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PACIIPOCTPAHEHUE BPOXJEHHBIX AHOMAJIUA
CKEJIETHOUW CUCTEMBI B MOTIYJIAIMAX MYT AHCKOU
U ILIMPBAHCKOW 30H A3EPBAIDKAHA
I'.A. AxnepoBa
bakunckuti cocyoapcmeennswiii ynusepcumem, baxy, Azepbaiiosxcan

C peJgp10 BBISIBJCHUSI AHOMAJIMH CKeJIEeTHOH CHCTEMBbI NPOBEIeH CPABHU-
TeJbHbI aHATU3 Pe3yJIbTATOB MeIHKO-TeHeTHYEeCKUX HCCIeOBAHMM, MOJTY-
YeHHBIX NpH oO0caeqoBannu Hacejgennss Myranckoil m IlupBaHckoil 30H
A3zepoaiizkana. Cpenqu 815 60JBHBIX ¢ BPOXKIEHHBIMH H HACJEICTBEHHBIMU
3a00/IeBAHUSIMH 3aperucTpupoBaHo 158 yenoBek ¢ aHOMAJMAMH 0CEBOro M
JIMIEBOro ckejera. OTMeueHa BBICOKAS YACTOTA PACHPOCTPAHEH U JUIEBbIX
paciie/iMH, BPOKIeHHOT0 BBIBHXa Oelpa M MHONATHH. Y CTaHOBJIEHBI (eHO-
THIHYECKAasi 4YaCTOTA U XapaKTep HACJIeI0BAHNS IOPOKOB.

KuroueBble cjioBa: MONMyJsINMOHHASI TeHETHKA, AHOMAJIMH CKeJleTa, pacie-
JINHBI Ty0b1/Hé0a, KPOBHOPOACTBEHHBIC OPAKH, THII HACTETOBAHUS

Bpoxnennbsie 3a007eBaHUS  OMOPHO-
JIBUTATENFHOTO amnmnapaTta y AeTed COCTaBis-
10T oko0s10 50% Bcell maTonoruu AaHHOW CHucC-
TeMBI AETCKOro Bo3pacTta u 25,3% Bcex opTo-
nenuueckux OomnesHedd. Cpenu BpOXKIEHHBIX
3a00IeBaHUIl OMOPHO-IBUTATEILHON CHCTE-
MBI JOMHUHUPYIOT JUCIUIAa3HsI Ta300€pEeHHOr0
cycTaBa M BPOXKICHHBIN BBIBHX Oeapa, 4acTo-
Ta kotopbix cocrasisier 30-70% nmereit ¢ mna-
TOJNIOTHMEH MaHHOW CHUCTEMBI. BpoXIeHHBIN
BbIBUX Oezmpa ormeuaercs y 5 u3 1000 HoBO-
poxaeHHbIx (o apyrum panubeiM — 1:400),
3areM cienyrot kpusomes — 10-30%, koco-
nmanocte — 1,3-34,4%, cUHOAKTUINS, MOJIH-
JAKTHIUS. U ApYrrue aHOMAJIMHU KHCTH U CTO-
eI, 9kTpomenns — 10-15% [2, 5].

OnHO U3 BeAyIIMX MECT CPelr MOPOKOB
Pa3BUTHs 3aHUMAIOT OpoQaluaIbHBIEe paciie-
JIMHBI, KOTOPBIE BXOIAT B ""0ONBLIYIO MATEPKY"
YPOICTB, 3aHMMasi 10 YacTOTE€ BTOPOE MECTO.
Pacmienunel ryosl u Heba coctaBisoT 86,9%
OT BCEX BPOXICHHBIX TOPOKOB Pa3BUTHA JIH-
IIEBOrO CKeJeTa, MpH 3TOM B 2/3 citydaeB pac-
HIenMHBl Heba BCTpEYaloTcsi B COYETAHUM C
pacuienvHaMi BepxHed ryObl. Exerogno Ha
kaxzpie 100 ThIC. HaCENEHUSs YHCIIO HOBOPOXK-
JEHHBIX C pacllelnHaMu I'yObl U HeOa yBenu-
yuBaercs Ha 1,38 [8]. Uacrora Bctpeyaemoctu
pacIienyH Iuia B cperHeM coctapisieT 1 ciy-
vaii Ha 800 >xuBopokIeHHBIX [6]. B cBsi3m ¢
3TUM MPOHUCXOOUT TOCTOSHHBIA POCT YHCIA
CYIPY>KECKHX Iap, B KOTOPBIX XOTsI Obl OIMH

CYNpyT SBJSICTCS HOCUTENIeM aHoMaluu. B
HacTosIiee Bpems omucano Ooinee 150 cun-
JPOMOB € opodalalibHOM paciieniHoi [8].

