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BakuHCKmiA rocyaapCTBEHHbIN YHUBEPCUTET,
AsepbaiinxaHckas Pecnybnmka

MELAWKO-rEHETU4ECKOE
WCCNEAOBAHUE HACEJIEHUA
JIEHKOPAHCKOIO PAOHA
A3EPBAWIKAHCKON PECNYBJINKK

B pezyavmame nonyasyuonno-eenemuyeckoeo uccaedo-
8anus cpedu demckoeo Haceaenus 0o 14 aem Jlenkoparcko-
20 paiiona Azepoaiioncauckoii Pecnybauxu eviseaeno, umo
geHomunuyeckas 4acmoma HAaAcAeo0CmeeHHbIX 3a001e6aHULl
U 6podcOeHHbIX nopokos pazeumus cocmaeasem 0,274 %
no dannvim BTOK u 5,12 % no oannvim camocmosmenvto
npoeedenHoeo uccaedoganus. Boicokuii ypogerns myassmugar-
MOpPUANbHORO U AYMOCOMHO-DEUECCUBHO20 MUN08 HACAe00-
8aHUs CBUOCMENbCIBYem 0 WUPOKOLL BCMpPeaemMocmu Kpoe-
HOpoOCcMEeHHbIX 6paKo8 8 uzyuaemom peuoHe.
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BBenenue. B HacTosiee BpeMsl B IoKa3aTesn
JIETCKOI 3a00J1€BaEMOCTH 1 CMEPTHOCTU B 0OJIb-
LIMHCTBE Pa3BUTBIX CTPaH Ha MEepPBOE MECTO BbI-
XOJISIT HacCJeJCTBEHHbIE 3a00JieBaHUS W BPOX-
neHHble mopoku pa3putus [1]. ITo nanHbiM Bce-
mupHoii OpraHuzauuy 3apaBooxpaHeHus 2,5—
3 % Bcex HOBOPOXIEHHBIX YXe TPH TTOSBICHUU
Ha CBEeT OOHApPYXUBAIOT pa3IMuHbIe TIOPOKU pa3-
Butust. [1pu aTom okono 1 % cocTaBisitoT reHHbIe
6ome3Hu, mpumepHo 0,5 % — XpOMOCOMHBIE U B
cpenHeM 1,5—2 % npuxoguTcsl Ha A0 BPOXK-
neHHbIX nopokoB pa3Butus (BIIP), o0ycioBieH-
HBIX JEWCTBMEM HEOJIAroNpUsITHBIX DK30T€HHbIX
U BHAOTEeHHBIX (pakTopoB [2]. M3BecTHO Takxe,
yto yactota BITP u HaciencTtBeHHbIX 3a00seBa-
Huii (H3) ¢ Bo3pacToM yBeIMYMBaeTCs M K KOHILY
[IePBOro roja XWM3HU mocTuraet 5—7 % 3a cyer
MPOSIBJIEHUSI HE BbISIBJIEHHBIX MTPU POXKACHUU T10-
POKOB pa3BUTUSI OPTraHOB CilyXa, HEPBHOU 1 9H-
NoKpuHHOM cucteM. [TpuBeneHHas olleHKa reHe-
TUYECKOro rpy3a ellle yBeJIUYUTCS, €CIU YYeCTh
BHYTPUYTPOOHYIO CMEPTHOCTD, IIPUMEPHO B 25 %
cllyyaeB OOYCJIOBJIEHHYIO XPOMOCOMHBIMU aHO-
Masnvsimu 1utofa [3]. [naBHBIM HampaBjieHUEM B
pellleHUU JaHHOW MpOoOIeMbl SIBJISIETCS MOHUTO-
PUHT BPOXIECHHBIX ITaTOJOTUI, IO3BOJISIOIINIA
OOHAPYXUTh U3MEHEHUSI UX YACTOT, BbISIBUTh pe-
TMOHbI C MOBBILIEHHBIM YPOBHEM MOPOKOB pa3-
BUTHS, YCTAHOBUTb MPUUYMHBI POCTA UJIU YMEHb-
LLIEHWS YaCTOThI TAKOTO poja 3a00JieBaHU U BbI-
SICHUTb MX CB$SI3b C OTIpele/leHHbIMU (haKTopaMu
BHEIIIHEN cpeibl. DTO B CBOIO OYepelb SBJSETCS
CUTHAJIOM U151 yCTAHOBJIEHUSI TIPUYMH BOZHUKHO-
BEHMUS TAKOTO Pojia 3a00JIeBaHUIA U CITY>KUT OCHO-
BOI1 I pa3paOOTKM MEPOIPUSTUI U PEKOMEH-
nmauuii mo cHmkeHuto ypoBHs H3 u BIIP cpenu
HaceJIeHUs], B OCOOEHHOCTU CpeIU JeTEeM.

