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Q. U.Sulnpjubi

Gplaubh ULbpugnt why. whnwlwl pdy julpub hudwjuwpubh
GlpphG hjnjulnpmpnGGhiph p.2 wdphnb
375025 Gpluub, Gnpymbh 2

Qwlgmguiphl  pwnbp. wwpptpuiul hhjwlnnipjul  wmwpuwoywompynl, wjunnpnynu,
qtfwjhG dnunwghw(tp, Ywluwwnbumd, pwpnmpymGGbp, YnjtuhghG,

wpbw-hGnbpptpnb

Muwppbpwluwl hpjuinmpui (ML) (wGgpubqnt
gpuiuimpjuli dhy wnwybpuwbu Yhpunynd £
«pimwibyui Jdhetpypwomjjul wbkGn» - Familial
Mediterranean Fever (FMF) wljwGndp) YhGhlwlwG
npubnpnuiGepp, dnpbynpup qhGEmphulijmi wpwGd-
GwhwwnlmpymGGbph, tphnuupnglbqh, pmdiwG,
pupnmpniGGeph juGuwpqbpiwb L dp pupp wj) wu-
whlwbGbph Yepwpbpyug yepohG zpowlnud by
LG ko pyny hhdGupup wzfuwnwiplbp, wupugpyby
i pwqiwphy bhnqpwoltp, npnGgmd twwbu yb-
pulwypyty £ wyn wninoywowghG  hhjwGnmpui
Yhpwptpjuwy tnuwd wuwnbpugnuiGhpp: Lhpljunoiu
dh  wpp GpypGhpmd’  dwuGuynpuwybu  UUL,
Sbpwlupuwnul, bupwjbmy, Ompphwmyd qnpomd LG
M2 mumuiGwuhpnn ghnGwliwGGtph fmipkp, unbnoyby
G M ghmwhbnmwgnunulwl YhGunpnGatp: 1997p-hg
ujuwd Gpmuwntinwl, UGpwihuymd Lk UnGubhtynud
hpughpytp 66 ML Ghpdwo 3 dhowqquyphG UnG-
PhpwluGhp: Wu wdkGp Jyuymd £ wpfuwphmd ML
GYundunip wénn htwmwppppnipjwG dwuhb:

Lwlh np M&-p hwytph EpGhYy hpjuwlnmpmiG k&
hwinhuwlnd L YJuplnp  unghwi-pdyuluG  hhd-
Gwfulnpp E hwnjuwbu hwy pdhpliGhph hudwp, pun
hu, Guuwwiwbwpiwp b hwybpbl (kqim] Ghpluw-
Juglh; ML Jtpwpbpjwy ybpehG pppwlnud hpunnw-
pulywo qpulijmbimpjul wnyjuGtph Jbpnionipnilp:
Utpyw hoqpjuomy thnpd £ wpymd Jbpmot; ML
mwpwojuonipjuwl, whinnpoyiwl L podiwl hwp-
gbphG yepwpbpnn qpuiljuGnipjul wyjwyGhpp:

M wnwpwoywompjwl yYtpwpbpjwy qpuljuGnp-
Juwl@ wjjulGipp  hwhwuwlhwG G6: UdwGnupup
pinpmbGjwe £ ML hwiwpl] hwqiunby hwnhwon,
EpGhjuiwi  Guiunpuiwnpjuompni@  mGhgnn
hpjwGnmpjniG, npny hpdGuljwGnid hhjwGnuind GG
hwjtipp, ubbwpy bptwlbpp, wpwpGbpp: dbpohl

wnwulwdjulibpnd 96 pyny htinwgnunnipymGGp L6
Juwnwnyb Gl Gnipphwynid b wuyugnigytby &, np wyn
bpypnud Lu JwlG puwqiwphy ML hpjwGnGhp (Wmn
40000) [40]: YGupbih L GGpwnpb, np Empphwjnud
plwlpnn ML hpjwlnGhpp L hpdGuiubmd mGhG
hwjjuliwl, hpbwiwl jud wpwpwlwl wpiuwnbbn,
uwluyl qpujmGnipyul dhe Ghpljuyugymy GG npujku
poupp [13,36]: Uju wnnuiny htnwppphp nunnnnipymG
E Gipluyuglnud LU, {wpmpniGjutp [5]: Lw Gyl
E, np dhGsk 19-pnp nuph Jbpep OudwywG Ywyj-
uppnipjnind jpnGulwG wuhdhjughwl GpuGuinug
fp Gul EpGhiwiwl wuhdhjyughw L ngupbph p-
pugpnui hwpmip hwqupuynp hwjtp pGpmGh GG
dwhibnuijuimpym, npuiny hul hwdwpt; &6 poip-
ptp: {bnhGuyp GGpwnpmd E, np wqppbowGghGhph
inn M wiiwl nwpuwoywonpinlp puguwmpymy k
Gpwlny, np h mwppbpmpymG popptph (npnGg htwn
wqppbgwlghGipi mGGEGE ubpwn owgnuiGwpwGwlwE,
EpGhjubwi, YpnGwlwb pGnhwlpnmpjmGatp), wnpph-
gwlghGtph htiwn hwjtph qubiqjusuyhtt wupihyjughw
wmtnh sh mGkgh), hGp wuniwlwlnptG wuwydwliu-
Unpjwd £ tnby hwybph L GEplwjhu wnpplowGghGhph
plwlmpjul Juypbpnud hwjjuijwi whinwlwlnpui
opwfultph’ dbhpmpymGGtph qnympjudp, npnGp gn-
Juwnbby GG pGnhnuy dhGsk wjyn honbph dhwgnuip
Omuuul YujupmpjuGp:

JbpohG zpowlnud jumwpud ghlbmpljulw6 hb-
mwgnunumpmGibph wpymGpmd wnw9 puwpytg hh-
wnphq [28], pun nph phpihwliwG dwdwGuyGhpnd
dhpdwinp Uplbppmd wwypby 66 ML 2 ppninundwyhG
dnunwghwbph (M694V L V726A) YpnnGtpp: CGn
npnui, M694V wbtih Jwn dnunwghw b, nph YpnnG
wypk £ Uhgtpypuljub omjh wplGpw6 wihmd wybih
pwi 2500 wnmwph wewye: {tnhGwlp GGpwnpmd t, np
1492p. utdwpn hptwGbph wpunph dwdwlwl M694V-G
wynntinhg wwpwoyty £ ulqphg BuwwGhw, wjGni-
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wml hymupuwypG Uhphyu: Ui dnmunuwghwl wnw-
:::]uoth{: ﬁulxh ©Enipphw, Jwjwumnwl L bpwp: V726A
dnnnwghwl wybih Gop £ L mGh dma 2000 mnwpyw

buinipymG:

qw{yhpl{ﬂjmdu M phupbp &6 wpéwGwgpyby pomp
w huuphuniwubpnid [1,6,7,11,49]: M& wyuwhup (wjl
nwpwdfwonipymp Yupbih E pugunphby wyG hwi-
quuiwlpny, np hwpympudjuyGbph pGpugpmi m
qtGh Ypnn dtpduwnnpuplbyua dnnnympnGhpp  GG-
puplpty GG hGwnbGuhy dhgpughwyh L hpdw (ipu.l(ig
utipmGnGbpp pGulyod GG nn9 wfuwphmy: Uuniljwyl
hwpy £ Gpby, np yGwjwd wjuwhuh (ujl nwpud-
Juompyulp, ML hhwnugnipyui Yhpupbpjup wy-
juyfikpp ptiph GG L hwlwuwlwG [14,17,30,35]: Ud-
thmhbtyny wolw wyjwGepp Pras M. [40] Gymd E, np
pupuytimy Ghplwynuiu wl dnwn 7000 qpuigyuo L
pednud uunwgnn ML hpwnlbp: bupuwjtiih pGwlymp-
jniGp dmn 6 dhhnG E, htnlapwup ML hwéwfuwlju-
tmpymiG6 bupwybmd 1:1000 b dwjwumwind Yw
gmn 4000 hpyw6n (hwéwhwljwbnipmbGp 1:1000),
Enmpphuwynui’ dnn 40000 hjnjuln (hwwfumljubinip-
ymGp 1:2000): UpwpGtph dmn Lu dnunwynp hwéwuw-
uGmpyniGp 1:2000 £ {bwnlwpwp’ htnhGuip Gipwr-
pnud b, np dmn 60000 ML hhjwlnGbp b Jul wpw-
pulw6 ‘bpypGhpnnd, 1000 Uhwpnund L 4niGwumw-
inw, 3000° Gypnwuwynu, 2000 hhywlnGbp” {yniuhuw-
jh6 L QwpuyjuyhG Udkphiwibpmd: CGghwlnp pu-
Gulp Juqin £ dma 117000: {EnhGwyp Gyoud £, np
wju pybpG ppwlwGnd wybh 06y GG, pwGh np gun
hpwlnGhp whnnpnyywd b6 Fugh npuihg, dhw)G
UhohtG Uplbpnud L {dwjwumwind himbpnghgnun yh-
Gulmd MR qhGuwh6 dinunwghwGbph YponGiph phyp
Yupnn k ghpuquigt) 10 276: Qwjwunwbnid ML mw-
pwoywonipynilp pun wwppbp hinhGwyGbiph ww-
wwiymd £ 0,57-1% [1, 2, 4-7], uwlju)G wbkwnp E Gyhy,
op N2 wnwyb) un hwinghymd t Qwjwumwih wyl
powlGGpnud, npnbn unn GG wplainwhwybph® hun-
yuwbu Upwpytpnp hnjwhg L Pujuqbphg Gipqun-
pwoltph ubpmGnGbpp (UwpunnlGm, SGwywnh, Jwp-
ntGhuh, Twuwdp UlwGh L {puqnuGh zpgwiGhp): 9-b-
Gnunhw-pElnnhyy npulnpdwl htmuppphp ophlwly E
dwuGuynpuuybu wl thwuwnp, np Gupdhph zpewinud,
npunbn hpdGujuimy pGuipfmd &6 qupnimGuhbwybph
L wpgwfuwhwjtph ubpmGnGtp (Uplbpwl <wjuu-
mwb) M nwpwojuwdmpjniip qquipnptG ghemud k
ytpp Gywo ppowlGhphG, sGwyud Gnulp qubynud ki
GnyG Yhdwywljui gnunnul:

Swppbp GphypGipmd ML hhjwlnGbph dnn L pln-
hwlpwwbu  wouympjughwymd N ppodnundwjhG
wwppbp dnunwghwbph hwlghupiwG hwiwmln-
tmpjwl dwuhG Yul 6o pym] wyjuylhp [17,38,40,48,
51]: UwuGunpuwbu’ dujwunwlmd pun @ 5.
Uwpqujwlh L waluwunwyhgGhph wyjuwGhph [10,41],
M wnwyb] hwéwu hwinhung qhGnwnhup M694V/

M694V L (20,9%), wjlnithtinlk M694V/V726A (18%),
M694V/M6861 (12,7%), M680I/V726A (9,8%), M680I/
M680I (3,4%), V726A/VT26A (2,8%), M694V/R761H
(2,8%) L wy) dmwmwghwGbpp 20,6%:

Cuwnn  htnhGuyGhph - wdjulbph’ 2wjwunwind
htintipnghgnun Yp6wynmd ML dnunwghwlbph wnnny
ypnnGph pwlwyp pudwiwGhG 060 k L juqimd k 1:5;

M4 ppninuniwhl dnunwghwGbph hwjnGwpbpm-
dphg htwnn wiyqpGulwl ppwlmd pymd kp, ph ML
whnnnpnzdwl htw Juwywe ndjwpnmpymGGhpp Ypgb-
pwlwl, uvwiuyl Ghiphuymiu Lu M whunnpnynuip
qupnfuini £ hpdGwlwlnd  dGwy  YhGhywlput
[40,51]: “Fw wuydwlwynpwd kw6 hwiquiwlpny,
np wn wjuop hwjmGuwpbpjwo 6 ML ppoinundwht
40-hg wybjh dnunwghwGbp [5,28,32], dhGsntn qwupn-
puwnnphwlbph G659 dwumd npnpymd 66 5-7 wnwb
wmwpwoywd dnunwghwGbpp: Pwugh npuGhg’ hugbkph,
hptwGhph, wpwpGph L pnipptiph dnin htwbpnghgnn
L GnyGhul hnminghgnun Yhdwlnui ML dnunwghwGbph
wnnng YpnnGhph phyp wwn 86 L: M Prash wyju-
Gtpny [40], YnjfuhghGh Guwniwdp guulwi uwnwy-
fuw@ wynn hujubnbbph 50-70%-h dnwn hGwpwynp t
tnty hwjnlGwpbpty dhwyG dby dnunwghw fud Goyg-
Ghuy n3 dh dmumwghw sh hwjnGuwpbpyb;: Ununwyn-
pwwbu Giwl wjuGtp GG GEplujugmd Gul wy)
htnhGwyGbp [51]: UdkG nbwpmd Ghpljuwynuiu htinh-
GulGkph dGd dwup, jGwjwd plymbmd GE ML ljh-
GhywijwG whnnpnydwl weweGu)Gnpwip, wwlw)6
unjtynijjup ghGimplulut wyjuwGbphG Llu huwnlwg-
(nid &G Yuplop whinnpnphs nbp [30,46]: UykihG uyn
wyjwilbnl mGEG fuhwl GuwlwympymG hhywlnmp-
Jul dwlpmpjul L wihinhnngh qupqugiwl huju-
Gwluinmpyul julfuwmnbuiuG goponut: Wuubu® ub
utd pyny wpfumnwlplbp, wyn pymd Gul funwp-
YJwd hwjuqqh hhywlnGbph dnwn, npnGgnid wuwgnig-
Jwd E, np M694V/M694V inunwghwjh YpnnGhph Snn
hpjwlnmpmGG wybih owGp [ plpwGnud L wihmh-
nnqh qupqugiml huwjuGuwiwGnipmiG6 uwybh Wk t:
UybhG" w6 wyywiGhp [16,20,21,25,35], np M k-
Gnwnpuy 1T hinjwGnGopp (Bpp shw ML whwhY YihGhyw,
pwjg qupquind E-widhinhgng) hhdGuliwbGnud M694V
hninghqnun GG [49]: Ujn thwunp htnhGulyGkphG hjp
£ wyb) wnwowplly GoijGhuly wuhtupnniunnhl M694V
hninghgnunGtphG Yubuwpgkihy Gupuumulny GwGw-
b YnjjuhghG: E148Q dnunwghw wybjh «itmi» E L
wyn inunwghwjh YponGeph dnwn hhywlnmpniGp $b-
(nnpuynptG wytih poy) £ gpulopymd L wipnhnngh
qupgugiwi hujuGwlwinipniG6 wybkih phs k [35,45,
51]: Apwl hwljuwnwly w6 wmyjwiGkn, np YwuGunpu-
whu V726A/E148Q ununwghwjh YponGhph dmn Lu hp-
Yulnnpjmbp hudbdwmwpwp dwip t pGpwbnu [25]:

Uithnthbny  hwpy £ Gzby, np M dngblmywup-
quGbnhiuliwl wuwblnGbph Yepwpbpuwy  wphuw-
wwlpGbpp Ghphuymiu @) punhny wpmGuiymd
tli, hGsp hpdp t wwihu Gapwnnby, np Ynn wuyugquinul
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wyn wyuGbpp GomGhGwG wwn wybih npnghy GzwGw-
YynipymG:

hGywbu Gzykg, M< whunnpnynuip hhdGulwlnd
i hGhywlwG &, hGsp hp GG wwpmGwind £ npnywih
unipjEumpyhqd b Gppbdl nunGnd £ ufuwGhph wjun-
Gun:

Caghwlpwubu, gnympjmlG mGh hhjwinmpmG-
Gpp  YhGhywlwG whonnpnpiwG 2 hhdGulwG
uljgpmp’ Gngninghwimi L hudwinwbipwljmb: Zw-
Uwinwbpuljut wjunnpnytwl hhipmd pGhwd
npnpwlh wpwowwwp hwdwhinmbhony Yud hw-
dwinwbhg-Ynduy bpuny npulnpnn  whinwpwGu-
yuwG wpngbubtph b hjwinnipymGhbph fudphg wyuy
hpjwGnmpjuG wnwGdGugnuip: GGy npmd, wyjug
hudwjuinuiihony npulnminn hhywGnmpymGGtpp Y-
pnn GG wjunluGh) mwppbp fodptph L GnyyGhul wlu-
wmwhwnptb] wwppbp opqubGhy L hwdwlwpgqbp (opp-
Gl honpuyhG hwdwfumwGhy Jupon £ (hGh hwdw-
jupquyyhG hhjwlnnipymGGtph, ouwmbnwpppngh,
ninnigpuwjhG, yuwpuluyhG hhjwlnmpmGGtph L wy
nhuypbpnui):

UfumnnpnpdwG Gngninghwlwl uyqpmGph hhdpnid
pGiwd 66 wwppbp bhjwlnmpymGGiph YnGipkm
npulnpnuiGiph Yepwpbpwy hwjmGh wyjuGhp: <h-
Juwinnpynuip hwiwpmy b6 whnnpnydwd, Gpp wyjug
ynGyptn  hpjwlnh whnwGhGipp hwdpGhinnd GG
npnt npopwih GngnnghwjwG Shunjnph npulnponiGhb-
ph htiwn, np6 pGymGJwd & hundwpb) bowinG [8]:

Unynpwpwp, YhGhghunGipG whunnpmyiwG wpn-
ghund hudmpinwbpmlwmithg wiginud &6 nhuh Gn-
qnmgphwljuip, npG wowyby §hywm whinnponynod E:

Ulqphg wnwGdGuglmd &6 wyjwy hhjwlnnpjub
hpiGwlw6 YhGhhwpupnpunnp hudwfunwihobbkpp,
wjimhtnl’ npnphy hwdwhinwbhop jud hwdwju-
wnmbhyGkpp (bphk YbpphGGhpu qnynipymG mGkG): Uu-
Jwdh ophGwy Ywpnn £ hwlnhuwGuy JupwlwyhG hh-
JuinmpniGGhph 4o dwuh wnnnpnymdp, Gpp w-
nwGdGugymd &6 hhdGwhwl6 hwdwhnwbhyubpp,
wjGmGhtnk npnphsp L gpymd £ GngnnghwlwG wfu-
mnpnymip:

M2 whnnpnpiwl ndjwpmpmGGipp npoywljhn-
phiG Jquywmd GBG GpuwGnud, np gqonympiniG ymGhG
npnzhy hudwhonwbhotbp W hwply £ (hGmd uvwhiw-
Guithwlp]t hpdGulw 6 hudwhnnwmbthyubph qGwhwm-
dunip: fuGnhpp pupnuind £ GpuGny, np wuppbp ht-
NnhiwlyGtp ML whmnpnyiwl huniwp wnwowpymd GG
wwppbp hpiGwiwG hwdwpnnwbhotbp, npnlGp bp-
piil twlwG uuwiGhph wundwn Yupon 6 hwGnh-
uwlwy: UwuGuynpuubu, mwppbp htnhGuyGtp thop-
4t b6 wnwGdGuglty ML pnpuwihl, tannyphGnuyuphly,
Uwzyuwyht, upnwihG, GphywiwihG L wy dlbp [3],
npnlp st6 nhiwgh) dwdwGwlh thnpdnipyuGp:

Gpywp wwphGep hGhghunGbpG oquuymid thG

Heller-h, Eliakin-h L Sohar-h wnwgwplwd whinnpnypy
swihwGhyGtphg, npnlp ww qdbpm| Giw6 thG dh-
Wjwlg, L hjnip tp pGymGymd hhjwGngmpjui Goupw-
Jwdl pGnypG m hpjwlnGbph wqguyhl wwwnlwGh-
(hnipjnilp: UwuGwynpuwbu, 1967p. Soharq L hunfw-
htnhGuYyGtpp [43] wnwewpyty &G M whunnpny w6
htwnlywy sunhwGhyGhpp.

