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CemeliHas cpeJjM3eMHOMODCKasl JIMXOPaZKa fIBJSETCS CaMbIM pPacHpOCTPaHEHHbIM B MHpe MOHOT€HHBbIM
ayTOBOCNa/JIUTeJbHBIM 3a60sieBaHUeM. B Mupe 3apeructpupoBaHo 6oJiee 100 ThICAY MallUEHTOB C JAHHBIM
3abosieBaHueM. K HacrosinieMy BpeMeHM JokKa3aHo, 4yTo npuuuHoid CCJI aBastorcad myrtanuu reHa MEFV,
pacrnoJoKeHHOTO Ha KOPOTKOM Ijlede 16-i XpoMocoMbl. 3a6osieBaHUE HMMeeT OTYETJIMBYI0 3THUYECKYIO
[pe/pacrnoJioKeHHOCTb U NPOsBJISETCA PeLUAUBUPYIOIUMY aTakaMU Ge6puIbHON JIMXOpaAKU NPOJ0JIKU-
TeJIbHOCTbIO 6-72 4, CONPOBOXKAAIOIENCS ABJIEHUSAMU aceNTUYeCKOr0 NEPUTOHUTA, IJIEBPUTA, apTPUTAMH,
BOCHAJIMTENIbHOHN CblNbI0. TsXKeCTb 3a60J/eBaHUs ONpe/iesisieTCsl He TOJbKO aTakaMHU CUCTEMHOI0 BocraJie-
HUS, CYLeCTBEHHO YXy/UIAKIMMU KaueCTBO KU3HU, HO U BBICOKMM PHUCKOM pa3BUTHUA AA-aMUJION/034, KO-
TOPbIMA MOXKET NIPUBECTU K TOYeYHOH HeZJOCTaTOYHOCTH U rMbe/Iu alkeHTa.

Katouesvwle cao8a: cemeliHasi cpedusemMHOMOPCKAs AUXOPAdKa, nepuodu4eckutl nepumoHum, nepuodu4eckas
60.1€3Hb, APMSIHCKAST 60/1€3Hb, espelickasi 60/1e3Hb, nepuoduyveckull cepo3um, NapoKCU3MAaAbHbIU CUHOPOM
Jlocatinyasi—-MozeHmausi.

Familial Mediterranean fever is the most common monogenic autoinflammatory disease in the world. More
than 100 thousand patients with this disease are registered in the world. It has now been proven that FMF is
caused by mutations in the MEFV gene, located on the short arm of chromosome 16. The disease has a distinct
ethnic predisposition and is manifested by recurrent attacks of febrile fever lasting 6-72 hours, accompanied
by symptoms of aseptic peritonitis, pleurisy, arthritis, and inflammatory rash. The severity of the disease is
determined not only by attacks of systemic inflammation, which significantly worsen the quality of life, but also
by a high risk of developing AA amyloidosis, which can lead to renal failure and death of the patient.

Key words: familial Mediterranean fever, periodic peritonitis, periodic disease, Armenian disease, Jewish disease,
periodic serositis, paroxysmal Janeway Mosenthal syndrome
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Llenb 3T0M cTaThy 3aKAO4aNacb B TOM, YTOObI MOBLICUTH OC-
BEAOM/IEHHOCTb W 3HAHWUA O CEMENHON cpean3eMHOMOPCKOM
nmxopagke (CC/) n okasaTb NOMOLLb XMPYPry B AMArHOCTUKe
N NleYeHNM 3TUX MaLMEHTOB B Te€X YacTAX MUpa, rae cemeiHas
cpeam3eMHOMOPCKana AnxopaaKa scTpeyaerca peako. CC/1 ganum
MHOYECTBO Ha3BaHWI, TaKMX KaK MApOKCM3MasbHbIA CUHAPOM
[KaMHyan—Mo3eHTans, nepuognNyecknii NepUTOHUT, CUHAPOM
PelimaHHa, 6onesHb Curana, nepuogmyeckas 60ne3Hb, apMsH-
cKkas 6onesHb, eBpeickan H6onesHb, Nepuoamyeckuii ceposuT,
cnHapom Mamy—KatTaH 1 ap. HasBaHue «cemeiHan cpeamnsem-
HOMOPCKas nxopazKa» bbiio npegnoxkeHo B 1955 r. H. Heller
1 COA@BT. M C TEX MOP NPUHATO BO Bcem mupe [1].