Bo BpeMsi HEMHOTOUMCIEHHBIX MOMYJISIIUOH-
HO-TE€HETUYECKUX MCCIENOBAHUM, MPOBENEHHbBIX
Ha TeppuTopun AsepbaiimkaHckoir PecryOnuku
3a MOCJeIHUE Tofibl, ObUIU U3YYeHbI TAKKE TTOKa3a-
TeIU, Kak OpauHO-MUIpallMOHHbIE OTHOILIEHUS,
Ko dueHT nHOpUANHTA, aHAIU3 TeHealIoTH-
yecKoi nH(pOopMaluy 1 T.4. DTU UCCIACAOBAHUS B
OCHOBHOM OTPaHUYMBATIUCH U3YUYEHUEM OTIEIbHbBIX
BUJIOB IMAaTOJOTMI, TAKMX KaK pacllIeMHbI IyObl
/W1 Heba, aHOMAJIUK 3y00-UeTFOCTHOM CUCTEMBI,
cuHapoMm Onepca-Hanno, remodpwiusg A, Oera-
TajlacCeMUsl U HEIOCTATOYHOCTb 3PUTPOLIMTAPHO-
ro ¢epMeHTa NII0K030-6-dochaTiernaporeHasbl
(F6dM) [4]. Ho B rtocieaHee BpeMsl B JIUTEPATYPE
CTajli TOSIBJSITbCS JaHHbIE O KOMITJIEKCHBIX U3Y-
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YEHUSIX MOIYJISLUUIA HEKOTOPBIX PAaiOHOB, TaKUX
Kak 3akatana, Kaxu, Acrtapa, Jlepuk u T.1 [5]. B
HacTodlleil padboTe MPOBEACHO MEIUKO-TeHETH-
yeckoe MccieaoBaHue HaceaeHus JIeHKopaHCKo-
ro paiioHa AzepbaiiakaHckoil Pecrryonuku.
Marepuaibl ¥ MeToabl. JIeHKOpaHCKUIA paiioH
pacroiokeH B I0XKHOM yacTu A3epOaiiakaHa, 3T-
HUYECKMIA COCTAB BKJIIOYAET B OCHOBHOM TAJIBIILIECHA.
Martepuan coOpaH BO BpeMsl 3KCIeIUIIMOHHBIX
uccaenoBaHuii B JIeHKopaHCKOM paifoHe A3epoaii-
mxkaHckoit Pecniyonuku ¢ 2002 o 2006 rr. C6op
BKCIIEIULIMOHHOTO MaTepuaja IIPOU3BOAMICS Y
060abHBIX U3 LleHTpanbHOI paiiloHHOI 0OJIBLHULIBI
(LIPB) JIenkopaHckoro paitoHa, y JI11I, COCTOSIIINX
Ha yuete BTOK, a Tak:ke y HacejJeHuUs cel 3TOTo
paiioHa. B JleHkopaHcKoM pailioHe oOcienoBa-
JIOCh HaceJICHUE CeJI M HaceJleHHbIX MyHKTOB Ma-
mycTa, Jdampansirmxkap, Jurax, Xoamuau, IIbi-
xakapaH, bopanu, CyramypaoB, Puka, CakuHa-
kapaH, Mctucy u ABpopa. C 1e/1bl0 BbISIBJIECHUS
NpoxxuBawIInX B JIeHKOpaHCKOM paiioHe 00JIbHBIX
C BPOXIIEHHBIMU U HACJIEACTBEHHBIMU 3a00JIeBa-
HUSIMM UCIT0JIb30BaH CITMCOK 00JIbHBIX BpauyeOHO-
TpynoBoii akcnepTHoit kKomuccuu (BTOK) IeHT-
paJibHOM palioHHOI O0JbHUILIBI JIEHKOPAaHCKOIO
paiioHa. Bce GonbHBIE OJIyYalOT NEHCUIO O 00-
Jie3Hu. Mcrosib3oBalics TakKe MaTepua, cCoOpaH-
HBII B pe3yJibTaTe OIpoca HaceJIeHUsT UCCenye-
MbIX PalilOHOB, U3YyYEHHUE OTIEIbHBIX TEPPUTOPU-
aJIbHBIX YY4aCTKOB CJIyYaiiHO BHIOPAHHBIX y4aCTKO-
BBIX Bpayeil, T.€. U3y4aeMylo I'PYIIY COCTaBJISLIN
OOJIbHBIE U 3I0POBBIE IE€TU, OTOOPAHHBIE ClIydaii-
Ho. [nsa nuddepeHLMaTIbHOA MMArHOCTUKU
6oapHbIX BTOK u cocTosiux Ha yyeTe Bpaya
OOJIBHBIX C BPOXIEHHBIMU M HACJAEACTBEHHBIMU
3a00JIeBaHUSIMU OT OOJIbHBIX C TIPUOOPETEHHBIMU
3a00JIeBaHMSIMU MIPOBEJCHA BCTpeya ¢ KaXKIbIM U3
Hux. OcylecTBlIeHa TeHeTUYeCKasl KOHCYIbTals
KakJ0ro 00JIbHOIO C COCTaBJIEHMUEM POIOCIOBHBIX
U TIpY HEOOXOAMMOCTH JIJISI YTOUHEHUSI TMarHo3a
3a00p BEHO3HOM WM KanwUIsIpHOU KpoBu. Ilpu
T€HETUYECKOM KOHCYJIBTUPOBAHUM JIJIsI TIOJTHOTHI
noJjyyaeMoi nHdopMalu ObLIY TTPUBJIEUEHBI PO-
