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B cmambe npugedenvi anudemuonoeuteckue dannble, Kacaroujuecs usy4enus HacredcmeerHsix sabonesaruii nepsroi cucmemvl (H3HC) na meppumopuu
Tuccapckoeo paiiona Tadxcukucmara. Bceeo 0bino 8viasaeno 76 6oabHbix (Myxcuun — 52, Jcenuun — 24), npu smom duaenocmuposaro 9 paziuy-
Hoix popn H3HC. Cpedu écex ebisgaenHbix opym namonoeuu npeodaaddasa KOHeHHOCHHO-NOACHAS Mbilieuras ducmpous (n=24), pacnpocmparen-
Hocmb Komopoil cocmasuna 8,4 na 100 meic. Haceaenus, 4mo 6 2,5 pasa eviuie, em no paiionam Xamaonckoii obaacmu pecnyoauxu. Pedxce 6ceco
scmpeyanacy npoepeccupyrouias muiueuras oucmpopus bexxepa (n=1). Coomnowerue pacnpocmparerrocmu H3HC medxcdy ceaom u 2opodom co-
cmasuno 1:1 (2,9 u 2,8 na 10 moic. Haceaerus coomeemcmeenHo). Tlokazamenns o0ujell pacnpocmparerHocmu 3a001e8aHULl O 8ceMy PAlioHy cOCMABUA

28,8 Ha 100 moic. Hacenenus.

Komouesbie coBa: Hac/eICTBEHHBIE 3a00J1EBAHMUST HCpBHOﬁ CUCTEMBI, paCIIPOCTPAHEHHOCTD, MPOrpeCCUPYIOLINE
MBIIIEYHBIC I[I/ICTDO(I)HI/I, TamkukucraH.

acJieICTBeHHble 3a00J1€BaHUSI HEPBHOW CHU-

CTeMbl COCTABJISIIOT OHY U3 Haubojee MHOTO-

YUCIEHHBIX TPYNN MOHOTEHHON TMaToJOTUK

YeslioBeKa, XapaKTEePUBYIOLIYIOCS — TSDKEJIbIM,

nporpeccupytoium teuenuem [1, 3, 4]. He-
CMOTpPSI Ha OTHOCHUTEJIbHYIO PEAKOCTh OTIAENbHBIX HO30JI0TH-
yeckux (popM HaclenCTBeHHbIX 00J1e3Hel, nx 0b1as yacToTa B
MOMYJISILIMHY YeIoBeKa TOCTaTOUHO BbICOKA. B CBsI3U ¢ 3TUM Bce
Oosiblilee 3HAUEHUE MPUOOPETAIOT MEPONPUSTHS, HAMPaBICH-
Hbl€ HA U3YyYEHUE MEXaHU3MOB UX PACIIPOCTPAHEHUS, YACTOThI
BCTpEeYaeMOCTU U MpodunakTuku [2, 4]. oayyaemble 1aHHbIE
0 PacrpoCcTPaHEHHOCTU, CIEKTPe U KIMHUYECKUX OCOOEHHO-
ctsix H3HC gBnsiiotcst 0CHOBOI cO3AaHUSI CUCTEMbI MTPOdU-
JIAKTUKU U TMCTIAHCEPHOTO HAOMIOIEHUS 32 CEMbSIMU, OTSTO-
LIEHHBIMU HACNeCTBEHHOM nartojorueii [5].

