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Karouesoie crosa: nepuopiyeckas 60/1esHb, 1€TH, GaKTOPH pucKa paHHEH
MaHH(ecTalllH, [0, Macca TeJla NPH POXKIAEHHH, BO3-
pacT popuTeseH, AJATENLHOCTb FPYIHOr0 BCKapMJIHBa-
HHsl, FeHeTHYECKHe ¥ BHEelIHecpe/IoBbie MOAHMHLKMPYIO-
IHe (aKkTopHl

AyTOCOMHO-pellecCHBHO HacleflyeMas: lepuoauyeckas 6oaesus (I1B),
WM cemeiiHas cpefuseMHoMopckas Juxopanka (Familial Medirerranean
Fever, FMF; OMIM 249100), 6yayys HCTOPHYECKH SHAEMHYHHIM MJIS
apMSIHCKO¥ MONyJALMH 3a6ojieBaHHEM, NPONOJKAET OCTABAThCS B LIEHTpPE
BHHMaHH$l 31paBoOOXpaHeHHsI ADMeHHH, B IEPBYIO OYepe/ib, B CBSSH C PESKHM
poctom 3a6oseBaemocty 1B cpenu Bapocurix (mocae 18 net) H, oco6enHo,
neteit (B 3.5 pasa). [To mannbeiM Pecny6ankanckoro aerckoro entpa I1B
(PAUIIB), sa nocjegnue 5 JeT OTMEYaeTCsi HACTOPaXHBAIOIHM (akT
“omonioxxenus” I1B y nete#t co sHayuTeIbHBIM YBeNHYEHHEM UKcIa GOJBHEIX
c paHHel MaHH(ecTauued 3a6oneBanus ¢ 1.5 no 8.5%, HauMHas ¢ MepBHIX
MecsiLleB XHU3HH n0 3 Jer. MccienoBaHusMH, npoBefeHHBIMH ¢ 1997r. B
LleHTpe MeNHLMHCKOX reHeTHKH H NEepPBHYHOH OXpaHhbl 3J0POBbs ApMeHHH
(LIMTI'u ITO3 PA) Ha 6oxee uem 10 000 GonbHBIX, MOATBEPXKACHO HAJIHYHE
HNOCTOBEPHOH KOPpeNsillMH MeXAy KIHHHYEeCKHMH CHMIITOMAaMH H caiTaMu
MyTalu#, ONpefessiOIIHMH CTeNeHb THAXECTH MYTaHTHOTO FeHOTHNA H
pasHyio yactoTy MarHpecraumuu I1B [10, 11,13].

Kak nokasaHo B MHOrOYHCJEHHHIX HCCJeLOBaHHAX, reHeTHYECKHe
¢axTopHl, onpeneleHHHM 06pa3oM B3aHMOJEHCTBYS C HEKOTOPHIMH BHeIl-
HecpeJIoBBIMH MOIH(DHLMPYIOIKMH (aKTOPaMH, MOIyT U3MEHATh XapaKTep
¥ YacTOTy KIMHHYEeCKHX NposiBJeHuH Gonesuu [6, 8, 9, 12, 14-16]. Umenno
C STHX MO3HUMMA B HaCTOsINee BpeMs H3yyaeTcs BIMSHHe Ha maroreHes I1B
MOAMGHIMPYIOIIHKX reHOB H BHENIHEeCPe/IOBLIX M MONYJNSAUHOHHBIX (haKTOpOB
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(reHeTHYecKasi M ileMorpauyeckas CTpyKTypa nonyJasiuMH, KIMMaTo-reorpa-
¢uyecKHe TpHSHAKH H npyrne), crneuupHUYHBIX s JaHHOH STHHYECKOH
rpynnst [6, 9, 13-15].