CCN — Hanbonee yacToe U eANHCTBEHHOE CPean BCEX Ha-
CNeACTBEHHbIX NEPUOANYECKUX IMXOPAZOK, MPUCTY bl KOTOPOI
CONPOBOXAAITCA KAMHUKOW NEepUTOHUTA. ITO Hac/ieAcTBEH-
HOe MOHOreHHoe ayTOCOMHO-peLeccuBHoe 3aboneBaHue,
npossaAloLWeeca NepuoanYeckn IMXOPaLKon, peLnansmnpyto-
MM CEPO3UTOM M YaCTbIM Pa3BUTUEM aMUIOMA03a. ITO camas
CTapas M3 BCeX HaCNeACTBEHHbIX NepuoaUYEeCcKUX TNXOPALOK.
Ewe Bo BpemeHa [aneHa 6binn onmcaHUa Nnepuoamnyeckon nu-

xopagku. Nepsoe pocroBepHoe HabnoaeHne CC/ 6bino onu-
CcaHo Ha 3akaTte CpegHeseKkoBbA. Tak, H. Reimann ykasbiBaer,
yto B 1629 r. Aubrey coobwmn o cBoem cTpagaHun, KoTopoe
NpoABAANOCb 03HOOOM, TOLWHOTOW, PBOTOM, 6ONIAMM B KMBOTE,
ONAWMMUCA L0 MONYCYTOK M BO3HMKAIOLWMMM CHavana Kaxaple
2 HeZenu, NO3XKe eXXemMecAYHo, O4MH pa3 B 3 mecALa, O4MH pa3
B nonroaa [2]. B 1908 roay T.C. Janeway 1 H.O. Mosenthal onu-
canu 16-n1eTHO eBPENCKYIO AEBOYKY C PELMANBUPYIOLLEN N-
XopagKon, bonsamu B KmMBOoTe M neiikoumtosom [3]. B 1945
rogy S. Siegal coobwmn yxxe o 10 cnyyasx peumansupytoLlem
NINXOpagKK, BKAKOYAsA camoro cebs. OH Ha3Ban 3TO KAMHWUYe-
cKoe HabnaeHne «406poKayecTBEHHbIM NAapOKCU3MaTbHbIM
NEepPUTOHUTOM», YTO BblI0 MPUHATO B KayecTBe NepBoro npa-
BUAbHOro onucanuna CCJ/1. Ceasb 3aboseBaHMA C aMUNONA030M
M ero cemeiHoe HacnegoBaHue bbina onvcaHa Mamy m KatraH
[4] B Hauane 1950-x rr.

BakHbIi war B neveHnn CCJ1 6bin caenaH 8 1972 r. B ny-
6amnKaumnax E. Ozkan c coasr. 1 S.E. Goldfinger coobuwanocs, 4yto
Tepanua CC/T KonxmumHom bbina apdeKkTMBHA ANA NpeaoTepa-
LLLeHNA aTaK U NPOdUNAKTUKM amunongosa [5, 6].
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HakoHel, Pras E. n coastopbl B 1993 r. 06HapyXuau, 4to
NPUYMHA NMXOPALKN — MyTaLMA reHa, BMOCAeACTBMM Ha3BaH-
Horo MEFV (ot cnosa MEditerranean FEver — cpegmsemHomop-
CKas IMXopagKa), OTBeTCTBeHHOro 3a passutue CCJ1, Haxoasa-
LLeroca Ha KOPoTKOM nsieye 16-1 XxpOMOCOMbI, PAAOM C FeHaMu
ayTOCOMHO-A0OMMHAHTHOrO NOIMKMUCTO3a NOYEK N TYy6epo3Horo
cKknepo3sa [7], a cam reH, oTBETCTBEHHbIV 3a 3aboneBaHme, bbin
BbifB/eH B 1997 r. [8, 9].

Ben-Chetrit E. n Touitou |. npoaHannsMposann Hanbonee
yacTble myTaunn MEFV, cBA3aHHble c onpegeneHHbIMU 3THUYe-
ckumu rpynnamu. CyliecTByeT NATb PacnpoOCTPaHEHHbIX MyTa-
unit (p.M694V, p.M694l, p.V26A, p.E148Q 1 p.M680I), KOTOpbIE
OTBETCTBEHHbI 32 6ONbLWNMHCTBO MyTaLMii B 6AMKHEBOCTOYHOM
nonynauum naumeHtos ¢ CC/1. Tpu n3 atux mytauum — E148Q,
V726A n M694V — o4yeHb gpeBHUe 1 BnepBble nossuancb 2500
neT Hazag B Meconotamuu [10].

