nert),
N0OPOKAYECTBEHHBIM TeYEHUEM W HEOTHOPOTHOCTBIO KITU-
HUUYECKHUX TposBIeHU. YacTo y OGOJTBHBIX Tpeobiamaet

KapTUHa KapIMOMUOIIaTUU TIPU OTCYTCTBUM WA B HEOOIb-
1LIO¥ CTEMEeHU MOopakeHus1 cKeJeTHbIX MbIii. dnsa MJIb xa-
PakTEepHO COXpaHEHHE CIMOCOOHOCTU K CaMOCTOSITETbHOM
Xoap0e Ha TpoTskeHuu 15—20 et oT Havaja 3a00J1eBaHUs
U MEIJICHHOE TPOrpecCMpoBaHME CUMIITOMOB MBIIICUHOM
cnaboctu [7]. Xapakrepusim mist [IM/ JI/b sBasiercs mo-
BbllIeHKUE YpOBHS KpeaTuHdochokuHazsl (KDK) B chiBO-
porke KpoBu (npyu  MJIJI  ypoBeHb  TOBBILLIACTCSI
B 100—200 pa3).

Muonuctpodpun lomeHHa u bekkepa siBasitoTcs an-
JIebHBIMU 3200JIeBAaHUSIMU U OOYCJIOBJEHBI MYyTalMSIMU
oiHOTO TeHa auctpoduua (DMD; conepxut 79 KOpOTKUX
9K30HOB U 78 IJIMHHBIX UHTPOHOB) B XPOMOCOMHOM JIOKY-
ce Xp21 [18]. UMeHHO MO3TOMY B MOCIIeAHEe BpeMs MpU-
HSITO OOBEIUHATH 3TH (GOPMBI OOIIUM TEPMUHOM OUCHPO-
@unonamuu n paccmatpuBath kak I[IMJI 1/b. B 55—65%
cJlyyaeB K pa3BUTUIO 3a00JIeBaHUST TPUBOSAT JIEJIeLIMU reHa
DMD paznuuHoil MpoTsKEHHOCTH, B 5—10% mnpuynHOit
SIBJISTFOTCS AYTIJIMKALIMU, B OCTAJIbHBIX CTyYasiXx UMEIOT MecC-
TO TOYKOBBIE MyTalMu. B TpeTu ciayyaeB 3a00eBaHUE sIB-
JsieTcsl pe3yabraTtoM MyTauuu de novo [7, 18]. Tsokénas
dopma M/IJI pazBuBaeTcs 0OBIYHO MPU HATMYUU MYTALUiA,

* PaboTa BBINOJHEHA MPY YaCTUYHOM (prHaHcupoBaHuU TpaHTa PODU 14-04-00525.
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MOBPEXAAIOIINX PaMKy CUMTBIBAHUSI KOAMPYIOIIeil obnac-
TU reHa JKubOo HapylIaoIIUX CTPYKTYPY (DYHKIIMOHAIBHO
3HAUMMBIX TOMEHOB IMCTpoduHa, rpy00 Hapyllas CUHTE3
win GyHkouu Oenka. Y 6oiabHeix MJIB mmeror MecTto
BHYTPEHHUE JEJeMU WIM IYTUIMKAIMKU TeHa, MpU KOTO-
PBIX YaCTUYHO coxpaHsieTcsl GyHKLIMOHAIbHAS aKTUBHOCTD
nuctpoduHa [17].