JUTEN U CUOCHI OOJIBHBIX C BPOXIEHHBIMU U
HacJIeACTBEeHHBIMU 3a0osieBaHusIMU. Bcero 1o
JleHKkopaHCKOMY paiiOHY OIIPOILIEHO U 00Ceno-
BaHO 1560 yenoBeK B pe3ysbTare COOCTBEHHOIO
ucciaenoBaHus U 747 4yeaoBeK, COCTOSIINX Ha
yuere BTOK. YacToTy BpoXIEHHBIX aHOMAJIMIA
oIpenesisiiv 1J1s1 HauboJiee JIerKo JUarHoCTUpye-
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MBbIX U3 HUX: HapylleHUs] (PyHKIIUHI LEeHTpaIbHOM
HepBHoi cuctembl (IITHC), BpoxxneHHbIE MOPOKU
cepilia, BpOXIeHHbIE MaTOJIOTUU 3peHHsI, aHOMa-
JIMK cKeyeTa, 00Je3HU KPOBU, BPOXIEHHAs IIy-
XOHEMOTa, pacile/inHa Tyobl u/uau Heba. Ha mo-
MEHT MCCJeIOBaHMs UYMCIEHHOCTb HacCeleHUs
JlenkopaHckoro paitoHa cocrasisia 779 700 ye-
JIOBEK, M3 HUX JETCKOro HacejeHus no 14 net
272 895 uenoBek. Mcnoab3oBajicsi B OCHOBHOM
METOJI «IIOPTPETHON AUATrHOCTUKW», a IJISI MOJ-
HOTHI IT0JIydaeMoil MH(OopMaluy ObUIM IIPUBIIE-
YeHbl POAUTENIN U CUOCHI OOJILHBIX C BPOXKICH-
HBIMU U HacCJIeACTBEHHbIMU 3a00j1eBaHusIMU. [1pu
HEOO0XOAMMOCTH JJI1 YTOUHEHHUS AMarHosa Mpo-
U3BOAMIN 3a00p KPOBU, KOTOPYIO TPAHCIIOPTU-
poBanu B otaeieHue jadoparopuun «GENLAB»
LleHTpanbHOl O0JIBHULIBI HE(DTIHUKOB. J{narHoc-
TUKY HacCJIeACTBEHHBIX T€MOIJIOOMHONATUI MPO-
BOOWIM IIyTeM U303JeKTPO(GOKYCUPOBAHUS TIe-
MOIJIOOMHOB Ha IMOJIMaKpHJIaMUIHO-aM(MOIMHO-
BbIX T1actuHKax ¢ pH 3,5-9,5. Mnentudukaiuio
TUIIA MyTaLlMU B-TaJaCCEMMYECKOro reHa OCyllec-
TBJISIM C UCIIOJIb30BaHUMEM METOJa BBICOKOTEM-
nepaTypHoOi ajuieib-cneunuduiyeckon aMrmindu-
Kauuu. KoJn4ecTBEHHYIO OLIEHKY aKTMBHOCTHU
depmenTa I'6DJ1 nposommwim metomoM Beutler-
Baluda [6]. Tumel ¥ 94acTOTHI KPOBHOPOACTBEH-
HBIX OpaKOB B CEMbSIX MPOOAHIOB C BHIYUCICHU -
eM KoadduimeHTa MHOPUAMHIA II0 POAOCIOB-
HBIM paccuyuThiBaau o gopmyse Paiita [7].
Pe3yasrarsl uccieIOBaHUA M MX 00CYXKIEHHE.
IIpu aHanu3e OOJIbHBIX, COCTOSIIMX Ha yyeTe
BTOK unu amOynatopHOM ydeTe Bpaya, BbISIBIIEHO
OKOJIO 22 BUIOB MATOJIOTHIA, U3 KOTOPHIX 6 OTHO-
CUWJIMCh K TIaTOJIOTHSIM LEHTPaJIbHOW HEPBHOM
CHCTEMBI, 3 — K OCHOBHBIM I1aTOJIOTUSIM CKeJIeT-
HO-MBIIIEYHOI CHUCTEeMBbI (BPOXKIEHHBIM BBIBUX
Oeapa, KocoJianocTh, MuoraTun). K aToit rpyrme
TakKe ObUIM OTHECEHBI IJIOCKOCTONNE, HeAopa3-
BUTHE TAJIbLIEB PYK, aHOMAJIMU BEPXHUX KOHEYHOC-
Teil, KoTophie B Ta0J. 1 mpuBeaeHbl Kak «Jpyrue
aHOMAaJIMU CKeJieTa». 3a00J1eBaHUs CepACUYHO-CO-
CYIMCTOM CUCTEMbI MpPEeACTaBIEHbI BPOXIEHHBIM
MOPOKOM cepjlia, 3a00JieBaHUsI OpraHa ciayxa B
BUJIE ABYX MATOJOTUIA — OTOCKJIEPO3 1 HECUHIPO-
MaJibHasl I1yxoTa. bojie3Hu KpoBU npeacTaBieHbl
CIHEKTPOM TSIXKENbIX 3a00JieBaHU, BbIPAXKEHHO
BJIMSIIOIIMX Ha KAYeCTBO >KM3HU 00JIbHOTIO: Aedu-
unut [6D]1, Gonblas TajacceMust U reMopUIms.
3aboJieBaHMsI OPraHOB 3pEHUSI MPEACTABICHBI MUO-
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Tab6auua 1