OnucaHue posiu reHa B BO3HWMKHOBEHWW 3abosneBaHuMA
0,310 TOMYOK K AanbHEeNWUM yraybneHHbIM reHeTUYeCKUM Uc-
CNefoBaHMAM, a TaKXe M3MeHeHMo HomeHKaaTypbl CC/1. Tak,
[aHHaA natonorua, srkatoveHHas 8 MKB 10 B kKnacc «bonesHu
SHAOKPUHHOW CUCTEMbI, PACCTPOMCTBA NUTAHUA U HapyLleHUs
obmeHa BeullecTB» noa Koaom E85.0 u Ha3BaHMem «Hacnea-
CTBEHHbI cemeliHbli ammunonaos 6es HesponaTumy», B8 MKB 11
6bIn NepeHeceH B Knacc «bonesHn MMMYHHOM cUCTEMBI» Kak
Ho3o/10TM4ecKan eanHnua kogom 4A60.0 1 nop HasBaHveMm
«CCN».

MatoreHes CC/1 40 KoHUa HeAaceH. OCHOBOM NPUCTYNOB Npu
nepuoanyeckon 6onesHn ABAAETCA CNOHTAHHAA UAW CNPOBO-
LMpPOBaHHasA AerpaHynaumnsa HeMTpodumaos ¢ BbiIbpocom meau-
atopos, ocobeHHo W/I1-1B, n pa3BuTMEM acenTUYecKoro BOC-
naneHua, NPenmmMyLLecTBEHHO Ha CEepPO3HbIX M CUMHOBMANbHbIX
obosioukax. MonaratoT, YTO NMPOAYKTOM MYTMPOBAHHOFO reHa
MEFV siBnsetca 6e10K NMPUH, UM MapeHOCTPUH (OT IaTUHCKO-
ro Mare Nostrum — CpegusemHoe mope) [7]. OgHum 13 oTau-
YUTEeNbHbIX CBOMCTB NMPUHaA ABAAETCA Hannyne B30.2-gomeHa.
Kpome TOro, B monekyne nupuHa obHapyxeHbl 2 NoKyca no-
TEHLMANbHOTO CBA3bIBAHMA C AAPOM, @ O-CIMpPabHbIi U B-box-
OOMeHbl moryT obecrneunBaTb B3aUMOAEWCTBME C APYrMMMU
6enkamu. Bce BblABNEHHble B HacToAlee BpemA MyTaluu,
accoummpytowmecs ¢ M, Kacatotca nameHeHui B B30.2-30He
nUpUHa.

dkcnpeccua MEFV npoucxoauT NOYTU UCKAKOYUTENbHO B
rpaHysoumMTax U He Habntogaetcs B MMMGOLMTAX U MOHOLM-
Tax. He 0BHApyXMBAIOT IKCMPECCUIO FeHA U B APYIUX TKAHAX.
CornacHo OCHOBHOW, B HacToslee Bpemsa paboyel runoTese,
NUPUH ABNAETCA 6a30BbIM PErynsTOpoM BOCNANUTENbHOTO OT-
BeTa HelTpodmnos. COOTBETCTBEHHO, CTPYKTYpHble M3MeHe-
HUA B MONEKYNE MUPUHA MOTYT U3MEHUTb GYHKLIMIO KOHTPONA
1 cnocobcTBoBaTb NOCTOAHHOMY MPOBOCMAIUTENIbHOMY NOTEH-
umnany HelTpooduios.