C yueToM BHILIEHSJIOXXEHHOTO, 1IeJIbi0 IaHHOr0 KIHHHYECKOro Hccie-
JIOBaHHS ABHJIOCH H3y4YeHHe BJHSHAS HEKOTOPBIX COLHAILHO-6GHOMOrHYECKHX
dakTOpPOB, @ HMEHHO I10J1a, MacCHl Tesa 6OoMILHLIX NPH POXKAEHHH, BO3pacTa
poauTesell K MOMEHTY POXKIEHHS npo6ania, a Takxe JUIMTEJbHOCTH TPYA-
HOTO BCKapMJIMBaHHS Ha paHHIol0 MaHHudecTauuio I1B.

Marepuaa ¥ METOAEI

Uccaenosano 715 GonbHbix ITB (438 manbuukoB u 277 neBouek) B
Bospacte oT 1 Mecsinia o 17 net (cpennnii Bospact 8.64+ 0.17), nabmonas-
wuxcss B Pecny6GiHKaHCKOM J€TCKOM LEHTpe NepHoAHYecKod G6oJiesHH
(POLINTB) MK“Apa6bkup” ¢ 1997 no 2007 rr.

Huarnos IIB ycraHaBAuMBajCs Ha OCHOBaHHH OGLIENPHHATHIX
KPHTEpHEeB IHAarHOCTHKH, a TaK)Xe reHeTHYeCKOro HCCJENOBaHHS MyTaLMi
rena MEFV (LIMTI'u [103 PA). Crenens TsxectH I1B ouenuBanack B 6annax
(no Tel-Hashomer) [7]. B uesnom y 91.1% Goasusix 16 (652) Habaoaanocsk
cpefHeTsDKesoe M TsXenoe TeyeHue IIB. B GoablumucTBe cayyaeB —
82.6% (591 GosbHON) OTMeuanach CpefHSS CTeNeHb THKECTH GOJE3HH
(no mkane Tel-Hashomer), npuuem y 25% us Hux (145 nereit) umenocsk
norpaHuyHoe ¢ TaxensM Teyenne (9-10 6amios). CraTHcTHyecKas o6pa-
60TKa MaTepHaja NPOBOJMJIACL Ha MepCOHaNbHOM KoMmmbioTepe Pentium-4
TNpH MOMOIIM CTaHAapTHoro nakera nporpammsl Epi-Info 2000.

PeayabTaThl H oGCyxaenne

Cpennu#i Bo3pacT MaHH(pecrauuu GosnbHuiXx 1B coctaBuan 3.5+ 0.1
roga (or 1 mecsua no 16 set), ¢ OCTOBEPHO PaHHHM HayajoM GoJesHH y
manbuukoB (3.3%+0.15), no cpaBHeHuio c aeBouykamu (3.8+0.2),
(t=2.11;p<0.05), c mukom Mmanu¢ectauuu (moga) B 2-3 rona (puc.1). Bo
BCEX BO3PAaCTHHIX TpyNNax 3aKOHOMepPHO npeobiajan¥ MajbYWKH, a
cooTHowenHe mojsoB M /3K cocrasuio B cpemmem 1.5:1, mpuuem cpenn
GoJbHBIX ¢ HanGosiee paHHHM HauyajioM GosesHH (B TeueHMe mepBoro roga
XH3HHU) OHO GBUIO HECKOJBKO Bhime — 2:1.

OTH laHHBEIE COBMAJAIOT C H3BECTHHIM (haKTOM M0JIOBOrO AUMOPdH3MA
npu I1B (M /2K =1.5/1), Bo3MOXHO, B CBASH'C HEMOIHOH eHETPAaHTHOCTHIO
y JHL >XeHcKoro roJsa [6,14].