BpoxneHHble aHOManuu — pa3BUTHA
OIOPHO-/IBUTATEIBHOTO annapara 1 JIMIEBOro
CKEeJIeTa BXOJIAT B CIUCOK MEKTYHAPOIHOTO
perucTpa BPOXKICHHBIX TIOPOKOB Pa3BUTHS
EUROCAT [7].

CBoOeBpeMEHHasI TMarHOCTUKaA MTOPOKOB
Pa3BUTUS CKEJICTHOH CHCTEMBI, MEIUKO-
TeHETUYECKask KOHCYJIbTAIUS TIO3BOJISIFOT TIpe-
IyTIPETUTh CTPECCOBYIO CUTYAIlHMIO B CEMBE,
CBSI3aHHYIO C POXKJICHHEM OONBHOTO peOeHKa,
MMOMOTAI0T OMPEISIUTh TAKTUKY TOBEICHUS
CEMbH TIIOCIIC POXICHUS PEOCHKAa W ITyTeM
aJICKBaTHOTO JICYCHHSI 1 KOPPEKTHOW Tpodu-
JIAKTUKA TPENOTBPATUTh WHBATUIU3ANUIO H
COLMANFHYIO Je3aJanTanuio pedeHka B Oy-
nymeM. C 3TOi [enbl0 HaMH TTPOBEICHBI I10-
MyJISIUOHHO-TCHETUYECKUE UCCIICIOBaHUS T10
BBISIBJICHUIO QHOMAJIMI Pa3BUTHS OCEBOTO U
JIUIIEBOT'O CKEJIeTa CPeIu HaCeNeHHS HEKOTO-
pBIX pailoHoB MyraHckoil 30HBI A3zepOaii-
IDKaHa.

Marepuansl 1 MeTOAbI HCCJIEI0BAHMIA

Martepuan coOpaH B SKCHEIUITMOHHBIX
YCIIOBUSIX B CelaxX W B PalOHHBIX ILEHTPax
Caatmuuckoro, CambsHckoro, Jkamuiaaban-
CKOro u AnmubaiipaMIMHCKOT0 paiioHoB My-
ranckoi 30HbI B mepuoj ¢ 2005 mo 2008 rr.
Jlnst BBISBIIEHUST OONMBHBIX C BPOXJICHHOU W
HaCJIeACTBCHHON IIAaTOJOTHEH CKEIIETHOR CHC-
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TeMbl ucnonb3zoBanbl cnucku BTOK IIPh. B
cenax MpHU MOABOPOBOM 00Xoze ceMel mpo-
0aHIOB COCTaBJICHBI POJOCIOBHBIE M IMyTEM
KIIMHUKO-TeHeaJIoTHIecKoro aHanmsa audde-
PEHLIMPOBAHBI CIy4ad BPOXKAECHHBIX MTOPOKOB
W HacJeACTBEHHBIX 3a00IeBaHH.
@DEHOTUNNYECKHUE YACTOTHl BBISBIICH-
HBIX TAaTOJIOTHI ONpENeNeHbl 10 METOJNKE
JIu Y. [4]. docToBepHOCT pa3inuyuii BbIYHC-
JANach C HCIONB30BAaHUEM KPUTEPHS «XH-
kBazapaT». Ilpu oreHke mKOCTOBEPHOCTH pas-
JUYUI MEKIY CpeIHHUMH apu(pMETHUECKUMHU
JBYX BBIOOPOYHBIX COBOKYITHOCTEH HCIIONb-
30BaH kputepuit CteroneHTa [3].
Pe3yabTaThl uccienoBanuii
[IpoBenenubIe paHee MEANKO-
TEHETUYECKHE MCCIENOBaHUs CpEeau Hacele-
HUSA HEKOTOPHIX palioHOB MyraHckoll u
[[npBaHCKOl 30HBI MOKAa3aJdl BBICOKYIO Yac-
TOTY BCTPEUAEMOCTH AHOMAJIMI CKeleTHOU
CHCTEMBI, KOTOpBIE HAaXOAATCS Ha BTOPOM
MecTe cpead 3a0oyieBaHHM, MOAJISKAIINX
00s13aTEbHOMY IHAarHOCTUPOBAHUIO IO Tpa-
Buigam EUROCAT [7].
B Myranckoii 3oHe cpenu 583 6ounb-
HBIX C BPOXKJICHHBIMH MOPOKAMH Pa3BUTHS U
HACJICICTBEHHBIMU  3a00JIEBAaHUSIMUA aHOMa-

UM cKenera oTMedeHbl y 98 uyenosek. B
upBanckoii 30He cpenu 232 GonpHBIX y 60
YeIOBeK OOHAPY)KEHBI aHOMAJIUH CKelleTa.

