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Pedepar

Heasb. OueHka pacnpocTpaHéHHOCTH reMoGuInu B AzepOaiipkane.

MerToasl. MaTepuanaMu 1Sl HCCIEA0BAHMS CIYKHMIHM JaHHBIE perucTpa remoduinu. [lokasarenu pacnpocrpa-
HEHHOCTH U €€ CTPYKTYpBl PACCUUTAHBI 10 paliloHaM U TOPOZaM pecilyOINKaHCKOTO HOAYMHEHUS: KOTHUECTBO OO0Ib-
HBIX reMomIny co Bcemu ¢popmamu B pacuére Ha 100 ThIc. HacelTeHUs. BbUIN BBIIENICHEI ClIETYIOMHE BO3PACTHEIE
rpynmnsl: 0—4, 5-13, 14-18, 19—44, 45 net u crapiue. [To kauHnYeckuM Gopmam natonoruu 66Ut AU HepeHInPOBAHBL:
remodunus A, remopunus B, 6onesns Bunnedbpanna u npoune Gpopmel. [1o TSHKECTH MAUEHTHI OBIITH pacIpeieIeHbl
Ha TPH I'PyIIbL Tsokénas — akTuBHOCTH (pakTopo VIII u IX 1o 1%, cpennersxénas — 2—5%, nérkas — 5% u Gonee.

Pesyabrarsl. B A3zep0aiikanckoii Pecriybnuke ypoBeHb pacnpocTpanéHHocTH cocTaBnser 17,2+0,44 B pacuére
Ha 100 ThIc. Hacenenus. Ilo ypoBHIO 3TOro mokasareins auaupyert I. baky, rae Ha 100 Thic. HaceneHUs NPUXOIAUT-
cst 33,1+1,22 cnyuast remoduiannd. OTHOCHTENBHO BBICOKHIT ypOBEHb pacrnpocTpaHéHHOCTH oTMedeH B I. Cymraute
(22,842,61 Ha 100 ThIC. Hacenenus). Cpeau OonbHBIX TeModuauelt nmpeobdnanaroT Myxunnsl (1323 yenoseka, 87,2%
o6miero urcia 601pHEIX). Bo BceX BO3pacTHBIX IpyNIax MaleHTOB y TPe00IIaAaroIero O0IbIIHNHCTBA ANATHOCTHPOBAHA
remoduiust A, 10515 HalMEHTOB ¢ reModuaueii B, 6one3npio Bunnebpanna u apyrumu popmMamMu CyIeCTBEHHO MEHBIIIE.
Yame perucTpupoBanach J€rkas ¢popma remodinn. Jlos manueHToB ¢ TsHxEnoi Gpopmoil remoduinnn ObU1a HAUMEHB-
mreif B rpymnre ¢ 6ose3nbio Buiiebpanaa (13%), a Haubonpiueit — B rpymre ¢ npounmu Gpopmamu remoduinnu (46,6%).

BuiBoa. B Azep0Oaiipkane BBICOK ypOBeHb pacrnpocTpaHéHHocTH remodunuu (17,2+0,44 na 100 ThIC. HaceneHUsT)
C Pe3KO BBIPa)KCHHON PErHOHAIBHOI M BO3PACTHON HEPAaBHOMEPHOCTEIO; B CTPYKType reMoHIIny npeodianatoT Gpop-
Ma A u nérkue GopMbl, TEM HE MEHEE KaKIblil MSATHIH MallMEHT CTpagaeT TSKENOH GOpMOil MaTOIOTUH.

KioueBble c10Ba: TeMOQUIHS, pacCIpOCTPAaHEHHOCTD, CTPYKTYPa MOPAKEHHOCTH.
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HEMOPHILIA PREVALENCE IN AZERBAIJAN
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Aim. Assessment of hemophilia prevalence in Azerbaijan.

Methods. Materials of the study were the data of the registry on hemophilia. Prevalence and its structure were
calculated for the regions and towns of republican subordination: the number of hemophilia patients with all types
were calculated per 100 000 people. We determined the following groups: 0—4, 5—13, 14—18, 19—44, 45 years and older.
According to clinical forms of the pathology we differentiated hemophilia A, hemophilia B, Willebrand’s disease and
other forms. According to severity the patients were divided into 3 groups: severe with factors VIII and IX activity less
than 1%, moderate — 2-5%, and mild — 5% and higher.

