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This article is devoted to the study of B-thalassemia, which is one of the most widespread hereditary dis-
eases among the population of the Azerbaijan Republic. The pathology’s genetic mechanism, clinical and labo-
ratory manifestations are described. A complete analysis of references in this field since 60s was completed.
The causes of this disease and methods of detecting the pathology in Azerbaijan are examined. Research of
the B-thalassemia in Azerbaijan was carried out in 40 of the 66 administrative districts of the Republic. The ar-
ticle reviews the main types of B-thalassemia mutations found in Azerbaijan. The most characteristic mutations
for the population are B° - Fs codon 8 (-AA), B°- IVS-II-1 (G>A), B*- IVS-I-110 (G>A) and 3*- IVS-I-6 (T>C). The
rarest mutations are codon 5 (-CT), -88 (C>A), B*-IVS-1-130 (G>C) and B°codon 37 (TGG>TGA). The mutation
frequencies are listed by administrative districts in Azerbaijan. The possibilities of B-thalassemia manifestation
together with abnormal forms of hemoglobin in the Azerbaijan population are traced. The methods of treating,
exploring and prevention of 3-thalassemia by the general public, charitable organizations, foreign companies
and the government of the Azerbaijan Republic are illustrated. Basic prevention methods and the importance of
establishing a State register of 3-thalassemia cases are reviewed.
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O3EPBAMKAHJIA B-TAJJACCEMMS MOCEJECIH 3EPTTEY TAPAUXbI MEH IIEINY KOJIIAPBI
Axneposa I'onaii
T'eneruka meH 3BosrOLUS Teopusichl Kadenpacsl, baky memiiekeTTik yHuBepcuteTi, baky Kanacsl, O3epoaiikan

Maxkaina O3epbaiikan PecirybnukacsInna KeH TaparaH Tya OiTKeH -TanmacceMus aypybIH 3epTTey MoceNecine apHaIFaH. [1aTonor sIHBIH Ty BIHAYIBIH
TCHCTHKAJIBIK MEXaHN3MI, KITHHHUKAJIBIK )KOHE 36PTXaHANIBIK KopiHicTepi cumartanasl. XX FacepasiH 60 jKbUIIapeIHAH Oepi Kapaii 0CBI CYpaKTh 3ePTTEreH
GapibIK oeOueT KO3AepiHiH MIOMYHI JKacalabl. ATaaMBIII aypyAblH O3epOaibkanga TyblHAdy ceOenTepi MEH MaTONOTUSHBI aHBIKTAy OMiCTepi XKasbLl-
nbl. Enje B-ranacceMusSHBIH Tapary MOCEIeCiH 3epTTeyaiH O0apiblK Ke3eHIHe peciyOlIuKaHbIH 66 oKiMIIiTIK ayaaHbiHbIH 40-bI TapThULABL. Makanana
[-TanacceMUSHBIH MyTaIMsCBIHBIH HETi3r1 THIITEPi, OHBIH inmminae 0i31iH nomysmusara ToH Typiepi Fs codon 8 (-AA), IVS-1I-1 (G>A), IVS-1-110 (G>A)
xone IVS-I-6 (T>C) xoHe cupek kesnecerin tunrepi — codon 5 (-CT), -88 (C>A), B-IVS-1-130 (G>C) xone B-codon 37 (TGG>TGA) cunarrasiisl.
Tabpurran MyTamusIapasH O3epbaibkan ayfaHAapbIHAA Tapaly JKHLNTi kepcerinai. Enne 6y aypyasIH reMOIOOMHHIH aHOMAJIB! (hopMalapbIHMEH
Koca Ke3Jiecyi MyMKiH/iri Oepini. ©3epbaiikaH PecryOnnkachIHBIH YKIMETI MEH HICTEIIIK KOMITAHUSIIAP, KAbIPBIMIBUTBIK YHBIMIAPhI MCH KOFAM KOJIFa
aJIFaH aypy/IbIH TapalyblH TOKTATy JKOJIAPbI 3€PTTENAL. AJIIBIH alyAbIH CH ©3€KTi XKOJIIaphl MCH -TalacCeMUSHBIH KAIIBIPECITyOIHKAIbIK PETUCTPIH
KYPY/IbIH MaHBI3IbUIBIFbI KOPCCTUII.

MaHbI3/IbI cO3ep: B-TaracceMus, MyTalus THITEPi, algbIH aly, O3epbaibkan
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NCTOPHUS N3YYEHUS U PEINEHUSA MTPOBJIEMbBI B-TAJTACCEMWH B ASEPBAMIKAHE
Akneposa I'onaii
Kadenpa reneTnky u Teopun 3BoMONNH, bakMHCKU# TOCyIapCTBEHHBIN yHHBEpCUTET, I.baky, Azepbaiimkan

Crarbs MOCBSIIECHA TPoOIEeMe H3yUeHHs P-TallacCeMHN, SBISIONICHCS OTHOM M3 CaMbIX PaCIPOCTPAHCHHBIX HACIICCTBEHHBIX 3a00IcBaHMil B A3ep-
Gaiimkanckoii Pecry6mnuke. OnucaH reHeTHYECKNi MEXaHH3M BO3HUKHOBEHHS, KIIMHUYECKHE U 1abopaTopHbIe NposBieHus naroigoruu. [IposeneH moim-
HBIH JIMTEPaTypHbIN aHAIN3 110 UCTOPUM M3y4eHHs Bompoca, HaunHas ¢ 60-x rr. XX Beka. OnucaHbl IPUYMHBI BOSHUKHOBEHHs JaHHOTO 3a00JICBaHUS
B AsepOaii/ikaHe M METOJIbI BBISBICHHUS TATOJOIMH. 3a BECh MEPHO MCCIICIOBAHHSA MPOOIEMbl PACIPOCTPAHEHUS B-TalacCeMHUH B CTPaHE, MCCIIEN0-
BaHMAM ObLIM MOJABEPrHYTHI 0KOIO 40 paifoHOB M3 66-TH aIMHHUCTPATUBHBIX PAHOHOB pecCIyONHMKH. B craThbe MOKa3aHbl OCHOBHBIC THITBI MyTalHil
B-Tanaccemun, HalineHHbIe B A3epOaiikane, Cpean KOTOPBIX Hanboliee XapakTepHbIMH JUIsl HAlel mommy sty sieistiorest Fs codon 8 (-AA), IVS-II-1
(G>A), IVS-1-110 (G>A) u IVS-1-6 (T>C), a cambivu penxumu — codon 5 (-CT), -88 (C>A), B-IVS-I-130 (G>C) u B’-codon 37 (TGG>TGA). Ykazana
4acToTa paclpoCTPaHCHHs HAllICHHBIX MyTAIMi 10 paiioHam AzepOaiimkana. [TokazaHa BO3MOXHOCTh BCTPEYaEMOCTH B-TajacceMuu B AzepOaii/ukaHe
COBMECTHO C aHOMAaJIbHBIMH (popMaMu reMoraoouHa. MccieqoBaHbl IMyTH 10 MPEIOTBPAIICHHIO PACIIPOCTPAHCHHUS TaJacCeMMH, MPEeIPHHUMACMbIC
00IIeCTBEHHOCTBIO, OJIArOTBOPHTEIIBHBIMI OPraHN3ALMSIMH, 3aPyOeKHBIMU KOMITAHUSIMH U ITPaBUTEILCTBOM A3epOaiimkanckoii Pecrryommku. ITokazanst

OCHOBHBIC MePbI TPOMHIAKTHKH M aKTYaJbHOCTh CO3JaHMs 00IepecyOIMKaHCKOTO PErHeTpa 1o B-TatacceMuH.
KumroueBble cioBa: -ranacceMust, THIIBI MyTaluii, npoduiakTika, Asepoaitukan

AKTYAJIbHOCTb NPOBJIEMbI

B-Tanaccemus MpeACTaBIsACT OCOOBIN HHTEPEC AJIs Ha-
cenenusi AzepOaiijpkaHa, IJie 4acToTa €ro camasi BBICOKas
10 CPAaBHEHHMIO C IPYTHMH HACIICICTBCHHBIMHU OONIC3HAMH H
B HEKOTOPBIX pernoHax pocruraer 15-20% rerepo3urotTHo-
r0 HOCHTEIbCTBA. EXKErosHo B pecrmyOnuke poxxaaeTcsi OKo-
710 200 HOBOPOXJICHHBIX C TOMO3UTOTHOI [-TanacceMuen.
VX 4ucno pacteT u 3a CYeT KPOBHOPOACTBEHHBIX OpakKoB,
HCTOPUYECKH HIMPOKO PACIPOCTPAHCHHBIX B PECIyOIHKe.
Tanaccemusi B 9HAEMHYCCKUX PafiOHAX SBISCTCS IPUINHOM
MarepuHCKoi cmepTHOCTH (3-5%). CMepTesibHbIe TeMOoIH-
THYECKUE KPU3bI HEPEIKO PA3BUBAIOTCS Y JKCHIIHH-TETEPO-
3UTOT WIIH KOMITAyH/IOB B MEPHOJ] OEPEMEHHOCTH U POJIOB.