Bo Bcex oOcnemyembix paifoHax My-
TaHCKOW 30HBI OTMEYEHA CXOIHAas YacToTa
pacnpocTpaHeHus IOPOKOB Pa3BUTHUS OCEBOTO
W JILEBOrO CKeJeTa, KOTOpas COCTaBiIsIeT. B
Caatiel — 17,12%, B Canbsine — 16,35%, B
Jxamunabane — 14,29%, B Anubatipamiiel —
17,9%. CootBercTByIOImasi KapTHHA HaOIIO-
naerca U B obcienyembix paiionax lupsan-
ckoif 30HbI: B KoOycrane — 22,69%, B Axcy —
29,2%.

Pesynpratel mokazamm mpeoOnagaHue
CpeAM PETHCTPUPYEMBIX HapyLIeHUH opo-
(acuuanbHBIX pPaCIIEINH, BPOXKICHHOT'O BBI-
BUxa Oeopa W MHUONATHH, HMEIOMIMX IIpe-
UMYIIECTBEHHO MYJIbTH()AKTOPUAIBHBIN Xa-
pakTep HacleIOBaHMsL

Crtpykrypa 3a0oNieBaHUN CKEIETHOM
cucteMbl B MyraHckod 30HE INpelcTaBiieHa
7-10 kmuHUYeckuMu (popmamu, eHoTHIIMYE-
CKasi YacTroTa KOTOpbIX B AnmOaiipamius-
CKoM paioHe HauOonbmas (tadm. 1). Jlocto-
BEPHBIX Pa3INYUil MO JaHHBIM IOKa3aTelsIM
MEKAY paiiloHaMH HE BBISIBICHO.

Taoauna 1

DEeHOTUINYECKHIE YaCTOTHI HAPYIICHUH CKEIeTHOHM CUCTeMbI B palioHax MyraHcko# 30HbI, %0

AHOMaJIMH ckeneTa CaaTiiel Canbsaa Jxanunaban ArmmbatipaMisl
BpoxxneHnbiit BEIBHX 0,0031 0,0062 0,0017 0,0126
Oenpa

Kocomanocts 0,0031 0,0031 0,0033 0,0056
Jedopmanns pyx 0,0031 0,0031 0,0017 0,0042
Jedbopmanust cTomb 0,0031 0,0046 0,0017 0,0028
OcTeoMHUEeInT 0,0028 - 0,0017 0,0028
Muonatus - 0,0107 - -
Pacmiennna ry0os/HEOa 0,0257 0,0123 0,0100 0,0294

AmnayioruuHasi KapTiHa HaOIoAaeTcs U
B paifonax [llupBaHckoii 30HBI, OJHAKO (EHO-
TUMAYECKAss 4acTOTa HMCCIEAYyEMBIX MaTolio-
TUH 3/1eCh BBIIIE TAKOBBIX, 3apPETMCTPUPOBAH-

HBIX B MyraHcko#t 30He (tabmn. 2). JocroBep-
HBIX Pa3IM4YMi 10 JAaHHBIM ITOKA3aTesIM Me-
Ky pailOHaMH TaKKe HE BBISBJICHO.

Tadauna 2

DeHOTHITMYECKHE YAaCTOTh! HAPYIIEHHUH CKENeTHOH crcteMbl B paiioHax IllnpBaHckoii 30881, %

AHOManuu ckenera Axcy Kobycran
BpoxxeHHbIi BBIBUX Oenpa 0,0305 0,0735
Kocomanocts 0,0305 0,0082
JHedbopmanms pyk 0,0229 0,0163
Jedbopmanus cTormbt 0,0382 0,0082
Muonatus 0,0763 0,0735
Pacmiennna ryos/HEOa 0,0534 0,0408
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CpaBHHUTENBHBIN aHAN3 MPOLEHTHBIX COOTHOIIECHUN IO M3Y4aeMbIM MATOJOTUSAM IOKa-
3aJ1 TOCTOBEPHOCTh Pa3lIN4Mil MOMyYEHHBIX JaHHBIX B nomyisuuu Myranckod u IllnpBaHckoit
30H TOIBKO B CIydae aHOMaJIHii oceBoro ckeera - p<0,001, °<0,001 (ta6m. 3).