Y nopasasioutero GonsimuHCTBa 6oabHbIX 1B B 78.7% cayuaes (562
peGenKa) oTMeuanach paHHss MaHH¢ectauus IIB — B TeueHue mepBhHX 5
neT XHu3HH. IIpHyeM Hayano GoJE3HH O TPeThEro rojia XMSHH BKJIIOYH-
TeJIbHO Habuiofanocs y 62,2 % uccaenoBaHHEX G6oabHEX (444 mauuentTa),
a B 19.6% caiyuaes (140 nereit), T.e. y 1/5 naumenros, ge6iot 1B 6bu
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Puc. 1. PacnipesiesieHHe 110J10B B 3aBHCHMOCTH OT BospacTta MaHH¢ectauuu 16

OTMeuYeH B TeYeHHe MEPBOro roja XHsHH. B 1esoM no Bce# BuGopKe 6015
HbIX, MOYTH Yy a6coMOTHOro GOJbIIMHCTBA H3 HHX — B 95.2% ciyuaes
(680 pmereit), KoHcTaTHpoBaHa MaHH¢ecTauns IIB B TeueHnme nepBoro
necatunetus xusuu (puc.2). Cpenuuii BospacT muarHoctkH I1B mocie
ManudecTauuu cocraBui 5.25+0.15 ser (Meanana 4.32).

n
350 -
300 -
250 -
200 1 @Mansbunim
150 - i
100 - OBcero
50 -

0 =

<1roaa 1-3roaa 4-5ner 6-10ner >10ner

Puc.2. Pacnpepenenue 6oabHux I16 o Boapacty MaHH(ecTalHH

Bospneie 1B, B 1esoM, NpH poXAEHHH HMeJH HOPMAJbHYIO Maccy
TeJla, KOTOpasi B COOTBETCTBHH C (DH3HOJIOrMYeCKOH HOPMOH HOCTOBEPHO
npeobiagana y maapuukoB (3214.0+27.8) mo cpaBHEHHIO ¢ HeBOYKAMH
(3110.0+31.9); (t = 2.45; P<0.05). ITpn 3TOM B TeYeHHe MEePBHX TPeX JeT
XH3HH CpellHsii Macca NpH POXJAeHHH MaJb4YHKOB H JeBOYEK C paHHeH
manudectauped [1B cymecTBeHHO He oTaMYanack Apyr ot Apyra (Ta6u.l).



116 Meauumnckas Hayka Apmennn HAH PA  Ne 3 2009
Tabauya 1
Macca meaa npu poxcderuu 6oasnsix IT5 ¢ pannel manugpecmayueil
Cpox manudecTauun
Ion no 3ner | nocie 3 ner o
Cpennss Macca Tesla NpH POXACHHH
Mansames 3286.2 + 57.4; n=78 3196.6= 31.9; n=289 > 0.05
JeBouxH 3063.4 = 66.9; n=35 3119.4+£36.0; n =190 > 0.05

Kpome Toro, Ha panHee Hayaso I1B y nerel He okasana cymec'raen;
Horo BJHAHHS M HH3Kas Macca Tena npH poxpaenuu (<2500.0)
OR=0.85(0.46+1.58); ¥*=0.16;P>0.05 (Ta6a.2).

Tabruya 2
Huskas macca meaa 60abHbLX npu poxcdenuu u manupecmayus I15

Cpok manudecrauns
Macca Teia pH POXKACHHH

Ao 3 et nocae 3 ner
>2500.0 n=330 n=543
<2500.0 n=29 n=51

Ha pannioio Manu¢ecraunio I1B He okasan sHaunMOro BIHSIHUS TaKKe
o HcceoBaHHbIX GonbHEX (Ta6.3). :

" Pannas manugecmayus I15:

e no.l roxa xusuu: OR = 1.36 (0.91+2".05);.;x= 2.12 ; P >0.05,
* 1o 3 set: OR = 1.28 (0.94 +1.76); x*= 2.42; P >0.05,
* no 5xet: OR = 1.39 (0.98 +1.97); o= 3:41; P >0.05.