Boabhbie netn 10 14 aer ¢ H3 u BIIP, cocrosimue Ha amOyaaTopHoM ydere Bpaya uian BTOK

DeHoTUNIMYECKAST
[Maronorus Konunuectso
JacToTa
Hapymenus LIHC (Bcero) 303 0,0011
JIETCKUIL LiepeOpaIbHbIi Mapaind 176 0,00064
MUKpoLeaTus 15 0,000055
onuropeHus 81 0,0003
SIIUJIEIICUS 14 0,000051
sHIEedaTOnaTrs 6 0,000022
spina bifida 11 0,00004
BpoxxaeHHBIEe TTOPOKHU cepliia 21 0,000077
AHOMaJIMM cKejieTa (BCero) 234 0,00085
BpPOXIEHHBII BBIBUX Oeapa 177 0,00065
MUOIaTUS 25 0,00009
KOCOJIAIIOCTh U TIJIOCKOCTOIINE 9 0,000032
JIpyTHe aHOMaJIUM CKeJieTa 23 0,00008
3abosieBaHuUsA ciyxa (BCero) 87 0,0031
OTOCKJIEPO3 19 0,00007
[JIyXoTa 68 0,00025
Bonesnu kpoBu (Bcero) 52 0,00019
nebummr 6D/ 27 0,000099
Oosblast TaJIaCCEMUST 16 0,000059
reMouIrst 9 0,000033
IMaromoruu oprana 3peHust (BCero) 27 0,000099
MUOITUST 000MX IJ1a3 13 0,000048
BpOXICHHAs KaTapakTa 8 0,000029
rjaaykoma 6 0,000022
Pacmienuna ryonl u/unm Heba 12 0,000044
TopMoHaJibHBIE HAapyIlIeHUsT (TUTTOTUPEO3 U CaXapHbIii
nrabeT) 11 0,00004
HUroro 747 0,0027

MUEN, BPOXICHHOW KaTapakKTOW U IIayKOMOM.
Ipyrnna ¢ ropMOHaIbHBIMU PAaCCTPONCTBAMU BKJTIO-
yaja JiBe MaToJIOTUU — caXxapHblil 11abeT U ruro-
Tpeo3. OcoOyIo rpyIIy, CoCTosIIy0 U3 12 nereii,
coCTaBJisila MAaTOJIOTUsl paciliejiiHa TyObl u/uiau
Heba («BOJUbS MACTh» U «3asiUbsl Ty0a»).

B JlenkopaHckoM paiioHe no naHHbIM BTOK
HapywieHuss ITHC HaxonsdTcst Ha repBoM MecTe
IT0 YaCTOTe BCTPEYaeMOCTH U cocTaBistioT 40,56 %
Bcex BbIsiBieHHbIX (hopM H3 1 BITP, u3 kotopbix
HauOoJIbllIee KOJIMYECTBO COCTAaBUIN OOJbHbBIE C
MaTOJOTUEN NETCKU 1LepeOpaabHbI mapaand —
176 yenosek (58 %), 3a HUMU CJIEAYIOT OOJIbHbBIE
onuropeHueil ¢ pa3IMuHON CTeNEHbIO TSKECTU
3a0o1eBaHnsa — 81 genmoBek (27 %). OcraBiiecs
YyeThIpe MaToJoruu (MUuKpouedanus, SMuaerncusl,
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sHnedanonaTus, Spina bifida) BMecte cocTtaBuin
15 % Bcex dopm Hapymenuit LIIHC. AHomanuu
ckeJreta (234 4yenoBeKa) MpeaCTaBIeHbI BPOXKICH-
HBIMU BhIBUXamMu 6eapa — 177 yenoex (75,64 %),
KOCOJIAITIOCTBIO | TIJIOCKOCTOTIEM — 9 YelloBeK
(3,84 %), muomnarueit — 25 yenosek (10,68 %) u
IpyTMMU aHOMalusIMMU cKejera — 23 yejgoBeka
(9,83 %). B 11e;10M aHOMAaJINU CKeJIeTa COCTaBUIIN
31,32 % Bcex dopm BITP u H3.

B Tab1. 2. nmpencraBiaeHbl JaHHBIE COOCTBEHHBIX
HcclleIoBaHMiA TT0 JIeHKopaHCKOMY palioHy, B pe-
3yJIbTaTe KOTOPHIX OBLIIO OMPOIIECHO U 00CIen0Ba-
HO 1560 meteif B BO3pacTe OT pOXKICHMS 10 14 et
1 WIEHBI X CEME B 1IeJISIX TTPOBEICHHS KITMHUKO-
reHeaJIorM4ecKoro aHanm3a. M3 obciiemoBaHHBIX
1560 neteit y 81 pebenka BoisiBieHsl BITP win H3,
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Ta6nuua 2
Boabnble netu 10 14 net ¢ H3 u BIIP, BbisiBieHHbIE B pe3yJsTaTe onpoca
[TaTonorus KonuuectBo MdeHoTUNMMUECKas 4acToTa
Hapymenusa LIHC (Bcero) 19 0,012
NETCKUIA LIepeOpaaIbHbIi mapaand 4 0,0026
MUKpotiehanust 1 0,0006
onuropeHust 2 0,0013
SIUIIETICUS 3 0,0019
SHIleaTonaTus 4 0,0026
6ose3Hb LLTpromrtess 1 0,0006
6osie3nbp Opuaprxa 1 0,0006
spina bifida 2 0,0013
rUodu3apHbIii HAHU3M 1 0,0006
BpoxxneHHbIe TOPOKU cepalia 6 0,0038
AHOMaM cKejeTa (BCero) 27 0,017
BpPOXICHHBIN BBIBUX Oeapa 11 0,007
MUOTIATHS 4 0,0026
KOCOJIAIOCTh 7 0,0045
Ipyrrie aHOMaJIUM cKeJieTa 5 0,0032
3abosieBaHUs OpraHa ciyxa (BCero) 5 0,0032
OTOCKJIEPO3 2 0,0013
[JIyXoTa 3 0,0019
Bone3nu kpoBu (Bcero) 15 0,0096
reMoJiuTu4eckasi 60J1e3Hb 3 0,0019
OoJIbIlIAs TaJlaCCEMUS 9 0,0057
reModutrst 3 0,0019
[TaTonoruu oprana 3peHus (BCero) 6 0,0038
MUOITUST 000MX IJ1a3 2 0,0013
BPOXJIEHHAs KaTapakTa 3 0,0019
riaaykoma 1 0,0006
Pacmiennna ry6el u/wim HebGa 3 0,0019
Cunapom ayHa 2 0,0013
HUToro 81 0,052