B-TamaccemMun — 3TO HacleICTBEHHbIE 3a00JeBaHUS
reMorIo0nHa, KOTOphIe MEepeialoTes 1Mo ayTOCOMHO-perec-
CHBHOMY THITY U CBSI3aHbI CO CHIKCHHEM (B*) WITH MONHBIM
orcyrctBueM (B°) cuHTesa B-rmobuHOBBIX uened [1,2].
B-TamacceMHH BO3HHKAIOT B PE3YJbTaTe CHHTETHYCCKO-
ro aedekra B-IIIOOMHOBOM IICTH, KaK CJICACTBUC MYyTallHH
B-rena. Cnexkrp MyTauuii, BbI3bIBarOIMX aeduuur Oera-
LeNu OYEeHb LIMPOK: OT JeJIeUMu A0 TpaHcBepcuil. Yaie
BCTPEUAIOTCSI TOYCUHBIC MYTAI[MH, KOTOPhIE MOTYT BKITFO-
YaTh KOJIUPYIOUIYIO TIOCIJIENOBaTeIbHOCTb, 00JaCTh IPO-
MOTOpa, HHUIUUPYFOLIMI KOJIOH WITH CTOM-KOJOH M CILTai-
CHUHI-TIOCJIEI0BATEILHOCTS [3].

Knnuuveckue npu3Haki MEHSIOTCS B 3aBUCHMOCTH OT
renorumna: B%B° acconuupyroTes ¢ ocTpoit hopmoii - Tasac-
cemueit major, 6onesun Kynu; BB u B/p+ accoruupyror-
Csl CO CMATYCHHOW KIMHUYECKOW KapTHHOW — TamacceMust
intermedia; 6ec- WM MaJIOCUMIITOMHAs KapTHHA HaOIr0/1a-
etcs B ciay4ae B%P wiu /P — tanaccemust minor.

Ipu Gonesnn Kymu oTMmedaeTcsi BBICOKHI ypOBEHb
AHCMHH, CHIDKCHHE J1abOpaTOpHBIX [OKa3aTeiaed 3pu-
tporutoB - MCV (cpennuit oovem spurponurta), MCHC
(cpemHsisi KOHILICHTpALUsl TEMOINIOOWHA B OIPUTPOIHUTE),
MCH (cpenHee cozpep)kaHue reMorIoOMHa B SPUTPOLIUTE)
n nossiieHne HbF (dperanbubiii remoriobun). Habmrona-
eTcs NOBBIIIeHHE (eppUTHHA B CHIBOPOTKE (serum ferritin),
CBHIBOPOTOYHOTO Kelie3a (Serum iron) ¥ HECBsI3aHHOTO (He-
npsimoro) Owmpy6una [4-6]. Takue nanneHTs HyKAA0TCS
B YACTHIX MEPETUBAHHUSIX KPOBH.

Tepmun “thalassemia intermedia” o3HauaeT Bce Te
KIMHUYECKHE CIydYad, KOTOpPbIE MOTYT BapbHpOBaTh OT
00BIYHOM OECCHMNITOMANTBHOM FeTePO3UTOTHOCTH 10 TSKE-
J0# roMo3uroTHoCTH. KiMHUYeCcKHe MPU3HAKH TIOX0XKU Ha
TAKOBBIC MPH TAIACCEMUH Major, HO MEHEe KECTKUE, HMe-

I0T OTCPOYEHHOE Hayajio U Ooisiee cinalblii Kypc JieueHusl.
Jluarnos ycraHaBIMBaeTCsl CPaBHUTEILHO IO3HO, B BO3-
pacre 4-5 ner. OTIIMYUTENEHONH 0COOEHHOCTBIO ATUX ABYX
TUIOB TanacceMu sBisiercs: Hannune HbA ¢ addexrus-
HBIM 3PUTPOIIOI30M U MIPUCYTCTBUEM HEKOTOPBIX B3POCIIBIX
SpuUTporUTOB. Ha HayanbHBIX ATanax MalueHTHI HE 3aBUCST
OT NepeIMBaHMs MM NIePEeTMBaHMsI KPOBH HE YacThIe.

“Tanaccemusi minor» — HauMeHee Tskemnasi opma 3a-
OosieBanus. [laneHTHI HE MPOSIBISIIOT OCOOOW KIMHUYE-
CKOI KapTHHBI MM BOBMOKHO YMEPEHHast OJIEIHOCTh KOXH,
CBsi3aHHAs ¢ Jierkod anemueil. JlaboparopHsle mokaszarenu
BBISIBIIIIOT aHEMUIO co 3HaueHuem Hb mo 1gr/dl Hrke HOp-
MbI. KOJIM4eCcTBO SPUTPOIIMTOB B KPOBH MOXKET OBITH HOP-
MaJIbHBIM WJIM, 4aile, BbICOKUM, 3HaueHus MCV, MCH u
MCHC 6onee muskue, HbA2 [7,8] BbIllIe HOPMEI.

MausipuiiHasi Teopusi MOXKET OOBSICHHUTH Pa3IHYHYIO
YacTOTy paclpOCTpaHEHHs [-TajacceMHUH B OIpEIeIICH-
HBIX permoHax AsepOaiimkana. M3BecTHO, 4TO NedHUIUT
B-T100MHOBBIX 11eTiei onpeaessieT nucbanaHe B COOTHOIIE-
HuM MeKAy HbA TTOOMHOBBIME LEMSIMH C TPCIMITUATALIH-
eil MIOOMHOBBIX LIENEH: e HEe MOTYT CBS3bIBATHCS MEXK-
Iy co0oii, B ciydae P-raiacceMun o0paszyercsi M30BITOK
o-1erei, B pe3ysibTar 4ero M3MEHsIeTCsl )PUTPOII0A3 U MPo-
JIOJDKUTENIHOCTD JKU3HH 3pUTpounToB. [lonanas B KpoBb
HOPMAaJIbHOTO YeNIOBEeKa, MAJISIPUIHBIN TJIa3MOIUNA HAXOIUT
JIOCTaTOYHO CyOcTpara Iyisi pa3BUTHSI M TTOPAKEHHUSI BCETO
OpraHu3Ma 4YeJOBeKa, BBI3bIBasl NIyOOKYIO THUIEPTEPMHIO
n rubenb opraHusma. Ilpu momaganuy B KpoBb OOJIBHOTO
TajacceMuell ¢ aHOMAJIbHBIM SPUTPOLUTOM MaJSIPHIHBIN
IUTa3MOMIU, He Haiiisg cyOcTpara, morudaeT, TeM CaMbIM
COXpaHsis KU3Hb OOJBHOTO coxpaHsiercs. Takum oOpaszoM,
MallsipuitHasi TeOpHsl pacrpoCTPaHEHHs TajlacCeMHUU 00bsiC-
HSIET BBICOKYIO 4acTOTy 3a00JI€BaHHsI IMEHHO B PErHOHAX C
YacTOil BCTPEYaEMOCTHIO MAIISIPUM B Ka4eCTBE aJlalTallly.
U xo14 B HacTosiiee BpeMs B AzepOaii/pkaHe YHUUTOKECHBI
98% ouaroB nokanuzauuu Maasipuu, B 2010 r. BeISIBICHO
Toibko 50 cimydaeB 3aboneBaemoctu Massipueit (P.vivax),
UCTOPHYECKOE PACIPOCTPAHEHUE IUIA3MOJIUSI OCTaBUIIO
CBOIi ciesi B TeHO(OH Ie a3epOailkaHCKOro HaceneHus [9].

Bricokas yacToTa Tanaccemuu B AsepOaiimkane 00b-
SICHSIETCS, KaK BBICOKOM YaCTOTOH KPOBHOPOJCTBEHHBIX
OpaxoB B CTpaHe, TaK U HCTOPUYECKUM PACHPOCTPaHEHUEM
MaJsIpUy B HEKOTOpBIX peruonax [10,11].