Tabauya 3
Manugpecmayusn I16 u nos 6oabHbLx
Ilon Beero GoIbHBIX Manndecrauus (nepssie Sner xn3un)
GonbHBIX IIB, n=715 no 1 rona o 3 ner xo 5ner
Mancanen 438 93 232 331
IeBovkH 277 46 130 192

Takum o6pasom, BepossiTHOCTE paHHe# MauHecTauus 1B He saBHcena
OT Macchl TeJia NPH POXAEHHH M noja GospHeIX. ONHAKO NpH OlEHKe
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OTHOCHMTEJIbHOTO PHCKa paHHeH MaHH¢ecTauuy [IB BepoSITHOCTb pasBUTHA
6oJ1e3HM Y MaJbYAKOB B TeYEHHE MepBHIX NMATH JeT XH3HH Obiia Ha 39%
Bhillle, YyeM Y fIeBOYeK, H 3TO MOBHILIEHHE MOYTH JOCTHIAJI0 JOCTOBEPHOCTH,
YTO, MO-BHAMMOMY, He MOXXeT MOJHOCTbIO HTHOPHPOBATHCH.

3aBHcHuMoOCTh (DeHOTHNHYECKHX NposBienui 1B y AeTed oT ompefe-
JIeHHBIX COlMaJIbHO-GHONOrHYeCKHX H cpefioBhix (cTpece, MHIIEBOH PalHOH,
YPOBeHb MHCOJSIAK H Ap.) GaKTOPOB OTMeuanach B psijle HCCJIENOBAHHH
[2, 4, 5]. YkassiBanioch TakXe Ha HEMaJOBa)XKHOCTh BO3JEHCTBUS Ha MeHeT-
panTHocTh reHa IIB Takux (akTOpoB, KaK BLICOKHH MOpPSIKOBHIH HOMep
GepeMeHHOCTH Npo6aHOM B 6pake BeJMKOBO3PACTHEIX pofiuTe/el, 0COGeHHO
oTLOB, GoJbluas pasHHla B BospacTe poputened (10 jyer u Gosee), MJIH-
TebHOE TpyAHOe BcKapMauBaHHe (Gosee 1.5 zet) u mp. [1-3].

C yuyetoM 3TOro, Mbl HCCJIENOBAJHM TaKXXe BIHSHHe BO3pacTa POMH-
Tente#l ¥ (aKTOpa X BEJMKOBOSPACTHOCTH K MOMEHTY pOXKIeHHs peGeHKa,
a TaKxe BO3JIeACTBHE MJHMTEJbHOCTH IPYAHOTO BCKapM/IMBAHMS Ha PHCK
paHHel MaHH(ecTauuu [1B B TeyeHHe MepBOTo rofia XH3HH.

B ucciiefoBanHoM KoHTHHTeHTe 6oabHbIX I1D netel cpepuuii Bospact
OTLOB JeTeH Cc HayajoM 6oJie3HH B TeYeHHe MepBOro rofia XXH3HH COCTABUJI
28.90+0.25 (npenensl xoneGauuii 17-58 neT; menuana 28 ner); cpemnmii
BospacT MaTeped — 24.46+0.23 (npenens xoneGanuit 15-44 JIeT; MefiaHa
23 roza). ' s

’
o

4 : Tabauya 4
Manupecmayus B (<1>200a axusnu) u cpednuil sospacm podumered
{ Panngs manndecranus :
CpaBHHBaeMble rpynnbi - t; P
. nmo 1l rona .mocaie 1 ropa | :
28.4 +0.64 29.0+0.27 t = 0.87652
Cpeamal BaspacY oxHoN n=84 n=385 P>0.05
C O sl SRS 24 5+0.56 24.4+0.25 t = 0.108105
v P pe n=83 n=385 P>0.05