OpHoit u3 popm monutopunra cemeit ¢ [IM/1 J1/b siB-
JITIOTCSI PErUCTPhl HACIEACTBEHHBIX OOJIE3HEH WIIM PEerucT-
pbl HEpPBHO-MbIIIIEUHBIX 3abojieBaHuii. Hampumep, eBpo-
neiickasg opranmzauusi TREAT-NMD o0Gbenunsier menu-
LIMHCKWE I1IEHTPBI, HayYHbIE MEIMUIIMHCKWE OpraHu3aluu,
dapmalieBTHUECKHE KOMITAHUM, OOIIECTBEHHbBIE OpraHu3a-
LIMM MALMEHTOB, 3aHMMaloLIMeCs] MpobieMaMy HEPBHO-MbI-
LIEYHBIX 3a0ojieBaHUU. 3amavyeil oObeIMHEHUs SIBISIETCS
pa3paboTKa CTAHIAPTOB JIEUEHUsI, YIYULIEHUS] Ka4yecTBa Me-
JTUILIMHCKOM TIOMOIIM, pacrpoCcTpaHeHUs MHOpMaALUU O
HOBEHIINX JOCTMXKEHUSIX HAyKW CPEIM Bpaueil u crielanu-
ctoB. TREAT-NMD co3naet MexxayHapOIHBIN perucTp 00-
JIBHBIX C Pa3IMYHBIMU BUJAMU HEPBHO-MBIIIIEYHbIX 3a00J1e-
BaHMIl (B mepBylo ouepeab ¢ muoauctpodueit JomeH-
Ha—bBekkepa, co CrMHAJIbHOM MBIIIEUHOM aTpodueii), Ko-
TOPBIi COCTOMT M3 HALMOHATBHBIX PETUCTPOB PA3HBIX
ctpaH. [laHHble perucrtpa momMorytr coopatb UHGOPMALUIO
00 0COOEHHOCTSIX TeUeHMsT 3a00IeBaHMsI B Pa3IMYHbBIX CTpa-
Hax, 00eCreynThb MOMAEPXKKY MO YAYULIeHUIO KauecTBa Me-
JTUIMHCKOM TOMOIIM M CTaHAApTOB NTMArHOCTUKM W Jieue-
HUs1 60IBHBIX ¢ MuoaucTpodueit JroleHHa U CITMHAIBHOM
amuotpodueit. MapmaneBTHYeCKEe KOMITAHUKA U UCCIIEN0-
BaTeJIbCKKME LIEHTPbl MOTYT OBICTPO MOJYYUTb HYKHYIO MH-
¢dopmaLuio U3 II100aJTbHOTO PEerucTpa, OAHAKO IMEPCOHATb-
HbI€ JaHHbIE O TIALMEeHTe OyayT 3alMdPOBaHbI U JOCTYITHBI
TOJIbKO KypaTopy HauuoHajibHOro peructpa [20]. Bo MHO-
IMX CTpaHax ecTb COOCTBEHHbIE HAIIMOHAJbHBIE PErMCTPbI
BPOKIEHHOM 1 HACJEACTBEHHOI, B TOM YHCJIe HEPBHO-MBbI-
meyHoit matosoruu. Ha Teppuropun Poccuiickoit denepa-
LIUY TaKKUe PETHUCTPhI Yallle 3aXBaThIBAlOT OT/IE/IbHbIE 00J1ac-
TH, TOpOJa U UMEIOT OoJiee y3koe HampasiaeHue [9—12, 17].

1leavto dannoti pabomer ObLIO U3yYEHHE OCOOEHHOCTH
pacrnpocTpaHeHUs MPOrPECCUPYIOLINX MBIIIEYHBIX JHUCTPO-
duit HiomenHa/bekkepa B pailoHax M ropojax, a Takxke
B pa3IM4HbIX 3THMYeCKUX rpymmnax Pecnybiauku Jlarecran
(PI1) na ocHoBanuu maHHbIX «Helipopeructpa Jlarecrana».