HAYYHO-TTPAKTUYECKWUA MEOVNLIMHCKUN JKYPHAJT



UCTOPUA U3YYEHUNA BOMNPOCA B ASEPEAUXAHE

XOTsi OCHOBOIIOJIO)KHUKOM H3YYCHUsI TajJacCeMUU B
Aszepbaiimkane 1o npaBy cuuraercs mpod. A.M.AxyHoBa,
O0OHapyKHUBILIAsl U M3y4YHBIIAsl PA3IMYHbIC ACIEKTBI 3TOTO
3a00yieBaHUsl CpeaM JeTei, OOJIBHBIX aHEeMHeH, BIEpPBbHIE
nH(pOpMaIMs 0 HATMYUU TajlacCeMHUH B AzepOaiipkaHe mo-
sIBUJIach B medatd B 1958 1., aBTOPOM KOTOPOH SIBISLTHCH
3.A.Apudosa u M.C.Cadapanuesa [12-14].

C 70-romoB Ha4aIO0Ch MHTEHCUBHOE M3YYCHHE YaCTO-
ThI PACHIPOCTPAHEHUS [-TaIacCeMUU CPEAN HACEICHHS pe-
CIyOJIMKY U KIMHUYECKOW KapTUHBI TedeHust oonesnu. Taxk,
nocse nmyonukaiyn B 1972 1. monorpaduu A.M.AXyH10BO#
«Tanaccemusi», pabOTBI 1O HCCIEIOBAHUIO PaCIPO-
CTpaHEHUsI, YacTOThl BCTPEYAEMOCTH, THIIOB MYyTallUH
B-Tamaccemun ObUTO OOHAPYIKEHO, YTO B PA3HBIX PETHOHAX
pecryOIiKE 4acToTa HOCHTelNel 3a00JeBaHHs MOXKET Ba-
prupoBats B ipenenax 0-17% (B cpenuem 8,7%), mpu 3TOM
KOJINYECTBO TOMO3HUTOT CPEIU HOBOPOXKICHHBIX COCTABIISIET
1:526 [14,15].

B panpHeHmMX HCCIENOBaHUAX YCTAHOBIIEHO, 4YTO
B A3sepOaiijpkaHe TakXKe HMMEET MECTO BCTPEUYaeMOCTh
B-ramaccemun coBmectro ¢ HbS, HbH, HbD, HbC u HbE
(dhopmamu remoriobuna [16-18].

Haunnas ¢ 1977 rona B pa3inuuHbIX reorpaduyecKkux
3oHax cneuuanucramu HUW remaronornu u tpancdysu-
omorun M3 Asepbaiimkana Obi10 obciaemoBano 14.017
YEJIOBEK B BO3pacTe OT 8 ;10 22 JIeT Ha MPeaMeT HATWYHs
B-tamaccemuu, cpeny KOTOPBIX ObUIO 7.558 MajBYMKOB U
6.459 nesouek. B 1977-1978 romax u B Axagemun Hayx
AsepOaiipkaHa TPOBOAMIMCH PAOOTHI [0 HCCICIOBAHUIO
«broxumuueckoro noauMopduMa reMornoOuHO- U JH-
3uMonaTuii B AsepOaiipkane», ¢ MPUMEHEHHEM METOI0B
n3onnekTpodokycupoBanus (MID), snexrpodopesa B mo-
nuakpuiamuaaom reiae (ITAAD) u ammmudukanuu [19].
[TpoBeneHHbIE UCCIICAOBAHUS MO BBISIBICHUIO I€MOIVIOOH-
HOTIATHH y HacedeHus AsepbOalikaHa MOKa3ald, YTO HaW-
0oJiee pacpoCTpaHeHHOUN (HOPMOH SIBIIIETCS B-TajmacceMust
[20].

Metonom D@ myTem BBIC3THBIX KCIEAUINH OBLTO
M3y4YeHO pacmpocTpaHeHue [-tamaccemun B 13 HacemneH-
HBIX MYHKTax 5 paiioHoB pecryOnuku, odcienoBano 2993
IIKOJIBHHUKA, CPEIH KOTOPBIX BBISBICHO 269 TETEpPO3HTOT.
[TonyueHHbIe TaHHBIC TOKA3aJIU, YTO [-TajJacceMusi Cpeu
00CIIe/I0OBaHHBIX IIKOJILHUKOB paclpe/iesieHa HepaBHOMeEp-
HO ¢ konebanueM dactoTel reHa ot 0,0053 o 0, 0848, mpu
cpenrem 0,0449, mpu kOTOPOM HamOOJCe HU3KHUE T'CHHBIC
4acTOTHl [3-TaJacCeMUM C HE3HAYUTENBHBIM KoJeOaHWeM
MOJIyueHbl B CellaX CeBepO-3alaJHOi 4acTu peciyOnu-
KH, HanOoJee BBHICOKHE B IOKHBIX OONACTIX peciyOInKn
[21,22].

B AH Asepb6aiimkana Obl1 pa3paboTaH METO HIACHTH-
(buKanuy pa3IMYHbIX BAPUAHTOB B-TallaCCEMHU Y TOMO3H-
TOT, 17e 3a ocHOBY B3AT MeTon MDD B [TAAT-mmacTuHKaX.
Wnentndukanuio BapHaHTOB [-TalaCCeMHH Y TOMO3UTOT
[IPOBOJIUIIN TIPU COUETAHUH I'€TEPO3UTOTHOM B-TanacceMun
¢ aHOMaJIbHBIMU TeMorioonHamu [23].

VYuurteiBas npeoOiagaHue BCTPEYACMOCTH TeHa ['-
tanaccemutt (59,73%) nan B° resom (40,27%), momyssmu-
OHHO-TEHETHUYECKHE HCCIICA0BAHUs [0 palloHaM I[OKa3a-
JIM, YTO TOJYYEHHOE COOTHOLICHHWE MYTAHTHBIX auieiei
B-TamaccemMuu B HAIIUX HMCCIENOBAHUSX cocTaBuia 14:38,
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T.¢. reH -Tamaccemun cocrapisier 73, 08%. B paznmuanabix
KIMHUKAaX Topoma baky 3ToT mokasarens paBeH 56,85%.
Takum o6paszom, cpean O6obHBIX Toposa baky Gonee yarie
BCTPEYAIOTCSI JIMIA C HOCUTENBCTBOM B-TalacCeMUH, UeM
MIPY UCCIIIOBAHUH B SKCIICAUIIMOHHBIX YCIOBUAX [22].

JanpHeiimme paboThl TOKAa3aIM HaJIWMYHWe TEeHETHYe-
CKOM TEeTepOreHHOCTH TallaCCEMUHU: HapsIy C «KIACCH-
YeCKUM» BapuaHToM [’-TamacceMuu, OBUTH BBISBICHBI H
JIpyrue MyTaIlOHHBIE PAa3HOBHIHOCTH; ['-TasacceMus
B COYETAHUM C MATOJOIMYECKUMH TI'eMOITIOOMHOMATHIMHU
HbS, HbE, HbD 1 HbC. ITo nanasim HUHM T'emarooruu u
[lepenmBanus KpoBH, ObLTa 0OHAPY)KEHA HEPAaBHOMEPHOCTH
pacmpocTpaHeHUs [3- TallaCCeMHUU B PA3TUIHBIX PETHOHAX
Azepbaitpkana. B Cagapakckom, ['azaxckom, [llexknHckoM,
Ory3ckom, ['abanuHckom, ArmaiickoM, Cabupabanckom
palioHax 4acToTa HOCHTENIhCTBA TeHa poctunia 10-20% Ha
100000 nacenenus, Torma kak B KemaGeke, Jlaunine, Jle-
puxe u Illax0y3e HOcUTENBCTBO TeHa cocTasisuio 0,5% Ha
100000 vacenenus. Ilo manaeiM MHCTHTYTAa MONEKymspHO#
buonormm 1 Monexynsaproit I'enetnxkn HAH AzepOaiin-
JKaHa, 9acTOTa TeHa [-TaJacCeMUH OTINYAIach HE TOIBKO
10 PErMOHAaM, HO M MEX]ly CE€JlaMu OIHOro pailioHa. B xone
HCCIICIOBAaHNH TaK)Xe€ yCTAHOBJICHO, YTO B BBICOKOTOPHBIX
paifonax PecrmyOmuKy HOCHTENBCTBO TeHA [-TallaCCeMHUU U
reMOTIIOONHOMIATHS S BCTPEYAINCh PEXKe, YeM B PABHUHHBIX
U [IPEArOPHBIX 30HaX. BO3MOKHBIM 00BSICHEHHEM SIBIISIETCSI
TPYIHOAOCTYITHOCTh BBICOKOTOPHBIX pailoHOB A3epOaiia-
JKaHa, 0OyCJIOBHBINAS MEHBILINHA MPHUTOK JIFONEH CO CTOpO-
HBI, a, COOTBETCTBEHHO, U TIPEMATCTBHE MPOHUKHOBEHHUIO
MAaTOreHHOT0 MYTAIIMOHHOTO I'py3a B TeHeTHYeCKUi (OH/
MEeCTHOTO HaceseHus [22].