Kak nokasanu pacueThl, BO3pacT pPOAMTeJNeH He OKasas cyllecT-
BEHHOTO BO3EHCTBHS Ha paHHIOW MaHH¢ectauuio 1B (ta6n.4).
B uccnenoBanHo# BEIGOPKE C yUETOM CpefHEro Bo3pacTa pofuTesen
K MOMEHTY POXAEHHS JAeTed IO3JHHM Bo3pacToM (BeJHKOBO3PAacCTHOCTh)
ANl OTLOB K MOMEHTY POXJeHHsl pe6eHKa Obll NPHHAT BospacT = 33, AJA
matepell > 29ner (kone6aHusi B npefenax = 1 ¢ OT cpeaHero BospacTa
pomutenes). Y3 mpencTaBieHHHX B Tabj. 5 AaHHEX BHAHO, YTO
BeJIHKOBOSPaCTHOCTb DOAMTeJeH CyLleCTBEHHO He BJHfJa Ha PaHHION
MaHHdecraumio I1B y feTeft B TeyueHHe mepBOro rofia XHsHH.
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Tabauya 5
Manugecmayus I1B u seauxosospacmuocme podumened
Bospacr poauTesneil Konn4ecrso 6oabHbIX Puck panueii
Bcero B Bhifopxe Ao 1-ro roga MaHnpecTaunn
AISHH
Orust | 233 ner n=104 n=21 OR=0.98 [ x=0.01
P >0.05
<33 ner n=366 n=75 (0-55"'!.79)
Marepn 229 ner n=99 n=21 OR=1.06 11-000
<29 ner n=370 n=75 (0.59+1.88) P >0.05

HUccaefoBanack Takxke BOSMOXHasi B3aHMOCBSI3b MeXIY NPOAOJIKH-
TeJLHOCTBIO TPYAHOro BeKapMiuBaHHA (Goabie/menbme 18 mecsiues) u
cpeiHMM BospacToM MaHu¢ecTauu [1B.

Tabauya 6
ﬂaumeunocm:: 2pYy0H020 BCKApMAUBAHUS U cpedrul so3pacm
manugpecmayuu I16
JAHTENBHOCTH TPYAHOrO <18 mecaues 218 mecanes t; P
BCKAPMJIHBRHHS (n=310) (n=74)
Cpeaunti lWi'l'(lﬂ' ';ﬁ"ﬂeﬂ'lm"' 4.86x0.18 4.8440.33 >0.05
Jer

HesaBHCHMO OT AJIMTEJbHOCTH KOpMJeHHS rpyabio (218< mecsiues)
cpenHHii BospactT MaHHectauuu [1B B o6enx noarpynnax GoJbHBIX Gbun
MOYTH OAMHAKOBHM H cocTaBua 4.8 Jser (Ta6x.6). ChenoBaTesbHO, MIH-
TeqbHOe rpyaHoe BckapMauBanue (Gosee 1.5 JeT) He okasaso sHaUMMOro
BoszeiicTBuA Ha aebiot I1B.

®akTop LIMTEJBHOCTH IPYAHOro BcKapMmiuBaHus (218< wmecsues )
B HCCJIe[0BaHHOM BHOOPKe GOJILHEIX CYIICTBEHHO He MOBJIHA H Ha YacTOTy
panHe#t mauudecrauun I15. Us Tabx. 7 BUAHO, YTO YacTOTa paHHero Hayana
1B npu pasHoW JJIHTENLHOCTH KOPMJIEHHS TPYABIO ITIOYTH He OTJIHYaslach
apyr ot apyra: OR = 0.82 (0.51+1.30); x*= 0.61; P >0.05.

3 Tabauya 7
HYacmoma panneil manugecmayuu u OrumesrsHocms 2py0HOZO0
BCKAPMAUBAHUR
JnuTeNLHOCTE Konnuecrso GobHBIX
rpyaHoro %

BCKADMJINBAHHS Bcero B Bbifopke | ¢ paHHelt MmanudecTanneii xo 3 jer

<18 mecaues n =436 n=213 48.8

218 mecaues n=98 n=43 43.9
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O6061as BHILEH3I0XEHHOE, MOXKHO 3aK/IIOYHTh, YTO CPeHHH BO3-
pacT paHHe# ManHpecTauny 1B, Kak u ee yacToTa He 3aBHCEJH OT LJIHTE/b-
HOCTH T'PYAHOro BCKapMJIMBaHHS.