yT0 coctaBmwio 5,192 % obiiero yncia odcaeno-
BaHHBIX.

ITo JIeHkopaHCKOMY paiioHy B pe3yJibraTe OIpo-
ca YCTaHOBJICHO, YTO OOJIBIIMHCTBO JeTeil cTpa-
JaloT OT aHOMaluii ckeneta, HapyweHuit ITHC
u OonesHeil kpoBu. Cpenu 3aboneBanuil [HTHC
BBISIBIIEHBI OOJTbHBIE IETH C TAKUMU MATOJIOTUSIMH,
Kak Oosie3Hb ®puapuxa, 6one3nb LlTprommens,
ruapouedanus U Turopu3apHblii HAaHU3M, KOTO-
pble He ObUIM 3a(UKCHUpPOBaHBI Cpeau OOJIbHBIX
BTBOK. Ilo manneiM BTOK uyucno OGole3Hel,
CBSI3aHHBIX C aHOMAaJMSIMU CKelieTa, paBHO 234,
yT0 coctasisieT 31,32 % o61ero KoaudyecTsa Ia-
tojoruii. Takoe ke siBieHUe HaOJIOmAeTCSI U B
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pe3yabratax ompoca: 27 ciaydaeB, KOTOpbIe COC-
TaBJSTIOT 33,3 % BCeX BBISBIEHHbBIX ITATOJIOTHA.
[IpencraBneHbie pe3yabTaThl MOMYJISIIMOHHO-
TEeHETUYECKOTO OO0CIIeMOBAaHUSI T€HETUUECKMX 3a-
OoJieBaHUI1 cpeu IeTCKOro HaceneHus JIeHKopaH-
CKOro paiioHa B Bo3pacTe A0 14 J1eT CBUIETE/NIbCT-
BYIOT O TOM, 4TO (DeHOTUITMYECKas YacTOTa UX COC-
taBuia 0,274 % 1o u3yyaeMoMy paiiOHy Cpeau
OOJIBHBIX, TIOTYYAIOIINX TTEHCHUIO TT0 MHBAJIMAHOC-
1 B0 BTOK 1 5,192 % 10 naHHbIM oIipoca Cpeau
HaceJIeHMsI, YTO CBUIIETEILCTBYET O BBHICOKOM CTe-
IeHU HeyuyTeHHOCTH naHHbIX 1o H3 u BITP.
Pe3ynbraThl TeHeamornyecKux MCCIen0BaHUIn
B cemsix ripodanaoB ¢ BITP u H3 B Jlenkopanckom
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paiioHe mpenctasieHbl B TadJ. 3. B rpynne ¢ Ha-
pyumenusimu LHHC cpenu npoGaHnoB Hab0aI1
KaK BPOXICHHBIN, TaK M HACJICICTBEHHBIN XapaK-
Tep 3a00JieBaHUS: ayTOCOMHO-PEIeCCUBHEIN,
ayTOCOMHO-JIOMUHAHTHBIN W MYJIBTH(DaKTOPU-
aJTbHBINA. B TpyTITie 60BHBIX TETCKUM Iiepedpatb-
HBIM MTapajIndoM, OJTUToPpeHUeH, STTUIIETICHE 1
sHI1IeaIonaTreil HabJIIoIaIM BPOKACHHbIN, ayTO-
COMHO-PEIIECCUBHBIN 1 MYJBTH()AKTOPHATBHBIN
XapakTtep HacjenoBaHMs. B rpymme OOJbHBIX C
MUKpoIledanreii BCTpeJaar TOJTbKO BPOKIEHHBIM
XapakTep HaciemoBaHus. 3aboneBanus LLTymrre-
711 1 @punprxa UMeIn ayTOCOMHO-PEIeCCUBHBIIN
XapakTep HacjienoBaHus, Spina bifida — ayrocom-
HO-PEIICCCUBHBIN W BPOKICHHBIN XapaKTep Hac-
JIeIOBaHUS.