1. jwpdwunl whlnujhG GouwGbph qupquignui,
npnlp smGkG ophGuswth pGoyp,

2. Gnuujwdl gunjbph wowewgmd npoyw)Gh fun-
nngnud, YppujuGnuiljmy ud funynp hogbpoud,

3. GUwGophGwy uptwuwniwwmhlw mGhgnn wy
hhjwGnmpyniGbph puguljuwympiniG,

4. bphijuwiGbph  wbphobwhlnqughG  wbnuijwg-
dunip wipnhnuyhf whnwhwpiwlG 0k hw-
JulwlywmGmpjniG,

5. hnjuGnmpjui pGumwGbjwG pGoyp ni wninn-
uni-nhgbufn] thojuwGgnuy,

6. wqquyhl wunnlwGhjhnipymG:

1977p. P. Terasaki L. hwiwhbtnhGuyGtpG [44]
umw(ié(imgﬁnui kG M whnnnpnydwlG gnigwGhyGhph
2 lunuip hpiGulwG L jpugmghs: Cun htinhGwlyGhph
hpiGulwG gmgwGhyGpG &G* 1. hhwbpphpdhujh,
wbphwunGhwh 1-3 op, wppphwh 1-30 op, tphqhwhinhy
Ephptdwgh YpyGynn GnupuGbpg, 2. tpGhYwlywl wuwn-
YuGhhmpymGp (hwjbp, hpbwGbp, wpwpGbp), 3. hh-
Julnmpjul pGowlbywG@ pGoypp: Lpwgnighs
gnmgulhyGupG G6* 1. dqdqunn ubpnGhquuniy wppph-
wup, 2. wnwlg whphunGhwh npojw)GuwihG gunjtpp
(1-3 op), 3. hjjwGnmpjwG ulhqpp WhGsk 20 wwpblw-
Gp, 4. bnhmpjwl duniwGwly nihuhw(, 5. dunwGqu-
Jul wnunnuni-ntkghupy] pGnypp, 6. YnjjuhghGupbpw-
whwjh wpnntGuybnnipyniGp:

N.Dilsen L. hudwhtnhGuyGtpG [22] 1997p. wnw-
owpynld GG ML wunnpnyhs 2 gnigwlhyGbp® 1. Gonuw-
Jb punurpuiwubp (nbln, wpnnihGughw, pnpw-
Yuighw, wphdthl wppphw), 2. wy gmgwhyGip (AA
uihinhnng, pwnwGhjwi wiuniGkq, YnjfuhghGh npuw-
Jui wqntgnipymG): Cum htinhGuyh® 6hpw whinnpn-
2tnt hunfwp wGhpwdtyn kb Gouyugh d6Y pununpu-
dwuh wolwmpymGp 2 wjp gmgwGhyGhph htn Shw-
uhG: Lhpjumnuiu puduluGh6 6 Yhpunood niGh
1997p. A. Livneh L. hudwhbtnhGuyGtph Ynnuhg [33]

, wnwownplwd wjunnpnyhs wiqnphpip, npl wounfby

hwipnGh & Tel-Hasomer-h gniguGhyGp wGywining:
<tmhGulGtpG wowewplby &G ML pGnpny 27 gmgw-
GhpGtp, npnGp pwdwGhy GG 3 fudph' dko, thopp L
odwlnul: Unwownlyby &6 whinnpnyhs gngwGhyGh-
ph 2 hunjuwpmluqibp’ wwhwwinquijwG L wwupgbg-
ywo, npnlig qquynGnipjmGp L uwtghdhlnipjniGp gk
GG hundwujunujuwGupup > 95% L > 97%: Uwun-
sbihnipywl 2Gnphhy YhGhywGbpnd wounby WGd Yh-
punmpyntG mGh wwpqbgwd whnnnpnphs  hw-
Jupwlwqup (wn.1):
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Unymuwly 1

M< wiumnpnydwl upupqbgyuo hujwpwluqdp (puwn Livneh et al., 1997 )

3. unGnuppphnGph (YnGp-wanpujht, ofiljwG L
upnGp-pwpwjhG hnnbph) :
dfpw)G nbln

phph npnyujGwghG GnujuGhp**

“ oA

Utid gnigulppGhp ®npp gnigwGhyGhp
14 whuyhly GnupulGbp* [olph Goupubbp
il u;hphu‘fx{ahmh (nupwontG) 1. Ypspujulnuih
2. uylphunp @hwinniwGh) fud wiphjwpnhuh 2. hnnbph

3. $hqhwlwl dwlpwpbnGwompniGhg htnn nun-

ptiph guy
4. injjuhghGh npuljwi poidwljuG wqntgnipyniG

*Shughly GnupuGbpp plnpnzyod b6 npujbiu Uplljnn
(3 Goupu Gnyl wmbpmd) gbpdnipyul pupdpugludp
(abilpnwy gbplumnfidmbp 38°C b wyby) L jupduak
(12 dwipg 3 op) Gnuyubbp:

**@hph Goupubbpp plopnzymd 66 npuybu gunmn L
pllynn GoupuGtp, apnbp whuyhl Gnuwbbphg uwp-
phpmd 66 hlnlyuy unfyubbphg dblmy lpud Gplmrumy
1. gbpunnmowlp Gnpdwy b lfwd 38C-hg guop, 2.
Gnupullpl wybih upd ud Gplup GG (6 dwdfig ns
wwluu L 1 pwpuphg ny wyiby, 3. npmjuyGuyhl
Gnupuygh dundwlwl wbphunlfunh Gyublip shwb, 4.
opnywybuyhl Goupublpp wbnulpuyfwo b6, 5. walp
b6 vnupplp hanbph wpppfunGp:

tnhGwyGbpp Gzmd GG, np wihnhnngp sh Ghpun-
qwd wnjjwy whunnpnghs wignpphpdp b, pwlh np
Ghpluynuin’ YofuhghGh (wyGoptG Yhpundw wwy-
dwGGbpnud, wdhphnngp zwwn hwqiunby £ hwi-
nhwynui:

2002 p. M. Pras-p [40] wnwownlhy E unbjh wwp-
qhigjwd wfunnpnzhs dnnbgnui: Lw wpwowplmd k
Upwjl tpym whunnpnghy gmgwlhyGep’ 1. Ypylinn
JupGunk poppnpuhl GouyuGhp, 2. YnjfuhghGupnid-
twl npuiwl wpymGp: Bhyn £ wju phupmd
wlbwulmGuih £ dGmd GouwuGbph UnGhipbn nb-
nuijuymip, vwluw)l htmhGuyp Gymd E, np wyn gm-
gu(pGbph qqujGnpjniGp gbpuqubgnui £ 90%-p:

Zuywumwimd Gpup wwphGep YhGhghumGhpp
Yhpwonud thG wpnd. UW. U Uyduqyubh wowgwpljud
whunnpnphs gnigwlhyGhpp [4]: {EnhGwip Lu wow-
swpynud t wwpumwnhp L pugnighy gmgwGhyGhp:
Mupununhp gnigwGhyGupl 6" nhpdhy Ypylyon, up-
Guwwl (2-3 op wlnnmpjudp) ghdmq YwibpbuwghG
ubpnqpnGipp’  whphonGhn, wibphn, hwqjunby’
whtphjwpnhw, npnGp ninbygynd GG mdtn guymy L
pupdp gbpiwunhdwlny: 26y npmd, htnhGwlp Gymd
£, np joipuipGsynip nhupmad, bpp gunjp wlmad & 2 ophg
wwlhwu jud 3 ophg wyky, wihpwdbym & juuljudt;
M whnnnpnydwGp: UGhpwdtyn E Gul, np Ggwud
whinwbpwbbbpp Gowwyhg nmpu huwwn YbpwGwi:
{tmhGwyp, J6wpud wyl pwGhl, np wewldGuglnu k

Gk (pugnighs wjunwGhyGbp (hhywlnnipyjwi ulhgpp
Jun dwijwliwl bwuwind fuwd ubnwlwl hwuni-
Gwgiwl ppwlny, Gnwwlbph btpYwpwwnml nhpihy
yplGnd, wqqujhl wwwlhwlbhmpmb, dwnwiqu-
Yl dwlpwptnGywonipynil, wihnhnngny hwéwhiw-
Uh pwpnugnd, pny] wpowhwpnjwd L winpn)
wpppwighw, hnhmpjwi pGpugpnid GnwwGbph nunw-
poud, hwhwphnuwhyujht phpuwhwh wiwppmbw-
yEnnipmih, pwqiwphy] wloqnun YhpwhwinwljwG
dhowlinmpniiikp, nhtlGghbw; YumnygGiph nhu-
ImGlyghwyh GwGGbp, Gnuuwjh dwdwlwly wpwG
4nnihg ump 2ppwGh wwwwupiwG), quGmyd b, np’
hpiGulwG gmgwuGhyGtph phlynq dkhh puguiljump-
JuiGp dfunnud £ ML wumnpnynuip;

UyGwnm k, np wpnd. U.Ujwqubh Yonuhg w-
nwownljwd wjunnnpnyhy wignphpip pwwn wybih juhuwn
£, pwG wpnwuwhiwGui htnhGuwyGbph, dwuGunn-
pwwbu' 7e/-Hasomer-h gnigwmGhyGhpp:

Ubifp wnwownplh) Gip htnljuwy whnnnpnphs wi-
qnphpup [6].

ShuGwlpul gmgulfiyGbp. 1. vwyupphpupwp wow-
uignn wmwpwonl whpmnnGhn jund/L wikphw' 2-3 op
wlnnmpjudp, npi mnbygymd t mdtn gunjny, 2.
guyhG mnblygnn wbln, 3. wihnpnng, 4. YnfuhghGh
pipuwylinhy wpymibubnnipnit:  Lpwgnighs
gmguGhyGbp. 1. wppphwh YpYGynn Gonupulhp, 2. hh-
Yuinmpjui uhhqep jun dwiliwiwl hwuwlnd, 3.
wqquyhl  wunlwibhmpymG, 4. owGpwpknGyud
dunwiquipuG wGuwilhq, 5. npoywjGuyhG L fuwunp
dLbph dwdwlwl pwqiwGwyh Yhpwhumwlwi dh-
owiwmnpymbGbp, 6. YwGwlg dnn hnhmpjwl dw-
dwwly nifhuhw, 7. Gouujh dwdwGul wpyw6 Ynnthg
unip p9wGh wunwuhuwG, npp jubnbudnmnud £ Go-
wuwjhg htwn:

Uhunnpopdwi hwjwumhnmpjul hunfwp wihpw-
dtipu Lk kpbp hhdGwljwG gnigwGhyGhph (puyg 1-p L 2-p
upupuunhn) Yund 1 L 2 hhdGuijuG gniguGhyGeph L 3
[nwgnighs gniguGhyGEph wnljuwynmpmGnp:

biswbu Gplod £, wpmwuwhdwGyub hmhGuwlGhpt
ML whnnnpnydwé Uk dhd nbp GG hwwnljwgGnud honb-
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ph b dwylh whnwhwpdwlp, hGp dGp L owyg hwj hk-
nhGwyGiph myyugGipny hwyjuljul wnwniyughw-
Jjmd wybh hwqiunby E hwGnhynod (hunnluugbu®
dwljuyhG tplnypGhpp):

Lhpjuwynmidu  pwqiwphy hbmwgnnmpymGatpnyg
wwwgmgyby k, np ML pmdiwl L wipphnngh Y-
fJuwpqbdwl hunfwp Yhpwngnn puyjwgnyl gnudh-
ongp UnjfupghG 't [15,23,31,42,51], nph 1,52 dg/opp
nlinuswihp hhjuwlnGiph 95%-h dnn wwthu E gpuwl
wpymGp (GnupuGbpp Jhpuwlnd GG Jud bwwbu ujw-
Juunu) [40]: UgkhG" YuG wfuwnwGpltn, npnign
wwwgnigywo £, np YnjfuhghGh Gphupuwmb Yhpumiul
ntwpmd wipnhnuih6 Ghppnwwphuyh Jun 2ppwi-

Gipmd Ywpon © ghubp wipnhy Gymph hbwnqup-
qugmi [9,31,38]: Lpywd phqusunhbph Yhpuntw6
nbwpmd YnjfjuhghGh hwjnGh YnniGuih wqnbgnpniG-
Gbpp  (wpmGwuwbnddwl payEmy, wqnuubpihw,
nhuwbupnhy bploygplbp, Shnuwwphw, Ghypnuuphw L
wy)6) buqyunbuy &6 qupquiGnid L nupdbih GG:

M dwiwlwly YnjjuhghGh pmdwlwd wqnbgmp-
JnG6 wyGpwl huwnwl & wpnwhwjnywd, np, hGsuwhu
Gzqtg ybplnud, pwqiwphy htnhGwyGhp YngfupghGh
npuljui wqnbgnmpjuh wowewnplmy 66 ghwnk) npuybu
whunnpnyhs gmguéhy:

Uwnpl Gipyuywgywd t A.Livoeh [33] wnwgup-
Ywd YnifuhghGh wjunnpnyhs wignphpip:

1 Unjfuhght 1 tg/on (6 wihu)

‘Lnuwlbph qunguipnd

‘LnwwGbpp wpnGulymd GG

\ 4
2w | UnjjuhghGh nuuptgnu

‘Lnwwlbph nunupnud bnlqmﬁbp%léhpulgullmﬁ
l v
Stuwnp YplGhy Lu 6 Jhuynu £ ME
wuhu oquh@
‘LUnwwGhph ‘LnuyuGbpp
T WD ;thuhux[mli {1
Phuwmp Jljuymd £ ML
oguuljun sk oqupG

Ulubiw 1. Ynjluhghth whunnpnohy wignphpdn

Gul wmjwiGGp, np YnjfuhghGh hwpbph Giuumiundp
Junit hpwnGtph dmn quy wpgymbp b unmwgyod
UnjfuhghGh GEpuplpiwG ghupnd [32]: Unwewnplpty k
fwlk UnjfuhghGh Gundudp huwymG hhywlnGhphG
2wpwpwimi 2 wiqul BA Ghpuplty 4,5-5 U474 shunjnp

h 4

UnjfuhghGh ntmuswihh wybpugnu
2p 1,5 ig/op (6 wshu)

‘Lnwwbpp
‘Lnwwlhph Quupnul 2wupntGuijymd L6

]
!

b G GnitupghGh ntnwswthh
Ilmzllum wy wn Gpugnud
s 2 dg/op (6 unipu)
‘Lnuwubtph
nunupnid :
JhpununGuy fhuwnp
2w oquuuljup sk