[TpencTaBieHHbIe pesyJ/IbTaThl, COrJacysich, B L[eJIOM, C JaHHBIMH JINTe-
paTyphl, NI03BOJISIOT 3aKJIIOYHTh, YTO TaKHe COLHaIbHO-GHOJIOTHYEeCKHe (haK-
TOpBI, KaK 10Jl H Macca TeJsia Npo6aHja NpH poXKaeHHH, BO3PACT POAMTeNeH,
B TOM YHCJie HX BEJHKOBO3PAaCTHOCTb K MOMEHTy poxAeHHs peGeHkKa, a
Tak)Xe (PaKTOp MJIHTENLHOCTH TPYAHOrO BCKapMJIHBaHHMS, MMes OIpele-
JieHHOe 3HayeHHe B pasBuTHH [1B, no-BHAMMOMY, He MoryT paccMaTpHBAThCs
KaK caMmocTosTeJbHEe (DAaKTOPH PHCKa paHHeH MaHuGecTauud 6oJe3HH,
I0CKOJIbKY OHH H30JIAPOBAHHO He OKa3hlBAIOT CYINleCTBEHHOro BJIHSHHS Ha
CPOK HJIM 4acToTy paHHero ne6iora I1B.

Taxum o6pasom, BhllleyKasaHHbe COLMANLHO-GHONOrHYecKHe (aKTo-
pbl, BOSMOXHO, JIHLIb B KOMILJIEKCe C APYTHMH, B MIepBYIO oyepe/lb C FeHETH-
YECKHMH, a TaKXe HeKOTOPHIMH BHELIHeCPeJOBHIMH MOAH(HUMPYIOLHMH
(hakTOpaMH, SKCIPeCcCHPYIOT BEPOSATHOCTb paHHeH MaHHpecrauuu I1B.

Ilocmynuaa 03.06.09

Nipn? unghwjmlijw6 b YEGumpwGwlwb gnpénlibph wqnigmpymGp

tpbfuwGliph dnn wwppbpulwb hhjwingnpjwé Jun
wpunwhwyniub Jpu {wjuunwinug

Q.. @, Udwpjub

NunuiGwuhpyty £ {wjwunwbnd npny unghwpuwl L jhGuwpw-
Gwlwl qnponGGtph’ hhywlnh utich, 6Gybjhu Gpw YwpdGh quiguoh L
oGnnGbph wmwnhph, hGswbu Gl Ypopny Yhpwlypiwl wlnnmpyub waqnhb-
gnipjnilp bptfuwGbph dnn wwppbpulwl hhwnnipjuG (M<) Jun wp-
mwhwjniwi Ypw: {Emwugnnnipyjul wpynGpGhpp Yywynd &6, np Ybpo-
hhzjwy gnpomGGtpp Guuwnwljwhwpiwn sk phnbt) npubu ML Jun wponw-
hwjndwl hGpGnipnyG nhulh gnpomGGtn, w) Yhw)6 hwdwlgdwed dwnwi-
qupulwlul L wpnwphG shewyw)ph npny dnghdhlijwglng gnponGGtph
htin® hwpyh wnlbny dnunwghwlbph L ghGnnhwy- $ElnmpuyujhG hwpw-
phpwlgmpjul woweGwjhG npp M< wpnwhwjmiwl hwpgnud:

The influence of some social and biological factors on early manifesta-
tion of familial Mediterranean fever in children in Armenia

G. G. Amaryan
The influence of some social and biological factors (gender, birth weight of

patients, parents’ age at probands birth, as well as duration of breast feeding) on
early onset of familial Mediterranean fever (FMF) in children in Armenia has been
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studied. It has been established that the above mentioned factors, apparently, should
not be considered as independent risk factors for early manifestation of FMF, but
only in a complex with genetic and some environmental modifying factors, taking
into consideration the main role of genotype-phenotype correlation in FMF patho-
genesis.
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