B oTimume ot mpeabIayImx 3a00jieBaHUI, TH-
mom3apHBIN HAHN3M HACJIeTOBAJICS TI0 ayTOCOM-
HO-TOMWUHAHTHOMY THUITY. B rpymme BpoxXIeHHBIX
MOPOKOB cep/ilia HabJMonalu KakK BPOXICHHBIN,
TaK W HACJICACTBEHHBIN XapaKTep 3a0oeBaHMS
(ayTOCOMHO-PEIIeCCUBHBII, ayTOCOMHO-IOMM-
HAHTHBIN ¥ MYJIBTU(DAKTOPUATBHEIN), B TPYIIIIE
C aHOMAaJIUSIMU CKeJleTa — HacCJIeICTBEHHBIN Xa-
pakTep 3a00JIeBaHUS: ayTOCOMHO-PEIIECCUBHBIN,
ayTOCOMHO-JIOMWHAHTHBIN, MYJbTH(AKTOPHATh-
HBII, a TaKKe BPOXKACHHBIC cilydyau. Y mpoOaH-
1o ¢ BBb Habt012/111 ayTOCOMHO-IOMUHAHTHBI
1 MYJBTU(DaKTOPUATBHBIN TUIT HACIETOBAaHUS, a
Takke BPOKIeHHBIE (DOPMBI. MHUOITATHH U KOCO-
JTaITOCTh MIMEJIM BPOXKICHHBIN W ayTOCOMHO-PE-
IIECCUBHBIN THI HacjemoBaHUs. Y OOJIbHBIX C
OTOCKJIEpO30M HaOJoJa ayTOCOMHO-TOMU-
HaHTHBIH, Y OOJTbHBIX C BPOXKICHHOI KaTapaKToOM —
ayTOCOMHO-PEIIECCUBHBIM TUI HAacJeIOBaHUSI.
B rpyrine 60JbHBIX C TEMOIUTUYECKOU O0JIE3HBIO
" reMowIneil naeHTH(GUIMPOBaH X-CIIETIeH-
HBII pelIeCCUBHBIN TUTT HacliemoBaHus. J171st 601b-
ol GeTa-TajacCeMUU XapaKTepeH ayTOCOMHO-
peLieCCUBHBIN THIT HacleAoBaHUs. Y OONBHBIX C
BPOXXICHHBIMU TTATOJIOTUSIMU 3pEHUST (MMOTINS,
KaTapakTa W IJlayKoMa) HaOJogaIr ayTOCOMHO-
JIOMMHAHTHBIIA, ayTOCOMHO-PELIeCCUBHEII U BPOXK-
IIEHHBII TUITHI HACICIOBAHMSI.

st 294 GoNbHBIX ¢ HACJIEACTBEHHBIMU 3a00-
JIEeBaHUSIMU TIPOBEICH KITMHUKO-TeHEATOTUTIECKIIA
aHaJIN3 POIOCIIOBHBIX M YCTAHOBJICH THUIT HacJIe-
noBaHus (Tabj. 4.). MoHOTeHHBIE HACJIEACTBEH-
HbIe 3a00JieBaHUs (MEHICIEBCKUI THIT HAaCIIeH0-
BaHUS — ayTOCOMHO-IOMUHAHTHBII, ayTOCOMHO-
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Ta6nuua 3
Pe3y/braThl reHea ornyecKux HCCJIeA0BaHUI B CEMbSIX
JlenkopaHcKoro paiiona

TMaTtonorus BITP H3

Jerckuit uepedpaibHbIN Mapa-

g + AP, M®
Mukpouedanus +

OmurodpeHust + AP, M®
Dnunencust + AP, M®
DHIuedaTonaTus + AP, M®
3aboneBanue LlTymmens AP
3aboneBanue Opuapuxa AP
Spina Bifida + AP
TunoduzapHblii HAHU3M AJl
BpoxxieHHble MOPOKM cepiiia + MO®
BpoxxieHHbIi BoIBUX Oepa + All, M®
Muonatus + AP
Koconanoctb + AP
Ortockiiepo3 AJl
Inyxonemora + AP
[pyrve aHoManuu cKejieTa AP, M®
ITemonutuueckas 60ye3Hb + X-P
bosnblasg tanaccemus AP
Temopunus X-P
Muonusa oboux ria3 + AP, Al
BpoxnenHast karapakra + AP, AIl
Inaykoma + AP, Al
Pacmenuna ryonr u/unm Heba MO

peueccuBHbIi U X-CLEIMJIEHHBI pelecCUBHbIN
coctaBistor 40,46 % o0lero 4ucia JULl ¢ Hac-
JIEACTBEHHBIMM 3a00JICBAaHUSIMM.

HauGonbmmM 9mcioM mpenctaBieHa TpyIia
C ayTOCOMHO-PEILIECCUBHBIM THUIIOM HacJeIoBa-
Husg — 57 6ompHBIX (19,4 %). VY 41 6ombHOTO
(13,9 %) ycraHOBIEH ayTOCOMHO-TOMUHAHTHBIN
TUI HaclienoBaHusl. MynbTU(haKTOpUaIbHbBIN THUTT
HacjieoBaHUs — He MEH/IeJIEBCKUIA TUIT HAaC/Ie0-
BaHUS TIPENCTaBIeH HAMOOJBIINM KOJMISCTBOM
60nbHBIX (174 yenoBeka, i 59,2 %). Y 6oibHO-
TO C IMarHO30M pacCIeTMHA TYObl TUarHOCTUPO-
BaH cuHiapoM KnaitHdensrepa. [lnarnos npodaH-
Iy TIOCTaBJIeH HA OCHOBaHWU IOTIOJTHUTEIbHOTO
X-T10JTOBOTO XpOMaTHHA, COOTBETCTBYIOIIETO Ka-
puotumny 47, XXY.