HemyTaHTHbIN MUPUH MHIMBUpPYeT aganTopHbii 6enok C,
KOTOPbIN, KpOMe y4yacTua B anontose, GopmupyeT A4PO MH-
$G1laMMacoMHOro KomnieKkca nyTem roMmoTUNUYECKOro B3aumo-
penctema c 6enkom NLRP 1 Kacnasol, 4To Be4eT K aKTMBaL UK
uHTepnelikuHa (MN)-1 B. MHdnammacoma — MakpoMoOseKky-
nApHaa nnatdopma B LMUTOMNMA3Me, YCTOMUMBAA K BHYTPUKIe-
TOYHbIM MexaHU3Mam Aerpagaumm H6enkos U, B CUAy 3TOro,
cnocobHana obecneyntb peanusaumio NPOBOCMANUTENBHOMN
AKTUBHOCTU KNeTKW. CyLlecTByeT HECKO/IbKO Pa3HOBUAHOCTEN
nHpnammacom. Mpu MNB U Apyrux cemeliHbix NepUoaNYECcKnx
NIMXOpafKax OCHOBHOE 3HauyeHwe npuaatT nHdaammacome
Ha ocHoBe 6enka NLRP3 — kpnonupuHa. B KayectBe 0CHOBHOWM
npuymHbl passutna CC/1 paccmaTpuBatoT yTpaTy MHIMBUpyto-
wero adppeKTa MyTaHTHOrO NUPMHA U, KaK cneacTBue, aKTUBa-
LMo Kacnasbl-1 ambo dopmupoBaHne NMPUHOM COBCTBEHHOM
MHbnammacombl. OgHAKo ponb MyTaumii someHa B30.2 B pas-
BUTMM CCJ1 OCTaeTcs CNOPHOW; BO3MOXKHO, MUPUH MOKET Npo-

ABNATb KaK Mpo-, TaK U NPOTUBOBOCMANNTE/IbHbIE CBOWCTBA B
3aBMCMMOCTM OT KOHKPETHbIX YC/I0BUI. 3HaYeHNe MyTaHTHOrO
NUpKHa B ycuneHum cekpeunn UN-1 B npu CC/1 noatsep:aaeT-
€A KynuposaHuem npuctyna MB npu napeHTepanbHOM BBeAe-
HUU MHrMbuTopos MU/-1 [11, 12].

B mupe 3TMm cnHapomom ctpagatoT 6onee 100000 naum-
eHToB [13]. 3aboneBaHune BCTpeYaeTca B ITHUYECKMX rpynnax,
OTHOCALMXCA K HAapoAam BOCTOYHOrO CpeAn3eMHOMOPCKOro
bacceitHa, HE3aBMCUMMO OT MeCTa MX NpoxunsaHua. Hanbonee
noAsepyKeHbl 3a601eBaHNI0 NPeACTaBUTENIN YETbIpex 3THUYe-
CKMX Tpynn: apmsHe, espen-cedapabl, apabsbl, Typku. YactoTa
HOCUTENIbCTBA MYTAHTHbIX BAaPMAHTOB FreHa B 3TUX 3THUYECKUX
rpynnax cocrasnset 1:7; 1:5-1:16; 1:56; 1:5 cooTseTcTBEHHO
[14, 15, 16]. No aaHHbIM O.M. BMHOrpazoBom, cebilwe 95% na-
uneHToB CCJ1 coCTaBAAlT NpeacTaBUTeNIM YKa3aHHbIX rpynn
[17]. B ApmeHun pacnpocTtpaHeHHocTb CC/1 gocturaet 1,13%
M cYMTaeTca Kpaesoi natonorveit [18)]. TakKe 3HaumTenbHOE,
XOTA W MEHee 4acToe, YeM B Bblli€yKa3aHHbIX MONyAALUAX,
YKCNIO C/Ty4aEB OTMEYEHO CPeay rPeKoB, UTanbsaHLes [7, 9, 19].
B nocnegHue pecATMNeTMs OTMEYEHO y4allleHue ciy4yaes ne-
puoandeckon 6onesHn B APYrMx permoHax v y npeacraBute-
Nnew opyrux STHUYECKUX rpynn, aaxe y anoHues [20]. JaHHas
TEHAEHUMA 0O6bACHAETCA POCTOM YMCAa CMELaHHbIX BpaKos,
YCUNIEHMEM MUTPALMOHHbIX NPOLLECCoB, a TaKke bosee wWK-
POKOW OCBELOM/IEHHOCTbIO O AAaHHOM 3aboneBaHUKM Bpayewn
Apyrux ctpaH [7, 9, 19]. Cayyam CCJ/1y KOpeHHbIX Hapoaos LieH-
TpanbHOW A3UK He onucaHbl.

CyuwiecTByeT MHOro ¢akTopoB, KoTopble 3anyckatot CC/l-
anu3oa. K HUM OTHOCATCS BO3ZelcTBME X0104a, NUTaHue, 6o-
ratoe AMNUAaAMK, Taxenble GU3nUYeckne HarpysKku, Xmupypruye-
CKMe onepalmu, SMOLMOHaNbHbIV cTpecc U T.4. [21].