Results. Hemophilia prevalence in Azerbaijan Republic is 17.2+0.44 per 100 000 people. Baku is leading, where it is
33.1+1.22 hemophilia cases per 100 000 people. Relatively high prevalence rate was recorded in Sumgait city (22.8+2.61
per 100 000 people). Among hemophilia patients a male predominance is observed (1323 people, 87.2% of all patients).
In all age groups hemophilia A is predominant and ratios of hemophilia B, Willebrand’s disease and other forms are
significantly lower. Mild form of hemophilia was registered most often. Proportion of patients with severe hemophilia
was lowest in the group with Willebrand’s disease (13%) and highest in the group with other hemophilia types (46.6%).

Conclusion. Hemophilia prevalence in Azerbaijan is high (17.24+0.44 per 100 000 people) and regional and age
distribution differences are clearly pronounced; in nosological structure hemophilia A and other forms are predominant,
nevertheless every fifth patients has severe form of the pathology.

Keywords: hemophilia, prevalence, nosological structure.

Temodunust — TspKEnoe reHeTuyeckoe 3abo-
JIeBaHUE, STHOIATOICHE3 KOTOPOr0 OTHOCHUTEIIEHO
xopomo usydeH [1-3, 5-7]. PacnpocTpanéHHOCTH
9TOM MATOJIOTHH TAaKXe IIUPOKO MPEICTAaBICHA B
JIUTEepaType, KOTopas CBUAETEILCTBYIOT O e He-
PaBHOMEPHOCTH B Pa3ITHUYHBIX CTPAaHAX U PETHOHAX
[1, 6, 7]. Bo MmHOTrHX cTpaHax, B TOM uucie B A3ep-
OalipkaHe, CYIIECTBYET PErucTp reMoQuiInu, Ko-
TOPBII TO3BOJSAET MPOCIEKHUBATE TUHAMUKY pac-
MPOCTPAaHEHHOCTH ITOI MATOJIOTHH.

Lens mccnenoBaHWs — OIEHKA pacIpocTpa-
HEHHOCTU reModunuu B Azepbaiikane.

MarepuanamMu Ui HCCIEIOBAHUS CIIYXKHIIH
JaHHBIE perucTtpa remoduiany, QyHKIHOHHUPY-

Anpec ais nepenucku: agayevakamala@mail.ru
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torero B TeueHue 30 set Ha 6ase kadeaps rema-
ToJOruH A3epOali[PKaHCKOTO MHCTHTYTa YCOBEp-
LICHCTBOBAHMS Bpaueil uM. A. AnueBa B cOCTaBe
reMaTOJIOTMYECKOTo OT/AeNIeH s PecyOnnkaHCcKoi
GonpHUIBI UM. M. MupkacuMoBa.

B cooTBeTcTBUU C rOCY1apCTBEHHOM MPOrpam-
MO¥ BceX OOJBHBIX C MO03PEHHEM Ha reMO(UITHIO
U3 PETHOHOB CTPaHbI FOCIHUTAIN3UPYIOT B Pecmy0-
JTUKAHCKYI0 OONBHUILY, TA€ MPOBOAST KOMIITIEKC-
Hoe oOcnenoBanue. [Ipy noATBep K ACHUHN AUAarHO3a
0OJIBHOTO CTaBST HA YYET M HA3HAUAIOT €My CIelU-
aTM3MpPOBAHHOE JIeUueHNe B 3ToM meHTpe. Habumro-
JIeHHe U MPOQIIAKTHYECKYI0 paboTy Ha MECTHOM
YPOBHE 3][paBOOXPAHEHUS] KOOPAWHUPYET LEHTP
remopunuu. B HEM cymiecTByeT KapTOTeKa BCEX
MaIMEeHTOB C MOMEHTA MX HMPUHATHUS HA yu€T, NaH-
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Tabruya 1

Pacnpocrpanénnocts remoduinu (Ha 100 Thic. HaceJIeHHS N0 BO3PACTHBIM Ipynnam)

. Bospacr, roaet| ) 4 5-13 14-18 19-44 | 45uGoree Bee
CIr'MOH

Asepbaiimkanckas Pecriyonuka | 8,741,05 | 14,7+1,08A | 17,0+1,63A | 21,3£0,77A | 15,2+0,80A | 17,2+0,44
Haxuscepanciasn 6,3+3,66 | 8,0+3,58 8,4+4,86 5,141,69 11,943,18 7,7+1,32
ABrtoHoMHas Pecriybnuka