B cBs3u ¢ uccrenoBaHneM MpoOIeMbI TalaCCEMHUHU B
1987 . AzepOaiimkaH TOCETHIIM MUPOBBIE CITEITUATMCTHI IO
U3Y4eHUIO AaHHO# pobiiembl —dkcniepT BO3 b.Monen u iu-
pextop mporpammsl «I enetnka Yenoseka» BO3 A.I'ynues,
KOTOPBIE COBMECTHO C MECTHBIMH CIIEIIHATICTaMH, pa3pa-
00Tay ¥ BHEIPWIIM SKCIPECC-METOM JJISI MacCOBOM Ama-
THOCTHKH Pa3InuHbIX (POPM M COUETAHUIT HACIESICTBEHHBIX
TeMOTJIOOMHOMIATHH Y HOBOPOXKACHHBIX, JKCTParupoBaH-
HBIX U3 BBICYIICHHBIX IATEH KPOBU HA YJIBTPATOHKHX IO-
JTUAKPUITaMHAIHO-aM(OJTMHOBBIX ~ IUTACTHHKAaX. MVMH  co-
CTaBJieH HA0Op AMAarHOCTHYECKUX TECTOB I CKPUHUHTA
TETepO3UTOT MO P-TalacceMUu BO BpeMsi OEPEMEHHOCTH C
WCTIONIb30BaHUEM KOMIUTEKca 13 KIMHUYEeCKUX U OMOXMMHU-
YECKMX I10Ka3aTeJIed C y4eTOM BBICOKOM YaCTOThl Hapyllie-
HUS SPUTPOIIUTA CPEAN HACETCHHS PECITyOnuKku (aeuuuT
I0K03a-6-hocdaraernaporeHassl,  Keae30aeGUIIUTHAS
aHeMHs, TaJJaCCeMHUs M HAJIMYHe TeHa CEePIIOBUIHOKICTOY-
HOCTH), BIUSIOMNX Ha JHATHOCTHKY [(-Tamaccemuu. IIpo-
BE/ICHHBIC MICCIIEIOBAHUS Ha OCHOBE 3THX Pa3pabOTOK MO-
Kazaju, 4yto mouTe 6 u3 100 oOciie1o0BaHHBIX OCPEMEHHBIX
MMEITN HOCUTEIHCTBO HACIIEICTBEHHBIX TeMOTIIOOMHOMATHH
[24-26].

B konne 80-x — Hauyane 90-x IT. ObUIM yCTAHOBIICHBI
OCHOBHBIC THITBI MyTalW{, XapaKTEpHBIC I HEKOTOPBIX
pernonoB AsepOaiimkana HaeHTruGHUINPOBAHBI BOCEMb
TUIIOB MyTauuil [-mo0MHOBOrO reHa, Haubosee Xapak-
TEpHBIC 7151 HACENCHHs PECITyONUKH, U YCTaHOBICHBI Ya-
crothl ux Berpedaemoctr: B° codon 8 (-AA) - 35,11%, B°
IVS-II-1 - 22,87%, BTVS-I-110 —12,77%, B*IVS-I-5 -
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9,04% - B 0011IEH CIIOKHOCTH cocTaBsioT 79,8%, B° codon
8/9 —3,15%, B°codon 82/83 —1,5%, Prcodon 30 - 1,06%,
B IVS-I-130 — 0,53% B cymme cocramisitor 6,38% Beex
nieHTHUINPOBaHHBIX MyTanmid. Pacmmdpoano 86,2%
MyTauui 3 -I0OMHOBOTO reHa y HaceneHus A3sepOaiin-
kana. CoctaBiieHa reHoreorpaduueckas kapra st 952
aiyenaeld 1 BOCBMHU THUIIOB MyTaluii B-IIIOOMHOBOTO T'eH B
162 xpomocomax, BKIIIOUaroIas aAMUHUCTPAaTUBHO-TEPPHU-
TOpHUAJIbHBIC, 30HAJIbHBIC, & TAKIKC 3THO-TCPPUTOPHUAJILHBIC
0COOCHHOCTHU MX PacHpeIeiCHUs. YCTAaHOBIICHO, 4TO 5 U3 §
myTaimi - §*-1-110, p°-2-1, f*-1-6, f*-30 u B*-1-130 — pa-
Hee OOHApYXEHBI M IHPOKO PACTIPOCTPAHECHBI B CTpaHax
Cpenuszemuomopckoro Gacceitna, B° -8/9 — B Asmarckux

cTpanax. 2 mytaiuu - 3°-82/83 u B°-8 siBastrorcest aHAEMUY-
HBIMH IS HacesieHus: A3epOaii/pkana, nepBasi U3 KOTOPBIX
oOHapyxeHa BIIEpBbIC. bbuIO c/enaHo mpearnonokeHue,
4yro Hanuuue MyTtanuu codon 8(-AA) B BRICOKMX 4acTOTax
35, 11% y HapoaHOCTEH, IpOXKUBAONINX B A3epOaiikane,
CBUJICTENBCTBYET O MUTPALIMU 3TOH MyTallMd U3 3TOTO pe-
ruoHa B Manyio Asuto (HbrHemHsst Typuus), a 3aTeM U B
EBpomneiickue nomynsmu [18,24,27].

B nagane 90-X IT. B X0Zie COBMECTHBIX MCCIIEIOBAaHHUH
¢ YuuepcureroM Typuuu «HykypoBa» U MEAMLMHCKUM
koiempkeM mrata Jpxopmkus (CILIA) B AsepOaiimkane
ycTaHOBIIEHBI 20 TUITOB MyTaIlUii, XapaKTEpHBIE IS PeCITy-
omuku (Tadmn.1) [27,28].

Tabn.1. Tunbl myTauun B-tanaccemumn B AzepbanaxxaHckon Pecny6nuke u yactota ux

pacnpocTpaHeHus
MyTauus Tun |IlposiBiieHue Hapymenue 3Tana Yacrtora Bo3nukHoBeHue
Fs codon 8 (-AA) po Major, intermedia Tpancsiius MPHK 21.2% Cpenu3eMHOMOPbE
IVS-1I-1 (G>A) e Major Ipoueccunr MPHK! 21.2% CpenuseMHOMOpbe
IVS-I-110 (G>A) B* Major IMponeccunr MPHK ? 21.2% CpenuzeMHOMOpPbE
IVS-1-6 (T>C) B* Intermedia ITponeccunr MPHK ® 7.0% CpennzeMHOMOpbe
Fs codon 44 (-C) o Major Tpancasmmsa MPHK 3.1% Kypasr
Codon 29 (C>T) B* HewussectHoe IMpoueccunr MPHK? 3.1% Jlusan
IVS-1I-745 (C>G) B* Major Ipoueccunr MPHK 2 3.1% CpenuzeMHOMOpPbE
Fs codon 82/83 (-G) po Intermedia Tpancsims MPHK 3.1% Azepbaiimpxan
-30 (T>A) B* Intermedia Tpanckpunuus 2.0% Typku, bonrapst
Fs codon 8/9 (+G) po Intermedia Tpauncusauus MPHK 2.0% Wuust
Fs codon 16 (-C) e HewussectHoe Tpancmosiusa MPHK 2.0% WNnpus
Codon 39 (C>T) pe Intermedia, major Tpancsiius MPHK 2.0% Cpenu3eMHOMOPbE
IVS-I-1 (G>A) e Major Ipoueccuar MPHK' 2.0% CpenuzeMHOMOpPbE
Fs codon 36/37 (-T) po Major Tpauncusus MPHK 2.0% Kypsr
-28 (A>0) B* Major Tpanckpunuus 1.0% Kypast
CAP +22 (G>A) B* Intermedia CrabunsHocts MPHK 1.0% Typku, bonrapsr
IVS-I-5 (G>T) B* Major Ipoueccunr MPHK 1.0% CpenuzeMHOMOpPbE
IVS-I-5 (G>C) B* Intermedia, major Iporeccunr MPHK ? 1.0% Wnnus
IVS-1-128 (T>G) B* HewussectHoe Ipoueccunr MPHK? 0.5% ApaOsr
Codon 30 (G>C) pe HewusBectHoe Iporeccuar MPHK © 0.5% AdpoameprkaHIibl
Ilpumeuanue:

' — OtmeHna crutaiicunra B caiire 5°; 2 — HoBbIl akienTopHblii 5°-caiiT; * — J[ONMONHUTENbHBIN CIUTAHCHHT B 5’-caiiTe;
4 — Cosanne HEM3BECTHOTO caiiTa CIUTaiiCHHTa B 9K30He; ° — Peykitus crumaiicunra B 5°-caiire; © — OTMeHa CIutalicHHTa B

3’-caiite (29)

C 1989 no 1992 rr. B AzepOaiimkane JONOTHUTEIHEHO
3aUKCHpOBaHO emie 3 Tuma myTtamit ’-tamaccemun ma-
jor - codon 14 (+T) u codons 22/23/24 (-GAAGTTG wunu
-AAGTTGG), xoTOpBIE SIBISIOTCS TOBOJIBHO PEAKUMHU U HO-
BBIMH MYTaLMSIMH ISl pECIyOJIMKH ¥ BCTPEYAIOTCS C 4acTo-
toit 0.9% u codon 15 (G>A) - ¢ yactoroii — 2.8%, KOTOpBIiA
6onee xapakrepeH a1t FOro-socrounoit Aszun [18,30,31].

B toT e nepuon Apyroi ucciie0BaTeNbCKON Irpynnou
cpenu nonyssiiun Azep0aiikana 0OHapyKEHBI 1B PEIIKUE
mytanuu BP-Tanaccemus-major - codon 5 (-CT), xapakrep-
Hast st CpeamzeMHOMOpbst U f'-Tanaccemus-intermedia
— -88 (C>A), pacnpocTpaHeHHasi CPEeU UPAHCKUX KYP/IOB
[24,32].

B Asep0aitipkane B 2001-2003 T npu ¢puHAHCOBOI
MO/IZICPIKKE OTHOM U3 3apyOeKHBIX HE(TSHBIX KOMIIAHUH U
IMpaBUTECIILCTBA SInonun MMPOBEACHBI CKPUHUHI-UCCIICIOBA-
HUS T4 BBIABJICHUA CJIYy4Ya€B TaJIaCCEMUUN CPEAU HACCIICHUA

YeThIpeX KPYMHBIX paiioHOB cTpaHbl (JIenkopans, Illeku,
loituaii n ['abana). B xozne mpoBeneHHBIX pabOT MECTHBIC
UCIIOJTHUTEIIbHBIC BIACTH M OOLIECTBEHHOCTh MPOUHpOp-
MUPOBAHBI O LIEJSIX POEKTA, TPOBEICHA TPOCBETHTEIIBCKAS
paboTa cpei MECTHOTO HACEICHHsI M MEJUIIMHCKUX paboT-
HUKOB, BBISIBJICHBI HOCHUTEIH 3200JI€BaHNSI CPEIU MOJIOJICIKH
1 OCYILIECTBICHO MEJIMKO-TEHETHIECKOE KOHCYIETHPOBAHUE
¢ HuMH. B pamkax mpoekra ucciegaoano 8099 momombix
JIIO/IeH, CpeZI KOTOPBIX BBISIBJICHO 866 HOCUTENEeH Tanacce-
muu u 156 nHocureneit HbS [33].

Asep0aiimkanckas PecrnyOnrka Bkimtoyaet 66 aqMUHNI-
CTPaTUBHBIX PAHOHOB, U3 KOTOPBIX B 20-TH B XOJI€ MOMYIS-
ITUOHHBbIX I/ICCHCI[OBaHI/Iﬁ BBISABJICHBI CJllydan B-TaHaCCCMI/II/I,
COBMECTHO MJIM Pa3/ielIbHO C aHOMAJMSIMU T'eMOIIOOMHA
(Tabm.2). KoanuecTBO reTepo3uroT B CPeIHEM IOCTUTAI0
17%, wactora HbS nocturana 3,42%, HbE u HbD Oblaun
oOHapyxeHbl y 2-X 00nbHbIX [11].

HAYYHO-TTPAKTUYECKWUA MEOVNLIMHCKUN JKYPHAJT



Tabn.2. PacnpocTtpaHeHue B-tanaccemun n HbS B pannoHax AsepbamgxaHckon Pecny6nimvku

Paiionbl KosimuecTBO 00C1€10BAHHBIX Yacrtora p-ranaccemun, % Yacrtora HbS, %
Arnam 581 0.0751 0.0013
Axcy 411 0.0385 0.0019
Actapa 502 0.0393 0.0016
babek 418 0.0423 0.0035
I'abana 847 0.0841 0.0173
T'enebex 540 0.0043 0
Totiyait 330 0.0415 0.0023
Xanmap 421 0.0338 0
Xauma3s 599 0.0291 0.0089
XbIHAJIBIT 365 0 0
Mmunum 319 0.0425 0
Jxyneda 77 0.0455 0
Kazax 288 0.0550 0
I'y6a 555 0.0322 0.0015
I'ycap 394 0.0261 0.0019
Jlaupin 122 0 0
Jlepuk 103 0.0149 0
Orys 338 0.0580 0.0080
Opny6an 152 0.0526 0
Cabupaban 263 0.0645 0
Canapax 271 0.0429 0.0031
[[Tax0y3 75 0.0208 0.0208
[lexun 473 0.0559 0.0017
Tap-Tap 217 0.0333 0
Ymxap 463 0.0515 0.0083
3akaraia 420 0.0336 0
Bcero 9552 0.0433 0.0040

YuuteiBasg OTCYTCTBHE TOCYAAPCTBEHHOTO PErHCTpa
HACJIEACTBEHHBIX 3a00I€BaHMI, B TOM YHCIIE U 00IIEH Oa3bl
JAHHBIX 10 TUIIAM MyTalHi B-TagacceMuu U TaHHBIX 00IIe-
peciyOIMKaHCKOTO MOHHUTOPUHTA, paboThl MO MCCIIeI0Ba-
HUIO PaclpOCTpaHeHHUs JaHHOW nartosioruu B AzepOaiipka-
He npofoikatoTes. Tak, J0NOIHUTENbHbIE NCCIICIOBAHNUS B
LIECTH paiiloHaX PecrnyOIMKH BBISBUIU CICAYIOIIHE MyTa-
uuu B-tanmaccemun: B ['axckom paiione - $°codon 8(-AA),
B IVS-I-110(G-A); B MacauHckoM paiione - B°codon 8/9
(+G), BIVS-II-1(G>A), B'TVS-I-110(G>A), B Cusizanckom
u JluBuunHckoM paiionax - BIVS-I-110(G>A), B°IVS-II-
1(G>A), B Kiopnamupckom paiione - B°IVS-II-1(G>A),
BTVS-I-110(G>A), P°codon 8(-AA), BIVS-I-5(G>S),
BIVS-I-6(T>S), B°IVS-I-1(G>A), f°codon 30 (G>C) [34].

B Oomnee mno3gHUX HCCIENOBaHUSX OOHAPYXKEHO S5
TUIIOB MYTAallMi B CIEAYIONMX pallOHaxX pPecrnyOlIuKd -
B CaammHckoM paiioHe AsepOaiipkaHa OOHapyKEHBI
B TVS-1-110(G>A) u B'IVS-1-5(G>S), B Canbsne B'TVS-I-
110(G>A), B°codon 8(-AA), B°IVS-11-1(G>A), B r.lllupsan
- B'TVS-I-110(G>A), B°codon 8(-AA), B°IVS-II-1(G>A),
B TVS-1-5(G>S), B TVS-1-6(T>S), B Ixanunadaze - BTVS-
[-110(G>A), B°codon 8(-AA), B T'obycrane - B'TVS-I-
110(G>A), B°codon 8(-AA), B Tay3ckom paiione - B'IVS-
[-110(G>A), B°IVS-II-1(G>A), B AxcradguHCKOM paiioHe
- BIVS-1-110(G>A). B . lllupBaH Takxe BbISBICHbI [IECTh
ciyuaeB Bapuanta HbA/S [35-37].

SCIENTIFIC-PRACTICAL MEDICAL JOURNAL

JIOTONTHUTENIFHO ~ 3aperuCTPUPOBaHbl  penkue  (op-
Mmel tanaccemun B-IVS-1-130 (G>C) u B°codon 37
(TGG>TGA) y onHoro manuveHTa B BUAEC KOMIAyHIHOCTH
[38]. Otu Tunbl MyTauuii oOHapykeHbl B A3zepOaiimkane
BIICPBBIC, SBISIOTCA JOBOJIBHO PEIKUMH M MIPOUCXOIAT U3
Typuun n Ucnanun [39].

