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B cmambve npusedenvt snudemuosoeuveckue 0anHble, KACAOUUECS U3yHeHuUs HacaedcmeeHHbiX 3a00aesanuil Hepsrol cucmemvl (H3HC) na meppumopuu
Tuccapekoeo paiiona Tadwcuxucmana. Beeeo Gviio 6viasaeno 76 0oabhbix (Myarcuun — 52, dicenugun — 24), npu amom duaerocmuposano 9 pasauu-
Hoix popn H3HC. Cpedu 6cex ebisgaeHHbX hopym namonoeuu npeodaaddasa KoHeUHOCHHO-NOACHAS MbluieuHas oucmpogus (n=24), pacnpocmparen-
Hocmb Komopoil cocmasuaa 8,4 wa 100 meic. Hacesenus, umo 6 2,5 pasa eviuie, yem no paiionam Xamaorckoil obaacmu pecnyoauxu. Pexce éceeo
gcmpeyanacy npoepeccupyrowias muiuieuas oucmpogus bexkepa (n=I). Coomnowenue pacnpocmpanerrnocmu H3HC mexcdy ceaom u eopodom co-
cmaeuno I:1 (2,9 u 2,8 na 10 moic. Haceaenus coomeemcmeenHo). Ilokazamens oOujell pacnpocmparerHocmu 3a004e8aHuUll N0 6ceMy PailoHy cOCMAgUA

28,8 Ha 100 moic. Hacenenus.

Kmoyesbie cioBa: Hac/eCTBEHHbIE 3a00J1eBAHNS HEPBHOI CHCTEMBI, PACTIPOCTPAHEHHOCTD, TIPOTPECCUPYIONITHE
MbIEYHbIe AUCTpOdUH, TATKNKUCTAH.

acJeICTBEHHble 3a00J€BaHUSI HEPBHOW CHU-

CTeMbI COCTABJISIIOT OHY U3 Haubojee MHOTO-

YUCJIEHHBIX TPYNN MOHOTEHHOW TMaToJOTUK

YeJioBeKa, XapaKTEePUBYIOUIYIOCS — TSKEbIM,

nporpeccupytomum teueHueM [1, 3, 4]. He-
CMOTpPSI Ha OTHOCHUTEJIbHYIO PEAKOCTh OTIAENbHBIX HO30JI0TH-
yeckux (hopM HacJIeCTBEHHBIX 00JIe3Hei, X 00last yacToTa B
MOMYJISILIMY Ye0BeKa TOCTaTOYHO BbICOKA. B CBsI3M ¢ 3TUM Bce
Oosiblilee 3HAYEHUE NMPUOOPETAIOT MEPONPUATHS, HAMPABICH-
Hbl€ HA U3YYEHUE MEXaHU3MOB UX PACTIPOCTPAHEHUS, YACTOTHI
BCTpEeYaeMOCTU U MpopuaakTuku [2, 4]. IMoayyaemble TaHHbIE
0 PacrpoCTPAaHEHHOCTH, CIEKTPE U KIMHUYECKUX OCOOEHHO-
ctsix H3HC gBnsiiotcss OCHOBOI CO3AaHUSI CUCTEMbI MTPOdU-
JIAKTUKYU U TMCTIAHCEPHOTO HAOMIOAEHUS 32 CeMbSIMU, OTSTO-
LIEHHBIMU HacleCTBEHHOU nartojiorueii [3].

B Pecnyonuke TamXuKuCTaH Ha CETOAHSLIHUN NE€Hb OTCYT-
CTBYIOT COBPEMEHHbIE SMUAEMHUOJOTMYECKUE CBEIEHUS O
H3HC. IlpoBeaeHHble paHee 3MUAEMHUOJOTMYECKME MCCIe-
NIOBaHUS B OTAEAbHBIX PETMOHAX CTPaHbl HOCUIU AOCTaTOYHO
OrPaHUYECHHBIN XapakTep U ObLIM MOCBSIICHBI JUILIb ONpeae-
JieHHbIM Ho3ojornuyeckum popmam H3HC. B yactHocTH, Ta-
KM€ MCCIeA0BaHUS MPOBOAWIMCh B XaTJIOHCKOW 00JacTu U
Hcdapunckom paitoHe pecrnyoanku. CorjaacHo Mmojay4eHHbIM
JaHHBIM, PACIPOCTPAHEHHOCTb MPOrPECCUPYIONIEH MbIlley-
Hoit auctpoduu [dromeHHa 1o pailoHam XaTJIOHCKOM 00JacTu
cocraBmia 5,7 Ha 100 ThIC. HaceaeHUsI, KOHEYHOCTHO-TIOSICHOM
(bopMbI TIporpeccupytomieil MpllieyHo! auctpopuu — 2,7 Ha
100 TbIc. HaceneHus. B mpouecce 310 paboOThl HA TEPPUTOPUL
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Wcdapunckoro paitoHa pecny0anku Obuta BbIsIBIEHa (Gopma
AyTOCOMHO-JIOMUHAHTHOTO 3CCEHIIMATBHOTO TpeMopa, Cclie-
TUIeHHas ¢ xpomocomoii 3q13 — okyc ETM1 [6].