Topox Baky 18,143,15¢ | 27,5+3,32+A |33,0+4,87°A | 41,342,09+A |28,0+2,01-A | 33,1+1,22
Topox Cymraut 7,2+5,06 20,8+8,22 19,2+9,61 26,7+4,33 18,7+4,39 33,1+1,22
Topon I'stnxa HBb 4,3+3,03 28,5+10,75 11,0+£2,83 1,0+1,02 7,6+1,52
JlenkopaHckuit

SKOHOMHUECKH paion 5,6+£2,52 7,5+2,36 11,9+3,96 A 7,3+1,40 5,8+1,61 7,5+0,91
I'y6a-Xaumasckuit . .
SKOHOMHUYCECKHIT paiion 1,9£1,92 9,1£3,43 4,8+3,37 19,3+3,04 4,8+1,79 10,8+1,43
[llexu-3akaraibCKui

SKoROMIeCKHi paiior 594337 | 10,343,64 | 6,4+3,71 9,5+1,98 4,9+1,64 7,8+1,14
T oxa-Kasaxcxuit 171,68 | 44221 | 763,800 | 10,041,960 | 74%1,97 | 7,541,07¢
OKOHOMHYCCKUHN PauOH

Ipumeuanue: * — p <0,05 no cpaBHEHUIO ¢ oOLIEepecyOIMKaHCKUM Moka3aTenem; A — p <0,05 mo cpaBHEHHIO C BO3-

pacTHoit rpynmnoit 0—4 net; Hb — HeT G0NbHBIX.

Tabauya 2

Pacnpenesenne 60JbHBIX MY?KCKOT0 M0JIa M0 KIAMHAYECKHM (opMaM reMopuInn B 3aBUCHMOCTH
oT Bo3pacta (%)

Bospacr, rogst Temodunus A Temodpunus B Bnﬁﬁgg;i;na Jpyrue Bcero
0-4 76,8 13 4,3 5,9 100
5-13 64,7 16,6 10,2 8,5 100
14-18 59,1 10,9 18,2 11,8 100
19-44 72,2 7,8 15,7 4,3 100
45 u Gonee 72,4 8,4 15,5 3,7 100
Bcee 70,3 9,7 14,5 5,5 100

HBIE COXPAHSIOT JI0 KOHIIA )KU3HU OOIBHOTO.

JlanHBIE O pacHpOCTPaHEHHOCTH T'eMO(DUINH
coOpaHBI 0 KajeHaapHbIM rogaM. [Tokazarenu pac-
MPOCTPAHEHHOCTH PACCUNUTAHBI 110 paifoHaM 1 TOpo-
JlaM PecIyOIMKaHCKOTO ITOAYUHEHHS: KOJIHIECTBO
00BHBIX TeMoIIHeH co BceMu GopmMamu B pacué-
Te Ha 100 ThIC. HaceNeHus, OTACIBHO ISl MY>KUYUH
1 XKEHIIMH, a TAK)Ke OTJEIBHBIX BO3PACTHBIX FPYIIIL.

BbIi1H BBIJIETICHBI ClIEYIOIINE BO3PACTHBIE TPYII-
nel: 0-4, 5-13, 14-18, 19-44, 45 net u crapue. Ilo
KIMHUYeCKUM (opMam marosnoruu Obuan aundde-
penipoBanbl remodunus A, remodunus B, 6o-
ne3nb Bunnebpanna u npoune Gpopmel. [lo Tsoxectn
MAIMEeHTHI OBLIN PacIpeieNieHbl Ha TPH TPYIIIbL: Ts-
kémasg — akTHBHOCTH (axTopoB VIII u IX mo 1%,
cpenueTsxénas — 2—5%, nérkas — 5% u Gonee.

Craructudeckas o0padoTKa MpOBEICHA METO-
JTaMH OIHUCATENIFHOM CTATUCTHKHU KOJHYECTBEHHBIX
Y Ka4eCTBEHHBIX IPU3HAKOB, TPEH T TMHAMUKH pac-
IPOCTPAHEHHOCTH OLIEHUBAIH METOJIOM HAWMEHb-
IIMX KBaJpaTOB IIPU IIOMOLIM IAKeTa «aHaju3a
JaHHBIX» nporpammMbl Excel [4].