B Pecnybnuke TamXuMKuCTaH Ha CETOAHSLIHWIA J€Hb OTCYT-
CTBYIOT COBPEMEHHbIE SIMUIEMMOJOTMYECKUE CBEICHUSI O
H3HC. IlpoBeaeHHble paHee 3MUAEMUOJOTMYECKUE HCCIe-
JIOBaHUS B OTAEAbHBIX PETMOHAX CTPaHbl HOCKIU AOCTaTOUYHO
OrpaHMYECHHBIN XapakTep U ObLIM TMOCBSIICHBI JUIIb ONpeae-
JeHHbIM Ho3osornuyeckum popmam H3HC. B wactHocTH, Ta-
KMe MCCIeA0BaHUs MPOBOAWIMCh B XaTJIOHCKOW 00JacTu U
Hcdapunckom paiioHe pecrnyoanku. CorjacHo Moay4eHHbIM
JaHHBIM, PACMPOCTPAHEHHOCTb MPOrPECCUPYIONIEH MbIIley-
Hoit nucTpoduu dromeHHa no pailoHam XaTJIOHCKOM 00JacTH
cocraBmia 5,7 Ha 100 ThIC. HaceJaeHs, KOHEYHOCTHO-TTOSICHOM
(opmbl Tporpeccupytonieil MpllieyHol auctpopuu — 2,7 Ha
100 TbIc. Hacenenus. B mpotecce 3Toit paboOThl HA TEPPUTOPUL
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Nchapunckoro paitoHa pecryoavku Obuta BbisiBIeHa (Gopma
AyTOCOMHO-IOMMHAHTHOTO 3CCEHIIMATLHOTO TPEMOpa, CIie-
IUIeHHas ¢ Xxpomocomoii 3q13 — okyc ETMI1 [6].

HccnenoBanne BceTo CIEKTpa 3TOM TSKENOM TPYIIITHL 3a0071e-
BaHMI Ha TEPPUTOPUU OTACIBHOTO paiioHa, B YaCTHOCTH, [i1c-
CapcKoro, AacT MpeacTaBieHIe 00 SMUAeMUOIOTTYECKOM CUTY-
auuu ¢ H3HC Ha Tepputopuu Beeii pecriy0JuKu, 4To MNO3BOJUT
TUTAaHMPOBATh TIPOBENCHNE TPOPIIAKTAUECKIAX MEPOIIPHUSTHIA
U paccyuTaTh HEOOXOOMMOCTh B MEAUKO-TEHETHYECKOM KOH-
CYJITUPOBAHUMU.

Ienbio HACTOSIIIIETO UCCIETOBAHUS CTAIO U3YYEHUE SMACMMU-
0JIOTUHU U KJauHu4eckoro noaumopdusma H3HC Ha Tepputo-

puu [kccapckoro paitoHa TagkukucTaHa.

ITanuenTs 1 MeTO/IbI HCCIEI0BAHNS

HWccnenoBanue mpoBoauIoch Ha Kadepe HeBPOJIOTHU M OCHOB
MeauLMHCKON reHeTuku TITMY um. Adyanun moHu CuHO U
BKJIIOYAIO B Ce0s1 KaK PEeTpo-, TaK ¥ MPOCTIEKTUBHBIN METOIHI.
bbitu nonyyeHsl naHHbIe O OOJIBHBIX, HAXOMMBLINXCS HA CTa-
LIIOHAPHOM JIEYUEHNH B HEBPOJIOTMYECKOM oTneleHnd Harmo-
HaJIbHOTO MeIUIIMHCKOTO LegHTpa Pecry6mku Tamkukucran ¢
2009 o 2013 rr. 1 mpoxuBarOIIMX Ha Tepputopuu [uccapckoro
paiiona. Kpome Toro, ObUTM OpraHM30BaHbI TIOBTOPHBIE IKC-
TMeIMIIMOHHbIE OE3IKM Ha TepPUTOPHIO paiioHa. CeneHus 00
MMEIOIIUXCSI OOJbHBIX MOTy4YeHbI M3 PalloHHOTO LIEHTpa 300po-
Bbsl U JIOMOB 3710pOBbsI Pa3IMYHBIX JXKaMOATOB paitoHa (mka-
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MoaT — (opMa aIMUHUCTPATHBHO-TEPPUTOPUATBHOTO Jelie-
Hus). C 11esbto 6osee 1eTaabHOTO BBISIBICHUS U 00C/Ie10BaHMUS
0O0JIbHBIX ObLI MMPOBEICH MOABOPHBII 00XOI.

Bcero 0b110 00cnmemoBaHo 372 dell., BKIOYAS WICHOB CeMei
0OJIBHBIX, B Bo3pacTe oT 2 jieT 10 61 roxa.