NccnenoBanue Bcero crekTpa 3Toi TSOKEJIOM IpyIbl 3a00ie-
BaHMI Ha TEPPUTOPUU OTACIBHOTO paiioHa, B YaCTHOCTH, [i1c-
CapcKoro, AacT NpeACTaBIeHUe 00 SMUIEMUOIOTNYECKO CUTY-
auuu ¢ H3HC Ha Tepputopuu Beeii pecry0JuKu, 4To MO3BOJUT
IUJIAHUPOBATh MPOBEAEHUE MPOPUIAKTUUECKUX MEPOIPUSTHIA
M paccyuTath HEOOXOIMMOCTb B MEIMKO-TEHETMYECKOM KOH-
CYJILTUPOBAHUM.

Ieabto HacTOsIIIETO UCCNENOBAHUS CTAIO U3YYEHUE SMTUIEMU-
oJioruu U KamHuyeckoro noaumopdusma H3HC Ha teppuro-

puu [kccapckoro paiioHa TagkuKucTaHa.

ITanuenTsI 1 MeTOIbI HCCIEI0BAHNS

Wccnenosanue mpoBoauioch Ha Kadenape HeBPOJOTUY U OCHOB
MeauHCKoM TeHeTnkn TITMY um. A6yamn noHn CuHO U
BKJIIOYAJIO B Ce0s1 KaK PETpo-, TaK M MPOCTIEKTUBHBIN METOIBI.
bbitn nosydeHsl faHHbIE O OOJTBHBIX, HAXOMMBIINXCS HA CTa-
LIMOHAPHOM JIEYEHUU B HEBpoOJIorHueckom otaeneHuu Harmo-
HAJIbHOTO MEIUIIMHCKOTO 1IeHTpa Pecrybnuku TamkuKucTaH ¢
2009 o 2013 rT. ¥ MpoXUMBAIOIINX HAa TeppuTopun [ccapckoro
paiiona. Kpome Toro, ObUTM OpraHW30BaHbI MTOBTOPHBIE IKC-
TMeIMIIMOHHbIE OE3/IKM Ha TepPUTOPHIO paiioHa. CeneHust 00
MMEIOIIUXCSI OOJIbHBIX MOTy4YeHbl M3 PalloHHOTO LIEHTpa 300po-
Bbsl U JIOMOB 3M10pPOBbsI Pa3IMUHBIX JKAMOATOB paitoHa (mka-
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MoaT — (opMa aAMUHUCTPATUBHO-TEPPUTOPUATBLHOTO Jejie-
Hust). C 11e71610 00JIee eTaTbHOTO BEIIBICHNS M 00CIeIOBAHIS
00JIbHBIX OBbLI MPOBEJIEH MOABOPHLII 00X0I.

Bcero Ob110 00cnmemoBaHo 372 uen., BKIIOYAs WIEHOB ceMeid
0OJIBHBIX, B BO3pacTe OT 2 JieT 10 61 roxa.

[Ipu o6cnenoBaHMM ObLIM MCTIOIB30BAHBI CIIELUATbHbIE KAPThI
0ONLHBIX, BKITIOUAOLIE CBEIeHUS 0 TpobaHe, cubcax, poau-
TeJISIX ¥ OJIVDKAM X pOACTBEHHUKAX. TakKe ObLIM COCTaBICHBI
POIOCTOBHBIE OTITOLIEHHBIX CEMEN.

Inst  yrouHeHust Gopmbl 3a00ji€BaHUSI  MCIOJb30BAIOCh
KJIMHUKO-HEBPOJIOTMYecKoe 00Cae0BaHKE, KOTOPOE BKIIIOYA-
JIO OTpeMIeNIeHNe CPOKa MOSIBJIEHUS MEPBbIX MPU3HAKOB 3a00-
JIeBaHMSI, aHTPOTIOMETPHUIO, BBISIBIICHUE PA3IMYHBIX de(opma-
LIUH CKeneTa, TMIOTPpOMUii, HaTMuKie MBIIIEYHbBIX pETPAKLU U
KOHTPAKTyp.

OTATOIIEHHOCTh OCHOBHBIMU TUTIAMU MEHIEMUPYIOIIEH maTo-
JIOTMM paccUMThIBasach Ha | ThIC. Yesl. 00CIeI0BaHHOIO Hace-
JIEHHUs1, @ OTSTOLIEHHOCTb X-CLEIIEHHO! MaToJ0TMu — U3 pac-
yeTa Ha | ThIC. MYXUHMH.