Taxum 006pa3oM, MHOTOJICTHHE HCCIICOBAHUSA 10 H3-
YUEHHIO YaCTOThI PACIIPOCTPaHEeHUs [} — TalacceMuii B pe-
cryOJIMKe NOKa3aJii, 4TO BHICOKAsl 4acToTa [3 — TajacceMuil
HaOIIOMAaeTCsl TONOCON OT CeBEepo-3amaaa 10 I0ro-BOCTOKa
pecnyonuku. B oTmenbHbBIX perroHax AsepOaiimkana 10
20% maceJeHUs MOpPaXEHBI TaHHOW MATOJNIOTHEH, JyacToTa
TOMO3HUTOTHBIX 00NbHBIX 1:530 HOBOpOXKACHHBIX. [10 maH-
HbIM MMHHCTEPCTBA 31paBOOXPAHEHMsSI, Ha CErONHSAIIHUI
JeHb B A3zepbaiimkane 3apeructpupoBano cssire 2000 ro-
MO3HMIOTHBIX 00JbHBIX [-Tanaccemucii [40]. B psiae paiio-
HOB TEMITbI PACIIPOCTPAHEHHUS T€HA TAJTACCEMUH JOCTUTAIOT
PEKOPIHOTO TOKa3aTensi, CpeAHee COOTHOIIECHHE HOCHTE-
JIe TanacceMHH M YHCICHHOCTH HACEJICHHUS COCTaBIIET §
MPOLIEHTOB, T.€. KAXbIA 12-1i )KUTENb HallleH peciyOIuKu
ABJISICTCA HOCUTEJIEM 3TOTO MaTojIorHueckoro rexa. Io nan-
HbeIM ['ocynapctBernnoro Komurera Craructuku AzepOaiin-
saHckoit Pecriyomuku, eciu B 2005 1. KOIMYECTBO BIIEPBbIE
3apETUCTPUPOBAHHBIX OOIBHBIX TaTacCeMHEN JeTel B BO3-
pacte 0-17 xer cocrasmsio 7.2, To B 2011 rogy 3ToT moxa-
3arens poctur 13.1 Ha 100.000 uenosex [40]. [To mporHosy
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BO3, ecnu npodunakTrka Tanraccemun B AsepOaiikaHe
He OyJeT opraHu30BaHa JOJDKHBIM 00pa3oM, YUCIO OOJIb-

NYTU NPO®UNAKTUKU U NTIEMEHUA

Bricokasi yacToTa TanacceMHM CO3[aeT CyIIEeCTBEH-
HBIE COLIMAJIbHBIE POOJIEMBI, B TOM YHCIIE, TaKylO KaK He-
00XOMMOCTh B YacCThIX NepesiuBaHusaX kposu. [locnennee,
B CBOIO OY€pe/lb, CO3/1aeT OOMbIINEe POOIEMBI C HAKOILIE-
HHUEM KeJle3a B OpraHn3Me OOJIBHBIX, KOTOPOE HE0OXOIMMO
BBIBOAUTH U3 OPraHHU3Ma OYEHb JOPOTOCTOSIIMM HUMIOPT-
HBIM IIperiaparoM «Jlecdepan.

VYuuThIBast cepbe3HOCTh podieMsl, B 1989 1. B Asep-
Oaifypkane Obuta co3nana PecrnyOnukanckas Accormarys
Ponureneii nereit, 00bHBIX Tamaccemueil, koropas B 1998
. Obuta nepenMeHoBaHa B «CaBab nyniace» («Mup [o-
OpeIxX 1em»), a B 1999 1. crana wieHoM MexayHapOIHON
Oenepanun Tanaccemuu.

B 1994 r. 6pu1a MOATOTOBIICHA ITPOTrPaMMa O KOHTPO-
JIFO TajacceMuu B AzepOaiimkane [42].

B xozne Hay4HBIX HCCIIEA0BaHUM 110 yCOBEPIIEHCTBOBA-
HUIO CYIIECTBYIOIINX METOJOB Teparuy M MpOQHUIaKTHKI
3aboseBanust B HUM I'emaronorun n Tpancdysuonoruu no-
Ka3aH NPexXOAsIIUi XapaKTep yTHETArOIEero BIUSHUS CILIe-
HOKTOMHUH Ha UIMMYHHBII CTaTyc OOJIbHBIX TajacceMuei u
JIOKa3aHbl TPEUMYILECTBA CIIONb30BaHus M1azmadopesa B
KaueCTBE aJIbTEPHATUBHOIO METO/A MPEeRyNpEeKICHUs Pa3-
BUTHsI TreMocujepo3a. Kpome Toro, mponeMoHCTpUPOBaHO
MPOTHOCTUYECKOE 3HAYEHHE AKTUBHOCTU METall-3aBHCH-
MBIX (DEPMEHTOB B KIIMHUYECKOM TEUEHUH TaJlacCEMHH, J10-
Ka3zaHa pojb crenuduiecknx M3MEHEHUH oOMeHa IMHKA,
MEM, MarHusi B Pa3BUTUHM OCIOKHEHHH MPH TaIacCeMUH,
0XapaKTepH30BaHbI IPOOIEMBI ICHXOJIOIMYECKOT0 XapaKTe-
pa, Habronaromuecs y OOJIbHBIX TallacCEMHEH U WICHOB X
cemeii [43].

B 2000-2001 rr. B ropoaax I'tamxe u lllexn Munznpas
peciyOJIMKN OpraHu30Ball CIICLHaIN3UPOBAHHbBIE CTAaINO-
Hapbl /IS JIeueHHsT OOJBHBIX C HACJEICTBEHHBIMHU 3a0oIre-
BaHMSMH KpoBU M obecnedenust «Jlechepanom» GONBHBIX
TajgacceMHUeH.

Vkazom IlIpesunenra PecnyOnmkn ot 3 mas 2003
MOATOTOBJICHA TIPaBUTENILCTBEHHAS! IporpamMmMa I0 obe-
criedeHnio 3akoHa AsepOaiimkanckoit PecnyOmukun «O
rOCYJapCTBEHHOW 3a00Te OOJNBHBIX HACIEICTBEHHBIMHU 3a-
OoneBaHUsIMH KpOBH, TeModuiarell n tanaccemuein». OHa
HaIpaBlIeHa Ha NpPeAyNpexIeHHe AATbHEWUIIEro pacipo-
CTpaHEHMsI HACJIE/ICTBEHHbIX 3a00JieBaHNH KPOBU B A3ep-
OaifijpkaHe W YITy4IIEHHWsS MEAUIMHCKOTO OOCITy)KHBaHHS
CYIIECTBYIOLIMX OONBHBIX TajlacceMuell: obecrieueHne He-
00XOMMBIMH KOMIIOHEHTaMU KPOBHU, MEIUIIMHCKUMH IIpe-
rnaparamu ¥ MarepHajaMu.

C wmenbro obecrieueHust OOMBHBIX TajdacCeMHUCH Kpo-
BBIO, TIPOBEJICHBI paboThI MO IpolaraHjie AOHOPCTBa cpe-
v HaceneHus pecryonuku. Tak, B 2002-2006 rr. corac-
Ho IIporpamme pazsutuss OOH (UNDP) npu ¢unancoBoit
noj/iep>Kke NpaBuTenscTBa HopBerun mpoBeneH MpoeKT
«Peabmmranus ciryx0bl KpoBH A3epOaiipKanay.

B 2005 r. IIpesunentom AsepOaiiinkanckoin Pecmy-
Onmkn noxnucad Yka3 «O JOHOPCTBE KPOBH, KOMIIOHEHTOB
KpOBH 1 cityx0e kpoBu», B 2006 1. KabnaeTrom MuHHCTpOB
yrBepxkaeHa IIporpamMma no obecrneuenuto passurus [lo-
HOPCTBa KPOBU M KOMIIOHEHTOB KPOBH U CIIY>KOBbI KDOBH.

HBIX, MOJBEPIKEHHBIX ITOMY 3a00JIeBaHUIO, B TeueHHe 45
JIET JOCTUTHET 16 Thicsa4 yenoBek [41].

TANACCEMWU B ABEPBAUKAHE

B 2005 rogy no ununuaruse [pesunenra @onna [eii-
Japa Anunesa rocrioxu Mexpuban AnreBoid ObIIIO IPUHATO
peleHue o co3aHnu B PecniyOnrke crienuani3upoBaHHOTO
LIEHTPA 10 JICYCHUIO OOJIEHBIX TallacCEMHEH.