[Mpu o6cenoBaHMM ObLIN MCIIOIb30BAHbI CIIELIMAIbHBIE KAPTBI
OONBHBIX, BKITIOUAOIIE CBEIeHUS O ITpobaHe, cubcax, poau-
TeJISIX ¥ OJIVKAMIIMX pOACTBeHHUKAX. TakKe ObLTN COCTaBIEHbI
POIOCIIOBHBIE OTSATOLICHHBIX CeMEIi.

Inst  yrouHeHuss (opMbl 3a00j€BaHUSI  MCIOJb30BAIOCh
KJIMHUKO-HEBPOJOTMYeckoe 00cae10BaHKe, KOTOPOE BKIIIOYA-
JIO OMpeieSieHUe CPoKa MOsIBICHUS TEPBbIX MPU3HAKOB 3200-
JIeBaHUsI, aHTPOIIOMETPHUIO, BBISIBJICHNE PA3IMYHbIX Aedopma-
LI CKeneTa, TMIOTpOMUii, HaTrmuie MBIIIEYHbBIX PEeTPAKLIN 1
KOHTPAaKTYyp.

OTATOIIEHHOCTh OCHOBHBIMU TUTIAMU MEHIEIUPYIOIIEH maTo-
JIOTUM paccUMThIBasach Ha | ThIC. Yesl. 00CIeI0BaHHOIO Hace-
JIEHHU$1, @ OTSTOLIEHHOCTh X-CLEMIEHHO! MaToJ0TMu — U3 pac-
yeTa Ha | ThIC. MYXUMH.

Pe3ybTaTsl H 00CykKIeHHE

3a nmepuoxn ¢ 2009 mo 2013 rr. Ha JieYeHUU B HEBPOJIOTUYECKUX
otneneHusix HamuoHambHOrO MemULIMHCKOrO IieHTpa Pecry-
0Ky TapKMKUCTaH HAXOAWIMCh 25 601bHBIX U3 [Uccapckoro
pailoHa ¢ HacJIeNCTBEHHOW HEBPOJIOTrMYecKoii matosnorueil. Ha
MOMEHT HCCJIeMOBAHMUS YMCICHHOCTh HACETICHMS paifioHa co-
craBuna 263 038 yen. CreyeT OTMETUTD ISl CPABHEHMSI, YTO B
TaKMX paiioHax pecryOJIMKaHCKOro TOMYMHEHus, Kak Pynaku u
Baxnar, BbIsIBIeHHBIX 00JIbHBIX ObLTO MeHbIIe (23 1 19 cooTBeT-
CTBEHHO), XOT$l YUCIEHHOCTh HACEICHUS STUX PaiiOHOB 0OJIbILIE
(Pynmaku) wnu mpupasHuBaetcs (Baxnar) k [ccapckomy.

IIpu mpoBeneHUM pPeTPOCIEKTUBHON YacTU WCC/IeI0BaHMUS
OBLIM TTOJIYYEHBI JaHHbBIE O 56 GOJNBHBIX, OHAKO B XOJIE MOCIIe-
JYIOLLET0 MOABOPHOIr0 00X0Aa M JIMYHOrO 00C/Ie0BaHMSI OTsI-
TOIIEHHBIX CEMeil YIaI0Ch BBISIBUTH CYMMAapHO 76 OOJIBHBIX C
pasnuunbiMu popmamu H3HC.

Bcero Ha Tepputopun paiioHa ObUTO AMArHOCTUPOBAHO 9 pas-
Ju4HbIX Hozojornmdyeckux (opm H3HC, pacnpoctpanen-
HOCTb MX B 1IeJIOM MO paiioHy coctasuia 28,8 Ha 100 Thic. Ha-
cenennst. Hambonee yacTo BeTpeuaemoil (hopMoii OKazaaach
KOHEUHOCTHO-IOsICHAsI popMa IIPOrPeCCUPYIOLIEi MBIICYHON
micTpodun (n=24), pexe Bcex HabMOIaNach MPOrPecCUpyo-
11ast MblIeyHast AucTpodus tuna bekkepa (Tada. 1).