CocTaBJieHbl siIepHbIE POAOCIOBHBIE KaXIOTO
MMpo0OaHIa 1 IPOBEJeH UX TeHeaJoTnIecKUil aHa-
JIU3 JUISL YCTaHOBJIEHWSI HACAEACTBEHHOTO WU
BPOKIEHHOTO XapaKTepa 3a00JIeBaHMsI, TUIIa KPOB-
HOPOJICTBEHHOCTH OpaKOB M BBIYMUCIECHHS KO-
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Tabnuua 4

Tunbl Hacaenosanuss H3 B Jlenkopanckom paiione

Tun HacnenoBaHuUs Konunyectso %
MynbTrdakTopraIbHBII 174 59,2
AyTOCOMHO-/IOMUHAHTHBI 4] 13,9
AyTOCOMHO-PELIECCUBHBII 57 19,4
X-pelLeccuBHbIN 21 7,1
XPOMOCOMHBIT 1 0,38

(puimeHTa uHOpUaMHTA. 1151 aHaIM3a ceMeit Tpo-
6aHmoB M3 JICHKOPAaHCKOTO paiioHa COCTAaBJICHBI
294 ponocaoBHBIE.

B KOHTpOJIBHYIO TPYITITY BOIUIM POIOCIOBHEIE
ceMell ¢ HeHapylIeHHOM pelpoayKTUBHOMN (hyHK-
LIMei, YIUTBIBAJIOCH TIPY 3TOM OTCYTCTBHE OTSTO-
IIEHHOTO aKyIIepCcKOTo aHaMHe3a M OKOHUYaHHe
PETIPOMYKTUBHOM (DYHKIIMH Y CYIIPYKEeCKOI T1a-
pbI (cTapiie 45 ner).

Bcero coctaBieHbl 1 MpoaHaau3upoBaHbl 344
PONOCIOBHBIE. YCTaHOBEHO, YTO B KOHTPOJIbHO
rpynie u3 50 cemeii B 11 cayvasx cynpyru uMmenu
KpoBHOe poacTBo (22,0 %). V3 HUX B IIATH CITy-
yasiX poauTeSd CYIPyroB UMeJu POJACTBO BTOPO
crerienu (10,0 %), T.e. IBASTIUCH IETHMU POIHBIX
cecrep (3 ciyuasg — 6,0 %) 1 1TO0 OMHOMY CJTY4alO
JIeTH, POAUTENN KOTOPBIX POIHbIE OpaThs U poO-
IUTEIN KOTOPHIX pOIHbIE OpaT u cectpa (IO
2,0 % xaxmerii). B geThipex ciaydasx KpOBHOTO
pPOJACTBa B KOHTPOJIbHOW TpyMIle pOAUTENN CYyII-
PYroB MMEJIU POACTBO TPEeThell CTeNEeHU, U3 HUX
B TpeX CJydyasix POIMTENMU CYIPYroB SIBJISUIUCH
JIBoopomHbIMU cecTpamu (6,0 %) 1 B OgHOM CITy-
yae OTIBl OBUIM JIBOIOPOAHBIMU OpaThIMU
(2,0 %). B nBYX citydassx KpOBHOTO POIICTBA PO~
Teau OpauyHOU Mapbl UMEINU POJICTBO YETBEPOIO-
ponHoii crenenu (4,0 %). B maHHOII KOHTPOJIb-
Holi rpymnne KoadduimeHT nHopuautara — F =
= 0,0094.

B akcrnieprMeHTanbHOM TpyIIne, COCTOsIIEeH U3
294 cemeii, rae onucaHbl cayyau ¢ HacJeACTBEH-
HBIMM OOJIE3HSIMU U BPOKIECHHBIMUA TTOPOKAMHU
pasButusl, B 189 cembsix poaurenu npodaHI0B coC-
TOSIJIM B KPOBHOM poAcTBe — 64,29 %. D10 10BOJIb-
HO BBICOKAsI YaCTOTa BCTPEUYaeMOCTHU ISl KPOBHO-
POICTBEHHBIX OpaKOB W MPUOIU3UTEIHHO B TPU
pasza BhIIIIe, YeM B KOHTPOJIbHOM rpyre (22,0 %).
B 105 ciyyasix cynpyru UMeIu poJicTBO JBOIOPOJI-
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Horo tuma (35,71 %), uyto NPUOIM3UTEIBHO B
3,5 pasza BbIlie KOHTposbHO#M Tpymmbsl (10,0 %).
B 63 ciyvasx (21,42 %) npobaHIbl SIBISUIUCH IETh-
MM POIHBIX cecTep, B 23 ciyyasx (7,82 %) poau-
TeJM MPOOAHIOB SIBJISIUCH AEThbMU POIHBIX Opa-
TbeB, B 19 cinyyasx poautenu npodaHaa — NeTu
ponHbIX OpaTta u cectpsl (6,46 %). B 47 caydasx
(15,98 %) cynpyru SIBISUTUCH TPOIOPOIHBIMU CHUO-
camu 1 B 37 ciydasix (12,58 %) ponurenu GpayHoit
Taphl SBJISUTUCH YETBEPOIOPOIHBIMU CUOCAMU.

B akcnepumeHTanIbHOR Tpymre Koadhhuiu-
eHT uHopuauHra F = 0,0293, yto npubau3uTeb-
HO B Tpu pa3a npesbiiiaeT (p < 0,5) 3HaueHUs KO-
s pulLmeHTa THOPUAMHIA B KOHTPOJILHOM IPyIl-
e (F = 0,0094).