Marepuajibl 1 METOIbI

B P mnpoxwusator 2946 Tthic. yen. (B 10 ropomax u
41 cenbckoM paitoHe), roopsiiux Ha 42 sizbikax (102 Hapon-
HoctH). P/I xapaktepuzyeTcsi BBICOKON POXIAEMOCTbIO, YHU-
KaJbHOI aeMorpadrueckoil M TeHEeTUYECKOW CTPYKTYpOI,
MPENNOYTeHUEM OJHOHAIMOHAIBHBIX W KPOBHOPOJCTBEH-
HbIX OpaKkoB, TEPPUTOPUATILHON W3OJISILIMEN pPsila TOPHBIX
paiioHOoB [2]. YuuThiBasi JaHHBII (AKT, aHAIU3 TEPPUTOPH-
anbHOro pacrpocrpanenust [IM/ I/b npoBenéH ¢ yuétom
pacnojioxkeHusl pailoHOB PecryOuKu: paBHUHHbBIE PailOHBbI,
MpenropHbie, TOPHbIE, TOPOA.

AHaM3 pacrpoCTPaHEHHOCTU U KJIMHUKO-TEHETUUECKUX
0COOEHHOCTE! MPOBEAEH C MCIOJb30BAHUEM JAHHbBIX PEru-
CTpa HAaCJeACTBEHHBIX HEPBHO-MBIIIEUHBIX 3a00J1eBaHMI
(HHM3). «Heiipopeructp J[larectana» Obl1  co3maH
B 2005—2012 rr. (3apeructpupoBaH B 2013 r.) Ha tuiatopme
Ul pa3paboTKy auarHoctuyeckux mporpamm xGen IDS
C UCIIOJIb30BaHMEM $I13bIKa IporpaMmmupoBaHus Visual Basic
B cpene pa3paborku MS Visual Studio 98. B peructp Bouum
apXUBHBIC JJaHHbIE, MOJIYyYEHHbIC U3 PECIyOJMKAHCKUX, TO-
poackux 1 paitoHHbIx MCOK, MONMKIMHUK, HEBPOJIOTHYe-
CKMX CTallMOHApOB, MEICAHYaCTel, MEIMKO-Te€HETUYECKOM
KOHCYJIBTAllMM, KOHCYJIETATUBHOTO TIpréMa Kadeapbl HEBPO-
Jorun (paxynbTeTa MOATOTOBKM KaapOB U TEPeroAroTOBKU
crieManucToB JlarecTaHCKON ToCyaapCTBEHHON MeauIMH-
cKoii akasemuu. JlaHHbIe O TallMeHTax, MoJyYeHHbIe U3 pa3-
HBIX MICTOYHUKOB YTOYHSUIMCH W JOTIOJNHSINCH JTUUHBIM 00-
cJeloBaHUEM NPOOAHIOB U UX ceMeil (ITyTEM BbI30Ba Ha KOH-
CYJIbTALIMIO), @ TAKXKE B OKCMEAULIMOHHBIX MOE3IKAX M0 MECTY
MpoXuBaHUsl 00JbHBIX. Ha maimeHToB 3amonHsaach Ccrienu-
aJbHO pa3paboTaHHas MEAMIIMHCKAs KapTa (heHOTHIIA.

YuuteiBasi X-cluerieHHbI (X-CII.) TN HacjaeI0BaHMS
3aboneBaHus, pacnpoctpanéHHocts [IMJI [1/b paccunrtana
KaK OTHOIIEHWE PeaJlbHOTO YMcIa GOJbHBIX K YMCICHHOCTH
myxckoro HaceneHust (Ha 100 000 myxunH). Tak KaK B BbI-
OOpKe ObLIM TMPEACTAaBUTHIM PA3IMUYHBIX HAllMOHAJb-
HOCTeM, IS BOBMOXHOCTHM OLIEHKHM PaBHOMEPHOCTH pac-
npoctpanenust [IMJ] /I/b B pa3HBIX 3THUYECKUX TPYIIIIax
TaKxXe MPOBEAEH aHAIU3 PACPOCTPAHEHHOCTD 32001 BaHUS
B ocHOBHBIX 3THOcax P/I. Pacnipoctpanénnocts [TMJI J1/b
paccuuTaHa Aas CAEMYIOUIMX 3THUYECKUX TPYII: aBaplibl
(uncneHHocTh MyxKuuH 423 704), maprunusl (220 745), Ky-
MbIku (202 333), nesrunsl (196 237), makuer (79 001), Taba-
capaHItsl (29 619), pycckue (52 010), pyrysrbisr (8258). A
CpaBHEHUSI OLIEHOK PACMpOCTPaHEHHOCTH MEXIy MOITyJIsi-
LMAMHI UCIIOIb30BaHA CTATUCTUKA 2. AHAIN3 PABHOMEPHO-
CTU TeppuTopuaibHOro pacnpocrtpaneHuss [IMJ /b no
9THOCAM BBITIOJTHEH ¢ MCMoJb30BaHMEM F-pacnpeneneHust
(ypoBeHb 3Haunmoctu o<0,01) [4].