WHTepecHO TakXe IPOBECTH CPABHUTEIBHYIO OLIEHKY PacIpo-
ctpaneHHocT HBHC no umeronmmes B paiioHe Txamoatam
1 TIOCeJTKaM IOPOJICKOTO THIA. YCTaHOB/IEHa HanbOoTbIIIas pac-
MIPOCTPAHEHHOCTh 3a00JIeBaHUI B KamoaTe AJIMOCH, Hau-
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Tabmaua 1: PacnpocTpaneHHocTb pasmuunbix ¢opm HBHC B MccapckoM paitoe

TamXuKMCTaHa.
Pacnpo-
Yucno CTpaHeH-
Yucno
DwnarHos 00nb- - HOCTb Ha
cemeit
HbIX 100 TbIC.
HaceneHus
BonesHb LLiTpiomnens 14 8 53
HacnencreeHHble Mo3xeu- 7 6 27
KOBbIE aTaKCum
MporpeccupyioLas Mbiluey-
6 6 2,3
Has guctpodus JioweHHa
lporpeccupytowas Mbiluey-
1 1 0,4
Has auctpodus bekkepa
CnnHanbHas ammoTpodust 3 3 11
Bepanura-fodpdmanHa ’
HespanbHas amnotpodus
LLlapko-Mapu-Tytca 16 6 6.1
KoHe4HoCTHO-nosiIcHas o4 12 8.4
MblLLeYHas ancTpodus
Amnunynas dopma npo-
rPECCUPYIOLLEN MbILLEYHON 1 1 0,4
avetpodun
MwuoToHun 4 3 1,5
Bcero 76 42 28,8
Tabmuua 2: PacnpoctparenHoctb H3HC no xamoatam paiioHa.
Yucnen- PacnpoctpaHex-
Yucno | HocTb NO mKamoary
Dxamoar HocTe 60nb- 1 TOPOACKUM
Hacene-
. HbIX noceJikam
(Ha 10 ThiC.)
Anmocu 20220 8 3,9
JlexkoHob0p, 19904 4 2,0
[Lyp6ar 19547 5 25
Mwp3o TypcyH30aa 19752 5 25
Mwup30-Pu3o 25019 7 2,8
Hasobop 25864 8 31
Xucop 32050 10 3.1
ComoH 27893 6 2,2
XOHaKom Kyxu 26854 5 1,9
LLiapopa 864 3 3,5 (Ha 1 TbiC.
Hacenexms)
Opven 7700 5 0,6 (Ha 1 ThIC.
Hacenexms)
Bcero no cenb- 295667 66 2,0
CKUM [KamoaTam
r. luccap 25424 2,4
LLlapopa 11947 33
Bcero no ropoa- 37371 10 2.8
CKMM nocenkam




OPUMVIHATIbHBIE CTATBW. KnuHnyeckas HeBponorus

B X-cuenneHHbld — 2
m Cnopapuyeckue — 24

B AyTOCOMHO-[OMVHAHTHbI — 22
AyTOCOMHO-PELECCHBHLIN — 28

puc. 1: Pacnpepenenue 60MbHbIX M0 TUNY HacNeA0BaHMs.

MeHblIasg — B mxamoate OpueH. COOTHOILEHME pacrpocTpa-
HeHHoct H3HC mexny cenom u roponom coctasuio 1:1 (2,9
u 2,8 Ha 10 ThIC. HaceJeHUsT COOTBETCTBEHHO) (Tabu1. 2).

AHanu3 pacnpeesieHns1 00JIbHBIX MO MOMY BBISIBUM, YTO 00Jb-
nryto yactb nauueHtoB ¢ H3HC coctaBuau auia Myxckoro
nosia — 52 ManneHTa, XeHIIUH CPe/I BhISIBIEHHBIX U 00CIe0-
BaHHBIX MMAIIMEHTOB 0Ka3a10Ch 24.
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HacnencTeeHHbie 3a60neBaHA HEPBHOM CHCTEMbI B TAIXUKUCTaHE

[Tpum pacnipeneneHUN OONBHBIX B 3aBUCHMOCTH OT THITA HACTIe-
JOBaHUS 3a00JI€BaHMS BHISIBICHO, 4TO Oobiias yacth H3HC
MMeJa ayTOCOMHO-pelieCCBHOE HacenoBaHne. MeHbIIe Bce-
0 0OJIBHBIX OBLIO 3aPETUCTPUPOBAHO € 3200JIEBAHUSIMU, UMEB-
HIMMU X-CLETJIEHHBIN TUI HacienoBaHus (puc. 1).