Pe3yibrarel 1 00CyKeHHe

3a nepuox ¢ 2009 mo 2013 rr. Ha JeYeHUU B HEBPOJIOTUYECKUX
otneneHusix HanuoHambHOro MemuLMHCKOrO IieHTpa Pecry-
0Ky TamKMKUCTaH HaXOAWIMCh 25 001bHBIX U3 [Hccapckoro
paiioHa ¢ HacleICTBEHHON HEeBPOJIOrMYecKoi matonorueir. Ha
MOMEHT HCCJIeNOBAHUS YMCIEHHOCTh HACENIeHMS paiioHa co-
craBuna 263 038 yen. CreyeT OTMETUTh 1T CPaBHEHMSI, YTO B
TaKMX pailoHax pecryOJIMKaHCKOro MOTYMHEHUs, Kak Pynaku u
Baxnar, BbIsiBIeHHBIX 00JIbHBIX ObLTO MeHbIIEe (23 1 19 cooTBeT-
CTBEHHO), XOT$I YUCJIEHHOCTh HACEJICHUS STUX PaiiOHOB OOJIbILIE
(Pymaxw) mwm mpupasHuBaetcs (Baxmar) k [irccapckomy.

[Ipu mpoBeneHUM PETPOCMEKTUBHOM YacTU UCCIeN0BaHUS
OBIIM TTOJYYEHBI JaHHbBIE O 56 GOJNBHBIX, OJHAKO B XOJI€ MOCIIe-
JYIOIIETO TIOJBOPHOTO 00X0Aa U IMYHOTO 00C/IeI0BAHUS OTSI-
TOLIEHHBIX CEMEN YIAOCh BBISIBUTH CYMMapHO 76 GOJNBHBIX C
pazauuHbiMu hopmamu H3HC.

Bcero Ha Tepputopun paiioHa ObUIO AMArHOCTUPOBAHO 9 pas-
Ju4HbIX Hozonornvyeckux (opm H3HC, pacnpoctpanen-
HOCTb MX B LIEJIOM MO paiioHy coctasuia 28,8 Ha 100 Tbic. Ha-
cenennst. Hambonmee yacTo BcTpeyaemoil (hopMoii OKazaaach
KOHEUHOCTHO-TIOsICHAs (hopMa IMPOTrpeccUpyonieil MbIIIEYHOIM
nictpodun (n=24), pexe Bcex HabIOIaNach MPOrpeccupyo-
11ast MblleyHast AucTpodus tuna bekkepa (Tadam. 1).

MHTepecHO TakKe MPOBECTH CPAaBHUTEIbHYIO OLEHKY pacipo-
ctpaneHHocT HBHC mo umeronmmmes B paiioHe Txamoatam
1 MOceJIKaM ropoJCKOro TUIa. YCTaHOBJIEHa HauOObIIIas pac-
MPOCTPaHEHHOCTh 3a00JieBaHUI B MkKamoaTe AJIMOCH, Hau-
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Tabmaua 1: PacnpoctpareHHocTb pasmuikbix ¢opm HBHC B MccapckoM paitoe

TamXuKMCTaHa.
Pacnpo-
Yucno CTpaHeH-
Yucno
DuarHos 00nb- - HOCTb Ha
cemen
HbIX 100 TbIC.
HaceneHus
bonesHb LLTpomnens 14 8 53
HacnencreenHble Mo3xey- 7 6 27
KOBblE aTakCum
Mporpeccupytowas Mbiuey-
6 6 2,3
Has auctpodus ioweHHa
lporpeccupyioLLas MbiLey-
1 1 0,4
Has auctpodus bekkepa
CnuHanbHasi ammoTpodust 3 3 11
Bepanura-foddpmanHa '
HespanbHas ammoTpodus 16 6 6,1
LLlapko-Mapu-Tytca
KoHe4YHOCTHO-MosICHas o4 19 8.4
MblLLIEYHas aucTpodus
AtunnyHas popma npo-
rPECCUPYIOLLEN MbILLEYHON 1 1 0,4
ametpodun
MwuoToHun 4 3 1,5
Bcero 76 42 28,8
Tabnmuia 2: Pacnpoctpatentocts H3HC no fxamoaram paiioHa.
Yncnen- PacnpocTtpaHeH-
Yucno | HocTb NO mKamoarty
Dxamoar HocTh 60nb- M FOPOACKUM
Hacene-
. HbIX nocenkam
(Ha 10 TBIC.)
Anmocu 20220 8 3,9
[exkoHo0p, 19904 4 2,0
[Lyp6ar 19547 5 25
Mwp3o TypcyH30aa 19752 5 25
Mwp30-Pu3o 25019 7 2,8
Hagobon 25864 8 3,1
Xucop 32050 10 31
CoMoH 27893 6 2,2
XOoHakom Kyxu 26854 5 1,9
LLiapopa 864 3 3,5 (Ha 1 ThiC.
Hacenexms)
Oprien 7700 5 0,6 (Ha 1 TbIC.
HaceneHms)
Bcero no cenb- 225667 66 2,9
CKUM Xamoartam
r. luccap 25424 6 2,4
LLlapopa 11947 33
Bcero no ropoa- 37371 10 2.8
CKMM nocesnkam