MouneKyasipHO-TeHETUUECKOE UCCIeI0BAHME MAlIMEeHTOB
npoBoauiock B nabopatopun JHK-guarnocruku ®T'BHY
«MTHL». Bce mauueHThl Tipu 00CIEIOBAaHUM TIOANMACATU
NMUCbMEHHOE MH(pOPMUPOBAHHOE coryiacue (B ciyyae Heco-
BEPILIEHHONETHUX JeTell MHGOPMUPOBAHHOE COTIIacue Io-
JIy4EHO Y MX pOAMTeJIeli) Ha JOOPOBOJILHOE ydacThe B 00-
cJe/I0BaHUM, Ha 3200p OMOJOTMYECKOro Marepuaa (KpoBb)
U Ha NyOaMKalMIo TaHHbIX B OTKPbITON neyaTu. Hacrosiiiee
HccIe0BaHue ON00PEHO JOKAIbHBIM 3TUYECKUM KOMMTE-
toM OI'BHY «MI'HL».

Pe3yabTaTel u 00CyXKIenue

Heiipopeructp Pecnyonuku [larectaH njisi HaciencT-
BEHHbBIX HEPBHO-MbIILIEUHbIX 3a00JIeBAHUI OXBATHIBAET 11~
POKMIi CIIEKTP HEPBHO-MBILIEYHBIX 3a00JIeBaHUI OT PEIKUX
MOHOTEHHBIX (hOpM, O HIMPOKO PACIIPOCTPAHEHHBIX MHO-
roakTopHbix Oosie3Heil. B ocHOBe perucrtpa JeXUT 27eKT-

ISSN 2073-7998
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OPUTNHAJIbHbIE NCCNEAOBAHUA
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Puc. 1. 3HaueHunsa pacnpocTpaHéHHocTu (Ha 100 000 myxunH) MMA, 4/6
B OTAEJIbHbIX panoHax.
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Puc. 2. 3HaueHus pacnpoctpaHéHHocTn (Ha 100 000 myxumH) MM
[1/B, no TeppuTOpUSM (PaBHUHHbIE, MPEArOpHbIE, FOPHbLIE PANOHbBI 1 FO-
poza).

pOHHasl KapTa MalueHTa, BKJIIOYamollas psii MapameTpoB,
MO3BOJISIIOIIMX MaKCUMaJIbHO TOJAPOOHO omnucath (HeHo-
THUTI/TEHOTHUIT TIAIIMEHTA U WIEHOB €ro CEMbHU.