Taoauna 3

YacroTa BCTpEeuaeMOCTH HapYIIEHUN CKEJIETHON CUCTEMBI
B Myranckoii u lllupBanckoit 30oHax AzepOatimkana, %

AHOManmy ckenerta Myranckast 30Ha [[MupBanckas 30Ha
BpoxaenHslii BeIBHX Oenpa 10,12 8,23
Kocomanocts 6,33 3,16
Jedopmanms pyk 5,06 3,16
Jedopmanus cTormbt 5,06 3,80
Muonarus 4,43 12,03
OcTeoMHueInT 2,53 -
Pacmiennna ryos/HEOa 29,11 7,59

[Ipu obOcnenoBaHUU OONBHBIX C AHO-
ManusMHu ckenera B CaaTIMHCKOM pailoHe
MyraHckol 30HBI y OJHOT'O 4elioBeKa OOHa-
pykeHa opodacuuanbHas paciieInHa COBMe-
CTHO C BpOXKIEHHOH riryxoHemoToi. B KoOy-
cTaHckoM paiioHe lllumpBaHCKOH 30HBI y OII-
Horo OompHOrO C SHUedamonaTueil oTMeueH
BPOXKIICHHBIH BBIBHX Oepa.

[IyreM reHeanornyeckoro aHauanusa yc-
TaHOBJIEH BPOXKJCHHBIA XapakTep Hacleno-
BaHUS Y OOJIBHBIX C OCTEOMHUEIUTOM, Nedop-
MalusMH pyK U CTONBI M ayTOCOMHO-
JOMUHAHTHBIN TUI B ClIydae KOCOJAMmoCTH. Y
OONBHBIX C BPOXKACHHBIM BBHIBUXOM Oelpa B
M30JIMPOBAHHOM BHUJE MU COBMECTHO C JHIlE-
¢danonarueit YCTaHOBJIEH ayTOCOMHO-
JOMHHAHTHBIH, MYJIbTH(QAKTOPUATBHBIA |
BPOXKIECHHBIN XapakTep HAacleAOBaHusA, C
MHOMATHENl — ayTOCOMHO-PELECCUBHBIA H
ayTOCOMHO-JIOMMHAHTHBIM THII, ¢ opodaciu-
QIBHBIMU pacUIeIMHAMU — MYJIbTH()aKTOpH-
AJbHBINA THI HACIEAOBAHMUSL

Y4uTteIBas BBICOKYIO YacTOTY pacIpo-
cTpaHenus B Myranckoil u lllupBanckoil 30-
Hax pecnyOlMKA BpPOXKACHHBIX aHOMAJUH
pa3BUTUS CKEJIETHOW CHCTEMBI, HMMEIOIIUX
TaKkKe M MYJIbTH(QAKTOPHAIBHBINA XapakTep
HAacJEIOBaHMs, TEPBOCTENEHHOE 3HA4YEeHUE
npuoOpeTaroT NpPOPUIAKTUIECKUE MEpHI, B
TOM YHCJIE€ IpEeHaTaIbHasi TMarHOCTHKA MJI0Ja
B CEMBAX, BXOJAIIMX B TPYyNIy pucka. Takum
00pa3oM, MONy4eHHbIE PE3yNbTaThl U JAajb-
Heillllee COCTaBJIEHHE PErucTpa aHOMalui U
OONBHBIX HEOOXOOMMBI Ul TEPCIIEKTUBHOIO
U PETPOCIEKTUBHOIO MEIUKO-TEHETUYECKOTO
KOHCYJIBTHPOBAHUS, 0COOEHHO B CEMBSX, OTSI-

TOIIEHHBIX HACIEACTBEHHBIMU 3a00JIEBaHUS-
MU, TPaMOTHOT'O BEJICHUS BpayaMu OepeMeH-
HOCTH CpEIU JHI, UMEIOIIUX AETEeH ¢ Mmopo-
KaMH OCEBOI0 M JIMIIEBOIO CKeJeTra, W IS
OpPTaHM3AlMM TIPAaBUIBHOTO JICUCHUs OOIb-
HBIX.
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DISTRIBUTION OF CONGENITAL ANOMALIES OF SKELETAL SYSTEM
TO POPULATIONS MUGAN AND SHIRVAN ZONES OF AZERBAIJAN
G.H. Akperova
The Baku State University, Baku, Azerbaijan

For revealing anomalies of skeletal system the comparative analysis of results of the
medical-genetic researches received at inspection of population of Mugan and Shirvan zones of
Azerbaijan is carried out. A 158 person with anomalies of an axial and obverse skeleton among
815 patients with congenital and hereditary diseases is registered. High frequency of distribution
of face crevices, a congenital dislocation of hip and miopatia is marked. Phenotypical frequency
and character of inheritance of defects is established.

Keywords: Genetics of populations, anomalies of a skeleton, crevices of a lip/a palate,
consanguineous marriages, type of inheritance.

OYHJIAMEHTAJIBHBIE UCCIIEJJOBAHI S Ne8 2009