JlaHHBIC O PACIPOCTPAHEHHOCTH TeMOPHUINN B
Asepbaitxanckoit Pecniy6inke u €€ KpymHBIX pe-
ruonax (HaxuueBanckass ABroHoMmHasi PecryOuu-
Ka, Jlenkopanckuii, ['y6a-Xaumasckuii, Illexu-3a-
katanbckuit u ['stxa-Kazaxcknit s5koHOMUYecKne
pationsr) u ropomax (baky, Cymrautr u [sHmKa)
mpencTaBieHa B Ta0I. 1.

ITo ypoBHIO pacnpoCTpaHEHHOCTH reMo(uiInu

muaupyert T. baxy, roe Ha 100 ThIC. HaCeTICHHS MTPH-
xonutest 33,1£1,22 cimyuas remodunmu. OTHOCH-
TEJIBHO BBICOKHH YPOBEHb PacIpOCTPaHEHHOCTU
orMmeueH B I. Cymraure. B r. I'snke, Haxuuesan-
ckoii ABTOoHOMHOI Pecmy6nuke, JIeHKOpaHCKOM,
I'mnnxa-Kasaxckom u lllexn-3akaTaabCKOM 3KOHO-
MUYECKHUX palloHaX ypOBEHb pacnpoCTPaHEHHOCTH
reMo(MIIMK CPAaBHUTEIBHO MEHBIIIE ¥ CYIIECTBEHHO
He pasnnyaercs. [lo cpaBHEeHMIO ¢ OTMEUYEHHBIMHU
peruonamMu B ['y6a-Xauma3ckoM 5KOHOMHYECKOM
paiioHe ypOBEeHb pacpoCTPaHEHHOCTH TeMOBHINU
CYIIECTBEHHO BBICOK, XOTSI 3aMETHO MEHbIIE, YeM
o pecryonauke B neiom, B I. baky u r. Cymraunte
(cootBercTBeHHO B 1,6; 3,1 u 2,1 paza).
Pacnipoctpanénaocts remoduinu B AsepOaiin-
JKaHCKO# PecrryOmmke pactér mo 44 net, CHIXKasch
nocie 45 netr. CxonHas AMHAMMKA IPOCIICKUBACTCS
B I. baky u I'tnxa-Ka3axckoM 5KOHOMUYECKOM paii-
OHE. B ocTanbHBIX peruoHax ypoBeHb paclpocTpa-
HEHHOCTH TeMOQMIMU B Pa3IUYHBIX BO3PACTHBIX
IpyIIax HaceeH!s M3MEHSIETCs Xa0OTUYHO, JOCTHTa-
eT MakcuMyMma B HaxuueBanckoit ABToHoMHOI! Pec-
ny6iuke mocine 45 net, B . Cymraute — B Bo3pacte
5-13 ner, B 1. ['tH1Ke 1 JIeHKOPaHCKOM 3KOHOMHYEC-
KOM paiioHe — B Bozpacte 1418 et (cm. Tadm. 1).
Cpenn OONBHBIX TeModuineil mpeodIagaroT
MmyxuuHbl (1323 uenoseka, 87,2% obmero umcna
OonpHBIX). Pacripenenenne OOMBHBIX MY>KCKOTO TOJIA
10 KIIMHUYIECKUM (popMaM reMo(pHINI B 3aBHCHMOC-
TH OT BO3pacTa IpuBeneHo B Tabi. 2. Bo Bcex B03-
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Tabauya 3
Pacnpenesienne My K4YHH, 00JbHBIX reMo(HINEN, 0 CTeNeHN TAKECTH 32001eBaHHA
CreneHb TSHKECTH, KOHLEHTpa- Tevodunns A | Tevodumus B Bosnesnp Bui- Tpoune Beero
1ust hakTopos, % nebpanyia

Tsoxénas (<2,0) 20,5 25 13 46,6 21,3
CpenHsis TSOKeCTh (2-5) 31,2 34,4 20,8 9,6 28,8
Jlérkas cteneHs (>5) 48,3 40,6 66,2 43,8 49,9
Bcee 100 100 100 100 100
PacTHBIX TpyNIax ManUeHTOB y Ipeobiiaaromero BbIBO/IbI

OOJBIINHCTBA JUATHOCTUPOBaHA TeMOGUITHS A, IO
OonpHBIX TeModuueit B, 6onesnpio Bumnebpanna u
JIPYTUMH (POPMaMH CYIIECTBEHHO MEHBIIIE.