Heiipopeructp miss HHM3 BblNonHsIET clieayrolme
OCHOBHBIC (DYHKIIMU:

e (hopmupoBaHue 0a3pl JAHHBIX IO
¢ HHM3 u nx poncTBeHHUKAM;

e (hopMupoBaHME TPYIIILI PUCKA ITYTEM TeHeaJIoruye-
CKOTO aHaJIu3a, BBISIBJICHUE JIUII, TTOIJIeXAIIUX MEINKO-Te-
HETUYECKOMY KOHCYJbTUPOBAHUIO, OOCIEIOBAHUIO, MOJIE-
KYJISIpPHO-TeHETUYECKOM NTUAarHOCTUKE, HAOMIOAeHUIO U Jie-
YEHUI0; BelleHNe, YIIPaBJIeHUe U KOHTPOJIb TUCTIAHCEPHOTO
HaOJIoeHUs 32 TTAllMeHTaMU U UX CEMbSIMU;

® aHaJIM3 HOBBIX ClTydaeB 3a00JIeBaHNS;

® [ofiiepXKKa Ipoliecca TMPUHATUS TIPOTHOCTUYESCKUX
pelIeHUId O pUCKe MPOSIBICHUS U TSDKECTH HACJIeACTBEHHO-
ro 3a00JieBaHUsI B CEMbe MPU MEIUKO-TeHETUYECKOM KOH-
CYJIbTUPOBAHUH;

e moHutopuir HHM3 B PecniyGnuke;

® IPYIIUPOBKA JAHHbBIX B BUIE CBOAHBIX TaOJIUIL MO pas3-
JIMYHBIM KPUTEPUSIM, KapTorpamueckoe OnucaHue v mocTpo-
eHMe auarpaMM Ul OLIeHKU pacmpoctpanéHHocty HHM3 u
aHaym3a e€ IMHaAMMKH, B 1ieioM, Tio PJI, a Takke B pa3iMuHbIX
roponax u paiioHax Pecryoauku.

B peructp HacieaCTBEHHBIX HEPBHO-MBIIICUHBIX 3200-
nesanuit (HHM3) Ha mepuon 2014 r. BOLLIM JaHHBIE O
531 6oabHOM U3 234 pomoCaOBHBIX ¢ paznuyHbiMu HHM3,
M3 KOTOpbIX 87 manueHToB (M3 63 cemeil) MMeNnu IuarHo3
MM A/b. daHHble peructpa o pacnpoCTpaHEHHOCTU W
KJIMHUKO-TeHeTuueckux ocobeHHoctsax I[IMJI I/b B PJI
MPOAHATM3UPOBAHBDI.

Cpennsist pacripoctpanénHocts [IMJI /b no Bceii P
cocraBuia 6,00 + 0,64/100 000 (1:33 321 MyxuuH).

Ha puc. 1 npencrasnena kapra PJI, Ha KOTopoii oTpaxe-
Hbl 3HaueHusi pacrpoctpaHéHHocTr (Ha 100 000 myx4uuH)
[MM /b B oTaenbHbIX pailoHax. MakcuMalibHble 3Haue-
HuUs BbIsiBJIeHBI B ['epredouibekoM (39,61/100 000 myxumH),
Yapomunckom (34,03), Jlakckom (33,43), KapabymaxkeHT-
ckoM (31,56), KusumopToBckoM (21,51) n KymropkaimH-
ckoM (23,52) paitoHax. 3HayeHUs PacHpPOCTPAaHEHHOCTHU
B npeaenax 10—20/100 000 My>XurH BbISIBJICHbI B XacaBlOp-
ToBckoMm (13,78), bormuxckom (10,85), [laxamaeBcKom
(10,99), Kynunckom (17,72), Kypaxckom (13,07), Pyrynb-
ckoMm (18,02) u Xynzaxckom (12,58) paitoHax. B octanbHbIx
paiioHax pacnpoctpaHéHHocts [IM]I [I/b oka3zanach 3Ha-
YUTEJIbHO HUXE, JINOO OOJIbHbIE HE ObLIM BBISIBJICHBI.