B 2006 1. Kabunerom MunnCTpOB A3epOaiikaHCKOM
PecnyOnmuku yrBepskiena ['ocynapcTBeHHas mporpaMma 1o
I'emodmmu u Tanmaccemun, B paMKax KOTOPOW €XKEroaHO
BBIJICIISIIOTCSl TOCYJAPCTBEHHBIE CPEACTBA Ha OecruiaTHOE
nedeHue OOJIBHBIX 3TOM Kareropuu HaceaeHus. Kpome roro,
MUHHCTEPCTBO 3APaBOOXPAHEHUS CTPAHbI IPOBOAUT AKLIUU
IO cJlade KPOBH ISt OOJIBHBIX TaJlaCCEMHEH.

®onpom ["Anuesa B 2009 r. ocHoBan LlenTp Tanac-
cemu B r.baky, ¢ LeNbl0 CO3AaHUS CHENUATN3UPOBAHHOTO
MEJMIMHCKOTO [EeHTpa M 0aHka KpoBH B AszepOaiimkane,
pa3BUTHS JOOPOBOJILHON JOHOPCKOH CIryObI [uisi obecrie-
YEHUsI CTPaJalolIUX OT TaJlACCEMHHM JieTell Oe30macHoi u
KaueCTBEHHOI KpPOBbIO, IPOCBEIIECHUS HACEIEHUS B LIEJSIX
HOPEeIyHNpexaAeHUs] PacHpOCTPAaHEHUs [TaHHOH MaToJIoruu
U PAacUIMPEHHs COTPYIHUYECTBA CO CTPaHAMH, BEAYIIHMU
060pb0y c 3a00IcBaHUEM.

B nacrosiiee Bpemst no uuunuaruse Accouuanuu Ta-
naccemun AszepOaiimkana «Caad nyHidace» B AzepOaiin-
J)KaHe MPOBOASTCA KaMIIAHUU, MOCBSIIEHHbIE aruTallu
HaceJeHUs: Ha Oe3BO3ME3HYIO Clady JIOHOPCKOW KpOBH.
Kpome Toro, nposesieHa KaMIaHus, CTABUBIIAs 3a/1a4y HH-
(bopMupoBaHUs JIIOJEH O TalacCeMHMHU W HEOOXOANMOCTH
MIPOBEPKH HA HOCHTEJILCTBO 3a00JI€BaHMs Iepe]] BCTyILIe-
HHUeM B Opak. B pamkax meponpusituii «lllkona nannuenray
JlaHa oOmmpHas HHGOPMAaIK U PEKOMEHIAIMH 110 MoJIep-
JKaHUIO 3710pOBOT0 00pa3a KMU3HH NpH TanacceMud. Jlroau,
CTpa/ialoIue 3TUM 3a00JIeBaHUEM, MOIYUMIIN KBaIA(HUIIN-
POBaHHBIC PEKOMEH/IAIINH B ATON 00IACTH.

Kabunerom mMuHHCTpOB A3epOaiijkaHa yTBepiKaeHa
[TporpamMma MeponpHATHH 1O NMPOQHUIAKTUKE U JIEUCHHIO
Tanaccemun Ha 2011-2015 roasl. B pamkax atux meponpu-
SATUH yCOBEPUICHCTBYETCS padoTa 10 MpPOBEAECHHIO MEpo-
INpUATUI, HANIPaBICHHBIX HA NPOBEJCHUE NEPHUHATAIBHOTO
CKPHMHHHTIA IUIO/Ia BO BpeMsI OEpEMEHHOCTH JKSHIIMHBI, Ha
paHHee BBISBIEHHE IaTOJIOTMYECKOTO IE€HA TalacCeMHU
CpPe/u JINL, JKEeJAOLIUX BCTYIUTH B Opak, a TakKe Cpelu
HOBOPOXKJICHHBIX.

YunThIBas BEICOKYIO 4acTOTYy MHOPHUAMHTA B HEKOTO-
pBIX paiioHax AszepOaiipkaHa, MPOMCXOAUT TOMO3UIOTH3A-
LS KayKA0T0 MaTOJIOTHYECKOro IeHa B OTAEIbHOCTH, a TaK-
’K€ BO3HHKHOBEHME MX HOBBIX COUETaHHH. DTO 3aTpyIHSET
HE TOJBKO JUATHOCTHKY, HO U JICUEHHE TOMO3UIOTHBIX CO-
cTOosiHMI TanacceMuu. OfHAKO BBISBICHHE OCOOCHHOCTEH
HOMYSILIMOHHO-TEHETUUECKUX XaPaKTEPUCTUK HAaCEIeHHUs,
COCTaBJICHHE TeHOoreorpaduyeckoil KapTbl MyTalWi, cO-
CTaBJICHUE perucTpa M MHPOPMAIMOHHON Oa3bl MOBBICST
KauecTBO J00payHOrO W IEPCHEKTUBHOTO MEIMKO-TeHe-
TUYECKOro KOHCYIbTHUpoBaHus. Kpome Toro, naHuele uc-
ciieoBaHusl Oy/yT CIIOCOOCTBOBAaTh BHEAPECHHUIO MPAKTHKH
TPaHCIUIAHTAIMM, B TOM YUCJIE€ U CTBOJIOBBIX KJIETOK, IIPU
TaJIaCCEeMUH, KOTOPAsl Ha JJAHHBIH MOMEHT B A3epOaiikane
HE MPOBOJUTCSL.

[IpocBerurenbckas paboTa cpein HaceleHUs!, BHEIpe-
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HUE U pa3paboTka SKCIPECC-METOI0B U JUArHOCTHYECKUX  JICHHBIX, IPUMEHEHHBbIE B PaboTe MEIMKO-TeHETHYECKOTO
TECTOB ISl CKPUHMHTA TaJlaCCEMHUI BO BpeMsi OEpeMeH- KOHCYJIBTHPOBAHUS, MO3BOJIST Pa3padoTaTh KOHIEHIIMIO UX
HOCTH, TIPEHaTaJbHOW JMArHOCTHKH IUIO/A, Y HOBOPOXK- MPOQUIAKTHKH.

JINTEPATYPA

1.
2.
3.

11.

12.

13.

14.
15.

16.
17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

SCIENTIFIC-PRACTICAL MEDICAL JOURNAL

Petrou M. Screening for beta thalassaemia. Indian J Hum Genet. 2010;16:1-5.

Wajcman H, Prehu H, Bardakdjian-Michau J, et al. Abnormal Hermoglobins. Hemoglobin 2001;25:169-181.
Dell’edera D, Pacella E, Epifania AA, et al. Importance of molecular biology in the characterization of beta-
thalassemia carriers. Eur Rev Med Pharmacol Sci. 2011;15:79-86.

Giordano PC. The effect of iron deficiency anemia on the levels of hemoglobin subtypes: possible consequences for
clinical diagnosis. Clin Lab Haematol. 2003;25:203.

Harthoorn-Lasthuizen EJ, Lindemans J, Langenhuijsen MM. Influence of iron deficiency anaemia on haemoglobin
A2 levels: possible consequences for beta-thalassaemia screening. Scand J Clin Lab Invest. 1999;(59):65-70.
Madan N, Sikka M, Sharma S, Rusia U. Phenotypic expression of hemoglobin A2 in beta-thalassemia trait with iron
deficiency. Ann Hematol. 1998;77:93-6.

Mosca A, Paleari R, Ivaldi G, et al. The role of hemoglobin A (2) testing in the diagnosis of thalassaemias and
related haemoglobinopathies. J Clin Pathol. 2009;62:13-7.

Pornprasert S, Kasemrad C, Sukunthamala K. Diagnosis of thalassemia on dried blood spot samples by high
performance liquid chromatography. Hemoglobin 2010;34:486-494.

World Malaria Report. Geneva: World Health Organization; 2012. P.97.

Modell B, Kuliev AM. Social and genetic implications of customary consanguineous marriage among British
Pakistanis. Galton Institute Occasional Papers, Second Series, No 4, 1992.

Rustamov R, Rasidov S. Azerbaycanda Hemogqlobinopatiyalarin klinik, hematoloji ve molekulyar xususiyyetleri
ve onlarin Respublika erazisinde yayilmasi qanunauyqunluqlari (in Azerbaijan). In Abstracts book: International
Conference: Actual problems of thalassemia; 2007 May 10-11; Baku, Azerbaijan. P.45-68.

Hasanov A. Talassemia Azerbaycanda — esas merheleler. In Abstracts book: International Conference: Actual
problems of thalassemia (in Azerbaijan); 2007 May 10-11; Baku, Azerbaijan. P.207.