Yame peructpupoBanach jérkas ¢opma re-
Modunmun (tabu. 3). Jloas MAaUeHTOB C TKENOH
(dopmoii remodunuu Oblila HAMMEHBINEH B T'pyIIIe
¢ 6onesnrio Bunnebdpanna (13%), Hanbonpmeit — B
rpymnme ¢ npouumMu Gpopmamu remoduinnu (46,6%).

N3BectHO, uTO B Apmenuu, benopyccuu, Poc-
cuu, BennkoOputanuu U Ha YKpanHe oOIui ypo-
BEHb PACHPOCTPAHEHHOCTH TeMO(pIIINN KoJleOIeT-
cs B uHTepBase 5,8-10,6 B pacuére Ha 100 ThIC.
HaceneHus [1]. Ilo cpaBHEHHUIO C 3TUMHU CTpaHAMU
pactpocTpaHéHHOCTh reModInKu B A3epoaiiika-
He 6onbme (17,2+0,44 na 100 Thic.). OcOOEHHO BbI-
COKa pacmpocTpanéHHOCTh reMo¢minu B I. baky
n 1. Cymranre. Bo Bcex cTpaHax, B TOM 4YHCIE B
Azepbaiikane, reMoUINed MPEUMYIIECCTBEHHO
0oneloT My »K4uHbL. JI0JIs MyKYHMH Cpein MalneH-
TOB ¢ TeModuineil mo Hamum aanHbM (87,2%) co-
OTBETCTBYET TaKOBBIM B iuteparype [1-3].

[Ipeobnaganne reMmopuiun A cpenu OONBHBIX
C 3TOH MAaTONOTWi TaKkXke sBisieTcss oOmelt 3aKo-
HOMEPHOCTHI0. OZIHAKO COOTHOLIEHNE KOJINYECTBA
OosBbHBIX ¢ TeModrIneil B 1 A 1o HamuM TaHHBIM
(1:10) oTninuaeTcst OT AaHHBIX JuTepatypsi (1:5) [1].

Pacnipenienenne GONBHBIX 110 CTENEHU TSKECTH
(nérkast, cpenHas u TsoKEnas (GOPMBI) MO HALUTUM
naHHbIM (49,9; 28,8 u 21,3% COOTBETCTBEHHO) OT-
nuyaeTcs oT AaHHbIX [7] B bonrapuu (64; 22 u 14%),
[6] Kanane (74; 16 u 10%) u [1] Benopyccuu (69; 10
u 21%), Te BBIIIE TPEBaJICHTHOCTH JIETKUX (HOPM.

Taxum oOpazom, B A3sepOaiimkaHe pacrpo-
CTpaHEHHOCTh TeModuiauu u e CTpPyKTypa IO
KINMHUYCCKHUM (bOpMaM N CTCIICHHU TAXCECTH HUMEC-
I0T OTJIMYHTENbHBIE 0coOeHHOCTH. OCOOCHHOCTH
remoduianu B A3epOaiikaHe IO yPOBHIO pacIpo-
CTpaHEHHOCTU U €€ CTPYKType 1O KINHUYECKUM
(dbopMaM U CTETEHH TSHKECTH, a TaKKe PE3KO BBI-
pakeHHOE PETHOHAJIBHOE Pa3JInyHe CIEAYeT Y4H-
THIBATh MPH INIAHUPOBAHUU MPOTPAMMBI JIe4eOHO-
MPOQIIAKTUIECKUX MEPOIIPUSTHH.
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1. B AsepOaiikane BBICOK YPOBEHBb pacIpo-
crpanéunoctu remoduiun (17,2+0,44 na 100 ThIC.
HACEJICHHUs) C PE3KO BBIPAKECHHOW PETHOHAIBHON U
BO3PACTHOI HEPAaBHOMEPHOCTBIO.

2. B ctpykrype remodunuu mpeodiIamsarT
¢dopma A u nérkue GOpMBI, TeM He MEHEee KaXKIblif
MATHIN MAaUEHT CTPataeT THKENOH GpopMoil maTo-
JIOTHH.
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