a-hGwntpdtpnG [19] Yud Gonujwgh uljqpoud Ghpuapliby 3-
10 416 dhunjnp o-hGuntpdbpnG [48]: UwlwyG hwpy t
G2}, np a-hGnbpdtipnGm] poidiiwb wpdtpp puqiwphy
wlquuiGtp qipuqugnul t YnjfuhghGny poidtwi wp-
dtphG:
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M2 pmdiwl Guuuunwim] wowewplyby b6 Gul
2w mﬁnhqmﬁmuﬁhp, npnlg ko Wwup $h qlniwgh!
duwiwGulh pGGmpjuip L Ghpluynuiu sh Yhpwnynd:
Mpunpmpyul GG wpdwGh pmdiwl wyl uyqpmlp-
Ghpp, npnlp wqnmuy GG ML wwpnghlikgh nplk onuyh
ypw: YihGhghunGhphG Junnig huwynGh E, np nunbljgnn
hhywGnnipymG6ph upwgnuiGhpp Guuunmyd GG ML
GnuywGbph hwEwhuwgdwip, L hGwpuwynpnipjw uwh-
SwGGbpnud whnp Ehinpdby poidhy l[h'pgllﬁ(ihpﬁg: U't'uu-
Guynpuuybu’ Yul wyjuiGbp, np Helicobacter pylori-ny
Jupuipjwd M hhjwlnGuph inun hwijwhbihynpuly-
nbpuyhG phpuwhwl pwpdpuglnd E UnifuhghGh
wprym GuytnnpymGp [30]: Unwgwplyby E hpunty
hwlpupnppnpuyhl L pdmGuyupquinphy wqntignip-
jni6 nuGtignn nqunihgnglikn [12,27]:

Opnywyh ppuimi wpymGp b umwugymd u.u.
Uyjuquih wnwowplud poidwljub uGGnulwpghg
[4], nph hpiGwlwG ulyqpmlpl L Swpwbph fuhuwn
uwhiwGuhwymdp, wotuweptph opwpwdGh swihw-
{np pswgnuip, uujhumulnigGuph Gopiwg opwpwdhip:

Qwih wnlbny wjl hwGquiwlpp, np ML dunjw-
Gl wniw E uppbu-uwhiwGuihwynn L wijmpjwglon
hunfwljupgbiph nhupwpuu® wnwewnyyb) & uppbu-wy-
wpjuglnn hwiwywpqbph nwpptp onuyGkpp plénn
nnuuhgngbph  Yhpuwnmd  (quidsw-wihGulwpw-
quppyh wdwlgjwiGlp, utmwwnhy pEnuihenghitn,
hwlwopuhnubwnGbp, uhduwpnihphyGbp L wy6) [1,6]:
UtGp pwjulwGhG puy wpymGp tGp umwugh; M
hpjwGnGbph dnn wnhGbph pwphbpuyhG mbyghwgh
Yupgquynpnuipg, hGzh Guuwwyny Yhpwnty bGp wph-
L wpnphmnhyGbp, wibpwdbnmpyul ghupmyd hw-
yuppnwhyGbp, popitGuunnwihG ghqudhenglibp (6,
26]:

Jdhpenud wlhpwdbyn k dbYy wqund Lu pbywnhy, np
$0wjwd wwppbp hinhGuyGtph Ynnihg wnwewnpljwd
pwqiwphy podwliwl ShongwnmdGhph, Ynjjuhghlp
wpnifwynmd b 06w ML pmddwl L wdhmnpnngh
Juluwpgbpiul Guuwmwyn] Yhpwnyon pujwgniG
ntnulhengp:

ITocmynuna 22.09.04

Ieprogayeckas 60Jie3Hb: PACHpPOCTPAHEHHOCTH, AHATHOCTHKA, JIedeHHe
(o630p JIETEPATYPHI)

I'.C.AxonsH

B crathe NMpHBEIEH aHAIW3 JIATEPATYPHBIX HAHHBIX
NOCNEAHHX JIET, KACAIOIUXCA PacnpOCTPaHEHHOCTH, AH-
arHOCTHKH M JieueHus neproawdeckoit Gonesnu (I1B). U3
pe3y/sTaTOB aHamu3a cneayet, 9To IIb He ABNAETCA pen-
kuM 3abonesanneM, ocobeHHO B Gacceitne CpeausemMHoO-
MOpBS, IIOCKOJIEKY TOJIBKO B €ro BOCTOYHOHM 4acTH ¥ Ap-
MEHHM YHCJIO IeTepO3HrOTHBIX HocHTene# rexa IT6 mo-
xeT npesslmarh 10 MIWUIHOHOB.

B craThe pacCMaTpHBAIOTCH TAKXKE PasTMYHbIE JHAr-
HOCTHYECKHE ANTOPHTMEI, ITHPOKO MpAMEHSIEMEIE B KIIH-
HHUKE, & TaKKe NWATHOCTHYECKHE KPUTEPHH, BhIpaboTaH-
Hble B pe3yJibTaTe COOCTBEHHBIX HCCenoBaHuM. OTMede-
HO, YTO KOJIXMUHH ABIAETCA caMbIM 3(()EKTHBHEIM Cpe-
crBoM nederus I1B, maromum Gonee wem 90% monoXH-
TENbHEIA pe3ysbTaT.

Familial Mediterranean Fever: prevalence, diagnosis, treatment
(literature review)

G.S.Hakobyan

An analysis of the recent literature has been conducted
regarding the prevalence, diagnosis and treatment of Fa-
milial Mediterranean fever (FMF). This analysis shows
that FMF is not a rare disease at least in the Mediterranean
basin, as only in the East Mediterranean region and in
Armenia the number of heterozygous carriers of FMF

gene may exceed 10 million. Diagnostic algorhythms are
also presented which are widely used in clinic, as well as
the author’s diagnostic criteria. It is noted that colchicine
therapy is the most effective method of FMF treatment
with over 90% positive effect.
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