AxynnoBa AM. Tanaccemus B Azepbaiimkanckoit CCP (pacmpocTpaneHue, KIHHUKA, JeucHue)//IIpodnembl
remarosioruu 1965.-Ne7.-C.10-8.

Axynnosa AM. Tanaccemust. — baky.-Azepnenip.-1972.

Pycramon PIII, 'au6os HT, Axmenosa HM, u np. PacripocTpaneHre HacIeICTBEHHBIX TeMOTTIOOMHOTIATHIA B
Azep6aiimkane // [Tpodiemsr remarosnoruu .-1981.-Ne9.-C.12-6.

I'asues /II'. a-Tanaccemus B AsepOaiimxane//I emaronorus u Tpancdysuomorust .-1985.-Ne10.-C.8-13.

upunosa DA, Axynnosa AM, Tokapes IOH, u np. I'emorno6un E B AzepOaiimkanckoii momyssiiuu // IIpoGiemsl
remarosnoruu.-1981.-Ne9.-C.51-3.

Tagiev A, Surin V, Lukianenko A, et al. The spectrum of B-thalassemia mutations in Azerbaijan. Human Mutations
1993; 2:152-4.

PacysnoB EM, Moscym-3ane KM, Mextues HX. [Ipumenenue merona uzoasnekrpodokycuposanus B [TAAT st
BBISIBJICHHSI TEHETHUECKO reTeporeHHoCTH B-rasaccemun. Pykonucs nenonnp. Bo BHUMMU M3 CCCP Ne 5343-
82. M. 1982.-C.11:11.

Pacynos OM, I'imuunorny O, Hamkados AK, Marepamosa CT, u np. TectupoBanue myTanuii 6era-

rnobmHoBOTO TeHa MeTonoM APMC //Marepuanst VII cre3na AzepOaitmxanckoro O0mecTBa reHETHKOB U
ceneKknnoHepos.-1994.- baky, Azepbaitimkan, C.197-8.

JxaBanoB @I, 3eiinanosa AP, Pacymos DM, u ap. M3ydeHnne HEKOTOPBIX TE€HETUKO-IEMOTpa(pUIECKUX 1
MOMYJISIIIMOHHBIX MOKa3aTeNeil CTyeHTOB MeanIMHCKoro (akyiasrera A3I'MYB uMm. A.Anuesa. /Mat.Hay4uHO-
MPaKT.KOH(. «AKTyaJIbHbIE BOIIPOCH (PU3MOJIOTUH U ITATOJIOTHHU YEIIOBEKa, TOCBAIEHHOH 150-neTnio co nus
poxnenust U.I1.I1aBnoBa; 1999; baky, Azep6aiimxan.-C.230-2.

Moscym-3ane KM, Pacynos EM, Axynnoa AM, u np., CoueTaHue reHeTHUYEeCKH Pa3InyHbIX SPUTPOLIUTAPHBIX
HapyImIeHnH 3-TaJacceMuyl ¢ aHOMAJUSIMH CTPYKTYphI reMorioouHa u nedururom I'6@/] // Uzsectus AH Azepd.
CCP. Cepus 6uonorngeckux Hayk.-1980.-Ne4.-C.110-6.

Mycaee MA, Ddennues AM, Ackeposa TA. N3031ekTpodoKycrpoBaHre B MOTHAKPIIIAMIIHOM TS IS
M3Y4YEHUsI METTeMOIIOONH PEAyKTa3bl IpUTPOLUTOB //A3epbaiikanckuit Meanunckuii Xypuan.- 2007.-Ne3 .-
C.113-5.

Kuliev AM, Rasulov EM, Rosatelli CV. Thalassaemia in Azerbaijan. J.Med.Genet. 1994;31:209-12.

Rasulov EM, Kuliev A, Schwartz Y, Rosatelli C, Seba L, Modell B. Thalassemia in Azerbaijan. Papers Bull. Thal.
Society 1996;5:18-22.

Rasulov EM, Najafov A, Modell B, Kuliev A. Prenatal diagnosis of hemoglobinopathies in Azerbaijan. International
Islamic Medical Journal 1996;1(1):25-8.

Curuk A, Yuregir G, Asadov C, et al. Molecular characterization of B-thalassemia in Azerbaijan. Human Genetics
1992;90:417-9.

Rasulov EM, Quliyev A. Beta-talassemiya geninin Azerbaycan Cumhuriyyetindeki heterogenezi ve gen
coqrafiyast. Ginekol Obstet J. 1992;2:12-7.

Shalu SG. Creating an internet-based database of beta thalassemia mutations [MSc thesis]. SJSU Scholar Works:
San Jose State University; 2008.

Krawczak M, Cooper DN. Gene deletions causing human genetic disease: Mechanism of mutagenesis and the role
of the local DNA sequence environment. Hum Genet. 1991; 86:425-41.

S
™
'
w
[aa]
S
=)
<
=
w
s
=)
)
>
™
~
S
N
=
S
2
<
3
X
w
O
w
<
<
Q
wl
=
I
O
S
~
O
w
O
<
=
x
=)
o
=




0€ YFFGWNN ¥ INNTOA €L0Z NYLSHMYZYM 40 INIOIAIN TVOINITO 40 T¥NENOr

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

Huisman THJ. Frequencies of common p-thalassemia alleles among different populations: variability in clinical
severity. Br J Haematol. 1990;78:454-7.

Solovyev GY, Goltsov AA, Surin VL, et al. Molecular nature of mutations causing p°- thalassaemia in Azerbaidjan.
Biomed Sci. 1990;1:300-4.

Asadov C, Mammadova T. Talassemiya Azerbaycanda (in Azerbaijan). In Abstracts book: International Conference:
Actual problems of thalassemia; 2007 May 10-11; Baku, Azerbaijan. P.14-24.

Annesa KA. [TonynsiiMOHHBIE ¥ TEHETHKO-AEMOTpaduiecKkne NCCIeJOBAaHNs CEIbCKOTO HACEICHHSI HEKOTOPBIX
pernoHoB AzepOaiipkana [ABT.A.0.H.]. baky; 2004.

Akbarova G. Mutations of beta-globins gene in the population of Azerbaijan. In Abstracts book: X International
Congress of Medical Sciences; 2011 May 12-15; Sofia, Bulgaria. P.81.

AxriepoBa [.A. AHanH3 HaCIIEACTBEHHBIX HAPYIICHUH CHCTEMBI KPOBH B TpexX 30HaX AszepOaifimxana //
OyHnameHTanbHble HcecnenoBanus.-2008.-Ne7.-C. 14-8.

AxriepoBa I A. MoJieKyIsipHO-TCHETHUCCKOE PACIIPEACICHUE MyTalllid B-IIIOOMHOBOTO I'eHA CPEIU TOMYIISIIUN
Myrancko#i u lllupBanckoii 300 Azep0Oaitpkana // AsepOaiipkanckuid sxypHan Onkosnoruu u ['emaronoruu .-2007.-
Ne2.-C.125-8.

Asadov CD, Abdulalimov ER, Mammadova TA, et al. Identification of Two Rare B-Globin Gene Mutations in a
Patient with B-Thalassemia Intermedia from Azerbaijan. Hemoglobin 2013;37(3):291-6.

Najmabadi H, Pourfathollah AA, Neishabury M, Sahebjam F, Krugluger W, Oberkanins Ch. Rare and unexpected
mutations among Iranian f-thalassemia patients and prenatal samples discovered by reverse-hybridization and DNA
sequencing. Haematologica 2002;87:1113-4.

State statistical committee of the Republic of Azerbaijan. Morbidity of population with thalassemia. Healthcare,
social security and housing conditions in Azerbaijan. Statistical publication. Baku:2012.

Bo mms xm3HE 6e3 Tamaccemun [Internet] 2005. Available from: http://www.heydar-aliyev-foundation.org/ru/
content/view/57/838/

Acanos UJI, lagamesa TC, MamenoBa TA, u ap. Opranuszanus crieliuaJnu3upoOBaHHON MEIUITMHCKONW TOMOIIIH
0OJILHBIM HACJIEACTBEHHBIMH Ir'eMOrIOOMHONaTHAME. MeToauueckue pekoMeHnanuu. baky; 1994.

laxueB Ab. Tanaccemust B Mupe u B Azep0Oaiikane // AsepOaitvkanckuii sxypHan OHkonoruu 1 ['emaronorun.-
2005.-Ne2.-C.22-7.

HAYYHO-TTPAKTUYECKWUA MEOVNLIMHCKUN JKYPHAJT