B wurore otaromeHHOCT 3a00/€BAaHUSIMU C ayTOCOMHO-IOMM-
HAHTHBIM TUMOM HacnemoBaHus coctaBuia 0,08, ¢ ayrocomHo-
PpeLieCCBHBIM THIIOM HaciteoBaHus — 0,1, a OTITOIIEHHOCTh 0
X-clenieHHo narojaoruu HepBHoi cuctembl — 0,007.

TakuM 00pa3oM, HACIEACTBEHHAs TMATOJOTHSI HEPBHOU CH-
creMbl B Iuccapckom paitoHe Pecnyonuku TamkukuctaH
TpencTaBleHa MHOTooOpasreM Ho3omornueckux (opm. Ham-
0oJiee 3HAYMTEIBHYIO YacTh COCTABISIOT HEPBHO-MBIIICUHBIC
3a00/eBaHUsI, B YAaCTHOCTH, KOHEYHOCTHO-TIOSICHas opma
MblLIEUHOM aucTpoduu. OOLIasg pacrmpoCcTpaHEHHOCTh BCEX
H3HC o paitony coctasnsier 28,8 Ha 100 Toic. HaceneHus. C
1EJIbI0 TIPOPUIAKTUKY YBETUUEHWS POCTa JAHHBIX WHBATUIN -
3UPYIONINX 3a00JIeBaHUI U CHIDKEHUS MX TPy3a HEOOXOIMMO
pa3BUBaTh MEAMKO-TEHETUUECKOE KOHCYJIBTHPOBAaHME, a TaK-
Xe 00j1ee KOMIUIEKCHO 00C/e0BaTh MallIeHTOB 1 YJIEHOB MX
ceMeil ¢ UCIoJb30BaHMEM HauboJiee COBPEMEHHbBIX METOIO0B
nuarHoctuku, Bkiaovas JIHK-auarnoctuky [3], a mpu HepBHO-
MBIIICYHBIX 3200JIEBAHMSIX — 1 OMOTICHIO MBITIII [4].

4. HacnenctBenHble 00Ne3HN HEPBHOU cUCTeMBI. PykoBOmCTBO st
Bpaueit (mox. pen. fO.E. Beavmuwesa, I1.A. Temuna). M. MenunvHa,
1998.

5. llpockoxosa T.H. HacnenctBeHHBIE 3a00J1eBaHNST HEPBHO# CHCTEMBI
B Xa06apoBCKOM Kpae (MOMmyIsSIIMOHHbIN, KTMHUKO-TeHEeaTOTMIeCK1i,
MOJIEKYJIIPHO-TeHETUUECKUI aHanu3). ABToped. IMC. ... TOKT. Mel.
Hayk. M., 2007.

6. Paxmonoe P.A. HaciencTBeHHbIe 60JIe3HM HEPBHOM cHCTeMbI B Tazi-
KMKMCTaHe. ABToped. IucC. ... IOKT. Me/. HayK. M., 2004,
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The article presents epidemiological data concerning studies
of hereditary diseases of the nervous system (HDNS) in the
territory of Hissar district of Tajikistan. In total, 76 patients were
identified (including 52 men and 24 women), and 9 different
forms of HDNS were diagnosed. Among all forms, the most
frequent form was limb-girdle muscular dystrophy (n=24), the
prevalence of which was 8.4 per 100 000 population, which is 2.5

times higher than in districts of Khatlon region of the country.
The lowest frequency was registered for Bekker progressive
muscular dystrophy (n=1). The HDNS prevalence ratio between
rural and urban areas was 1:1 (2.9 and 2.8 per 10 000 population,
respectively). The total prevalence of HDNS all over the region
was 28.8 per 100 000 population.
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