AnHanu3s pacnpoctpanéHHoctu (puc. 2) [IMJI 1/b B 3a-
BUCHMOCTH OT T€PPUTOPHALHOTO pacipocTpaHeHus (paB-
HUHHBbIE, MPETOPHbIE, TOPHbIE pallOHBI U TOPOJIA) IMOKa3aJl,
YTO HAMOOJbIIME 3HAYEHUS PACTIPOCTPAHEHHOCTHU BbIsIBIIE-
HBI B TOPHBIX paiioHax 8,75 * 1,72/100 000 (1:11 428 myx-
YWMH) ¥ Ha paBHMHHOM Teppuropuu 9,47 £ 1,67/100 000
(1:10 563), HanMeHbIIE — B MPEATOPHBIX CEIbCKUX paiio-
Hax 2,75 =+ 1,17/100 000 (1:42 807) wu ropomax
3,79 + 0,77/100 000 (1:26 353) (32 = 21,28, d.f. = 3, p<0,05)
(puc. 2).

nmanueHTamM
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PacnpoctpaHéHHocTb MMM, O/B B pa3Hbix 3THOCAaX, NnpoXunesawwmx B PL, aona
OTHOC YucneHHoCTb YacTtoTa PacnpocTtpaHEHHOCTb F-pacnpenenexHne
MYXXCKOrO HacesieHus BCTPEYaeMocTun Ha 100 000 myx4nH (0<0,01)
ABapubl 423 704 1:16948 5,90 + 1,18 1,15
JapruHupl 220 745 1:12264 8,15+ 1,92 1,14
Kymbikun 202 333 1:6977 14,33 + 2,66 2,01
JlesruHsbi 196 237 1:32706 3,06 + 1,25 1,94
Nakupl 79 001 1:15800 6,33 + 2,83 0,89
TabacapaHbl 29619 1:29619 3,38 + 3,38 1,04
Pycckne 52 010 1:52010 1,92 + 1,92 1,83
PyTynbupi 8258 1:4129 24,22 + 17,22 3,39

OOHapyXeHHbIE pa3Iuyusi, BO3MOXKHO, OOBSICHSIOTCS
Ooyiee HM3KOM BBISIBISIEMOCTBIO TAIIMEHTOB B TOpomax M
MPEeAropHbIX paiioHax [2].

IIpoBenéH aHanu3 yactoThl BcTpeuaemoctu I[IMJI /b
B pa3HbIX 3THOCcaX, npoxwusatouux B PII. B Tabnuue npen-
CTaBJICHbl STHUYECKUE I'PYIINbI, B KOTOPHIX BCTPETUIOCH 3a-
6osneBaHue, 1 yactoThl BcTpeyaemoctu [TMJI JI/Bb. Kak cie-
JyeT U3 TaHHBIX TaOJUILIbI, HAOMIOAAeTCSl 3HAUUTENbHAS Ba-
puabesbHOCTh B 3HAUEHMSIX pacmnpoctpaHéHHocTH [TMJ]
J/B Mexny OTaeJbHbIMU OTHOCAMU.

CpaBHUTEIbHBIN aHAIU3, MIPOBEAEHHBIN C MCIIOJIb30Ba-
HueM F-pacripeneneHus mokasai J0CTOBEPHO BBICOKHE 3HA-
yeHust pacrnpocrtpaHéHHoctn I[IMI /b y KyMmbIKOB
(14,33 £ 2,66) u pyrynbLeB (24,22 = 17,22), ogHako, y4u-
THIBasi COBPEMEHHYIO OpraHU3alnI0 MEIUIIMHCKON CITyXKObI
B PD, ipu KoTopoii He Bce OONBHBIE COCTOAT Ha YYETE T10
MECTY KUTEJbCTBA, a HAOJIOMAIOTCSI y Bpaueil Ipyrux yd-
PEXNEHUI CTpaHbl, TOBOPUThL O PeaIbHOM HaKOTJIEHUH 3a-
0osieBaHMSI B TaHHBIX THUYECKUX IPYITaX He KOPPEKTHO.

IIpoBeneHo cpaBHEHKME 3HAUYEHUI PAaCTIPOCTPAaHEHHOCTHU
TIMJI /b (puc. 3) B JlarectaHe ¢ [aHHBIMU B paHee o0cie-
JIoBaHHbBIX nonynsguusx P® [1, 3, 5—8, 12, 15].