BoiBoapl. Takum 00pa3oM, HaMM U3JI0XKEHBI pe-
3YJIBTAThI TPOBEACHHOTO MOMYJISIIIMOHHO-TEHETH -
YecKoro odciieioBaHus 1eTCKOro HaceseHus JIeH-
KOPaHCKOro paiioHa AsepOaiimkaHa B BO3pacTe 10
14 net. Bcero BBISIBIIEHO CpeIM COCTOSIIMX Ha
yuete BTOK u unenrndunmponaro 747 nHaubdoJee
Jerko auarHoctupyembix BITP u H3, takue xak
HapyweHnusi HHC, BpoxaeHHbIe TOPOKHU cepaLa,
BPOXKIEHHBIE TTATOJIOTUM 3PEHUsI, aHOMAJIMH CKe-
JIeTa, TeMOJIMTUIecKast 00Ie3Hb, OobIIas Tajac-
ceMUsI, BpOKIeHHas TIIyXOHeMOTa, pacile/InHa Ty-
ObI ¥/uu Heba, remod s, TUITo(hU3apHbIIA Ha-
Hu3M. Hacrora BITP u H3 cocraBuia no naHHbIM
BTOK 0,274 % oO1ieit 1eTCKOi IMOMyJISILUN, a
110 JTaHHBIM COOCTBEHHBIX MCCIEIOBAHUIN YacTO-
Ta 0OJIBHBIX B BBIOOPKE — 5,192 %, 4T0O 3HAYNTEIB-
HO BBIIIIE U YKa3bIBaeT Ha BHICOKYIO CTETICHb He-
YUTEHHOCTH TaKUX OOJIbHBIX BBHUIY OTCYTCTBHSI
MOHUTOPHMHIOBBIX cUCTeM peructpauuu BIIP
u H3. D10 He mo3BOJIsIET CO3MaTh MOJHOE MIPEIC-
TaBJICHUE O CTETICH! POXIAeMOCTH AeTell ¢ TaKo-
TO poia TMaToJIOTHSMH, a CIIeNMOBAaTeNIbHO, U TIpa-
BUJIBHO pa3paboTaTh IPOTPaMMBI TIPEIyTIpEXIe-
HUSI POXKIIEHMS JeTeil ¢ TepedrcIIeHHBIMI TaTo-
snorusimu. B cembsix 6oabHbIX ¢ H3 1 BITP x03(-
duument nu6puaunra F = 0,02468, uto B Tpn
pa3a mpeBbIlIaeT 3HaYeHUST KO3 duiimeHTa nHO-
pUAMHTa B KOHTPOJIbHOM Tpyrme. CiemoBaTelb-
HO, BBICOKWIT YPOBEHB BBISIBICHHOTO MYJIBTH(DAK-
TOPHMAJTEHOTO TUTIA HACJIeOBAaHUS M ayTOCOMHO-
PEIECCMBHOTO THUTIA IO CPAaBHEHUIO C ayTOCOMHO-
JTOMWHAHTHBIM TOBOPUT O BHICOKOM YPOBHE pac-
MTPOCTPAHEHHOCTH KPOBHOPOACTBEHHBIX OpaKoB
B M3yJaeMBbIX palfOHax, YTO TaKxKe SIBIIsIeTCs (haK-
TOopoM pucka poxaeHus aeteii ¢ H3 u BITP.
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G.S. Dashdamirova, K.A. Aliyeva

MEDICAL-GENETIC STUDY
OF THE POPULATION OF LENKORAN DISTRICT
OF AZERBAIJAN REPUBLIC

Results of populational-genetic research of genetic dis-
eases in children up to 14-year-old of the population of
Lenkoran district are presented. It was shown that the phe-
notypic frequencies of hereditary diseases and congenital
malformations is 0,274 % according to the data of
Medical-Labor Expert Commission and 5,12 % according
to the data of research survey. The high level of multifac-
toral and autosome-reccessive types of inheritance indi-
cates the high level of consanguine marriages in the popu-
lation of the studied areas.

I.C. lawodamuposa, K.A. Aricéa

MEIUKO-TEHETUYHE JOCIIAXKEHHA
HACEJIEHHSA JTEHKOPAHCBKOI'O PAMIOHY
A3EPBAUI)KAHCBKOI PECITYBJIIKU

B pesynbraTi nonyasuiitHo-reHeTUYHOTO AOCiIKEH -
HSI cepel AUTSYOTo HaceneHHs 1o 14 pokiB JleHKopaHCh-
Koro paitony AsepOaiiakaHcbkoi PecriyOsiiku BUSIBJIEHO,
o (peHoTUIiYHa YacToTa CIAaJKOBUX 3aXBOPIOBaHb
Ta BPOKEHUX Bal po3BUTKY ckiamae 0, 274 % 3a naHUMU
BTEK i 5,12 % 3a naHUMU CaMOCTiliHO MPOBEAECHOTO J0-
cimkeHHsT. Bucokuit piBeHb OIIMPEHHST MyJIBTH(HAKTO-
piaJIbBHOTO Ta ayTOCOMHO-PELIECUBHOTO THUIIIB YCIIaTKOBY-
BaHHS CBIIYUTH MPO LIMPOKE PO3MOBCIOMKEHHS LILTI00IB
MiX KPOBHUMHU pOAMYAMHU B LIbOMY PETiOHi.
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