OPUTMHAITBHBIE CTATBIA. KnuHwyeckas Hesponorust

B X-clenneHHblit — 2
m Cnopagnyeckue — 24

B AYTOCOMHO-LOMWUHAHTHbI — 22
AyTOCOMHO-PeLEecCHBHLIN — 28

puc. 1: Pacnpepenenue 60MbHbIX o TUNY HacNeA0BaHMs.

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

AHanu3 pacnpesesieHns: 00JIbHBIX MO MOMY BbISIBUMI, YTO 00Jb-
nryto yactb nauueHtoB ¢ H3HC coctaBuiu auia MyxcKoro
nosia — 52 ManueHTa, XeHIIUH CPe/IU BBISIBIEHHBIX U 00CTeN0-
BaHHBIX MMAIIMEHTOB 0Ka3a10Ch 24.
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HacnepicTeeHHbie 3a001€BaHHS HEPBHOI CUCTEMbI B TaKUKUCTaHe

[Tpu pacnpenencHUM OONBHBIX B 3aBUCHMOCTH OT THIIA HACTIE-
JIOBaHUS 3a00JIeBaHUS BBIABIEHO, uTO OobmIasg yactb H3HC
MMeJa ayTOCOMHO-PelieCCMBHOE HacenoBaHue. MeHbIe Bce-
0 0OJIbHBIX OBLIO 3aPErUCTPUPOBAHO € 3200JIeBAHUSIMU, UMEB-
HIMMU X-CLETJIEHHBIN TUI HacnenoBaHus (puc. 1).

B wurore otdronieHHOCTh 3a00J€BAHUSMU C AyTOCOMHO-IOMU-
HAHTHBIM TUMOM HacnenoBaHus coctaBuia 0,08, ¢ ayrocomHo-
pelieccBHBIM TUIOM HacsienoBaHus — 0,1, a OTATOLIEHHOCTh 10
X-clLiemieHHo narojorux HepBHoi cuctembl — 0,007.

TakyM 00pa3oM, HACIEACTBEHHAs MATOJOTMSI HEPBHOHU CU-
crembl B Iuccapckom paitoHe Pecnybonuku TamkukuctaH
Mpe/icTaBIeHa MHOr0o0pa3ueM Ho3ojiornueckux (opm. Haum-
0oJiee 3HAYMTEIBHYIO YaCcTh COCTABISIOT HEPBHO-MBIIICUHBIC
3a00J1eBaHUs, B YAaCTHOCTU, KOHEUYHOCTHO-TOsICHas opMma
MbllIEUHOM aucTpoduu. OOIIasg pacrpoCcTpaHEHHOCTh BCeEX
H3HC no paitony coctasnsier 28,8 Ha 100 Tbic. HaceneHus. C
HETTBI0 TTPO(ITAKTIKY YBeTMICHHS POCTA TAHHBIX MHBATMIN-
3UPYIOIIKX 3a00J1€BaHMIA U CHIKEHUSI UX Ipy3a HEOOXOIUMO
Pa3BUBATh MEIMKO-TEHETUUECKOEe KOHCYIBTMPOBAHUE, a TaK-
Xe 6osiee KOMIUIEKCHO 00C/Ie0BaTh MalIeHTOB U YJIEHOB MX
ceMeil ¢ MCIONb30BaHMEM HauboJee COBPEMEHHBIX METOIOB
nuarHoctuku, Bkiaovas JIHK-auarnoctuky [3], a mpu HEpBHO-
MBIIICYHBIX 3200JIEBAHMSX — U OMOIICHIO MBI [4].

4. HacnencreHHble 00JIE3HM HEPBHOW CUCTeMbl. PyKOBOACTBO [Jist
Bpaueit (mox. pen. fO.E. Beavmuwesa, I1.A. Temuna). M.: MenunuHa,
1998.

5. [lpockoxosa T.H. HacnenctBeHHBIE 3a00J1eBaHMST HEPBHOI CHCTEMBI
B Xa6apoBCKOM Kpae (MOMyIsIIIMOHHbIN, KTMHUKO-TeHEaT0TMIeCKui,
MOJIEKYJIIPHO-TeHETUYECKUI aHanu3). ABToped. IHMC. ... TOKT. Mel.
Hayk. M., 2007.
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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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