Kak crnenyer u3 puc. 3, pacnpoctpanéHHocts [IM]I [1/b
B JlarectaHe cxoxa MO CBOMM 3HAUYE€HMSIM C JAHHBIMU IO
Mopnosun, bamkupuu, Yomypruu, PoctoBckoit u Tsep-
ckoit obnacreii. B npyrux pernoHax 3HaueHusi 3HAYUTEIbHO
nwxe [1, 3, 5,7, 13, 16].

3akmouenue

Briepsrie B PJI Ha ocHoBaHuu co3nanHoro «Hefipoperu-
ctpa [larectaHa» MpoaHaJIM3UPOBAHbI JaHHbIE O Pacpo-
crpanénHoctu [IMJI [1/b B larectane. BoisiBneHbl 87 ma-
MeHToB u3 63 cemeit. [Tpn aHanIM3e YacTOTHI BCTpeYaeMo-
ctu [IMJI [I/Bb B pa3HbIX 3THUYECKUX TPYIIIax MOKa3aHo,
YTO HanboJiee OTATOLUEHBI 10 TaHHOMY 3a00JIeBAHUIO CEMbU
KyMbIKOB (1:6977) u pyryabLes (1:4129). IIpoBeaéHHbBIE MO-
JIEKYJISIPHO-TEHETUYECKUE MCCAeOBaHUSI B TPYINeE CceMei
¢ [IM]1 JI/b mo3BoJAT BbISBASITH 3a00JieBaHUSI Ha paHHUX
JOKJIMHUYECKHUX CTAUSIX B OTSTOLIEHHBIX CEMbSIX M MIPOBEC-
TU JAJbHEHIIMI MOHUTOPUHT CEMEN C BO3MOXHOCTBIO Mpe-
HaTaJbHOW IMAarHOCTUKU B 3TUX CEMbSIX MPU TUIAHUPOBAHUU
JNAJIHENIEro JeTOPOXKICHMUS.
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Puc. 3. PacnpocTtpaHéHHocTs MMM A/6 (Ha 100 000 myxuunH) B o6cne-
[l0BaHHbIX pernoHoB P®.
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Prevalence of progressive muscular dystrophy Duchenne/Becker in Republic of Dagestan
(according to the register neuromuscular disease)

Achmedova P.G.", Ugarov I.V.2, Umachanova Z.R.!, Zinchenko R.A.>*, Ginter E.K.>®

! — Dagestan State Medical Academy, Lenina str., 1, Makchachkala, 367000; e-mail: apgg@mail.ru
2 — Moscow State University of Medicine and Dentistry, Delegatskaya str., 20/1, Moscow, 127473, e-mail: iugarov@yandex.ru
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— Federal State Budgetary Institution «Research Centre for Medical Genetics», Moskvorechie str. 1, 115478, Moscow
— Scientific and Practical Center of Medical Care for Children, Aviators str., 38, 119620, Moscow
— Russian Medical Academy of Postgraduated Education, Moscow, Russian Federation, 2/1, Barrikadnaya Str., Moscow, 125993

On the basis of register of neuromuscular diseases in the Dagestan Republic («Neuroregister Dagestan») the prevalence of pro-
gressive muscular dystrophy Duchenne/Becker (PMD D/B) was estimated. Population of 10 towns and 41 districts were surveyed.
The average prevalence of PMD D/B was 4.52 / 100,000 men. Accumulation defined for Gergebilsky (39.61/100,000) and Laksky
(33.43 /100,000) districts. Analysis of differences in the prevalence of PMD D/B between ethnic groups of Dagestan Republic showed
that the most frequently PMD D/B recorded among Kumyks (1:6977) and Rutuls (1:4129).

Key words: PMD Duchenne/Becker, register neuromuscular diseases, Dagestan Republic, prevalence

24