KNMHWYeckan KapTuHa 3aboneBaHusa NogpobHO onuncaHa B
MHOroOYMCEeHHbIX NybanKaumax. KpaTko ee MOKHO npeacTa-
BUTb, KaK MNepuoaMYecKn NOBTOPAIOLLMECA aTaKM CUCTEMHOTO
BOCMa/IeHWA NPOAO/IKUTENbHOCTbIO 6—72 4, NPOABAAIOLLErocs
bebpunbHoi nmxopagkon 38-40,5 °C, c aABAeHUAMMU BOCMane-
HWA, KOTOPbIe NOKANN3YIOTCA MaBHbIM 06pa3oM B ceayoLWwmx
yeTbipex ¢opmax: abooOMWHANbHOW WA MepUTOHeaNbHOM
(90-95%), TopakanbHon (42—47%), cyctaBHoW (16—-18%) cme-
WwaHHom [14, 22].

Bce BapuaHTbl, KpOME NEPUOANYHOCTU TEYEHUA, BKIKOYALOT
2 0b6A3aTeNbHbIX CUHAPOMA: KpaTKOBPeMEeHHbI AnbPy3HbIN
aCenTUYECKUIA CepO3UT M BbIPAXKEHHYIO JINXOPALKY, KOTOpble B
TeYeHWe HECKO/IbKMX AHEeW CaMOCTOATENIbHO MPOXOAAT. XapakK-
TEPHOW YepTol NPUCTYMNOB ABNAETCA CTEPEOTUMHOCTb, XapaKTe-
pV3YIOLWANACA OAMHAKOBLIM XapaKTepom M Maplupytom 6onei,
O4HAKO MPUCTYMbl MOTYT BbITb PA3HOM TAXKECTWU, PA3BMBATLCA C
pasHOW YacToTOM U HbITb Pa3HOW NPOAOIKUTENBHOCTH [17].

bonesHb aebroTmpyeT npemmyectseHHo (80-90%) B aeT-
CKOM W/IX IOHOLLECKOM BO3PacCTe M XapaKTepusyeTca XpoHuYe-
CKMM TeyeHMem € 06OCTPEeHUAMU U PEMUCCUAMM, BO3HUKAIO-
MMM OT Pa3HOOBPA3HbIX MPUYMH U Yepes Pas/INYHbIE CPOKMU.
Mesay npuctynamu 60ne3HeHHble NPoABAEHUS OTCYTCTBYIOT.
MpPOLOMKUTENBHOCTD MEKNPUCTYMHOTO Mepuosa MOXKeT Ba-
pbMpOBaTb OT OAHOTO pasa B HeAeso 40 oAHOro pasa B 5-10
NeT, NpuM 3TOM MeAMaHHas 4YacToTa COCTaBAAeT MpUMepHO
O/ MH pa3 B MecsL, MHOrAa NPUCTYMbl CAeyoT OANH 33 APYTUM
C NpomeKyTKkamu B 1-3 aHA [23]. XapaKTepHbli Npu3Hak 6o-
Ne3HU, UMelLWMNN AMAarHOCTUYECKOe 3HaYyeHne, — CTepeoTun-
HOCTb MpucTynoB. MauuneHTy, Kak npasuno, 6es3 Tpyaa yaaetca
OTANUYUTb 60/1b U INXOPALKY, BbI3BaHHbIE MPUCTYNOM 60/1€3HM,
OT NoA06HbIX CUMNTOMOB APYroro reHesa. Jluxopagka, KoTo-
pas y HeneuyeHblX 6ONbHbIX, KAaK NPaBUIO, AOCTUTAET BbICOKMX
3HaYeHW, CONPOBOXKAAETCA NOTPACAOWMMM 03HOBAMK U AB-
NAETCA NPaKTUYECKN NOCTOAHHbIM CUMMTOMOM MpUCTyna.

B ocHoBe abgomuHanbHOro BapuaHTa Mb nexut peungn-
Bupylowee nobpoKayecTBeHHOe BocnaneHue 6proWKHbLI. B
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BOCMa/IUTE/IbHbIN NPOLLECC BOB/IEKAOTCA BpbixKeliKa, cepo3Han
060/104Ka KULIKK, NEeYeHU, ceneseHkn n gnadpparmol. Abgomu-
HanrmMm 06bIMHO CONPOBOXKAAITCA CUMNTOMAMM PasaparKeHUn
BPIOLUMHBI U BAMIOIN NEPUCTANbTUKON, YTO HapAay C AMXopas-
KOW 1 IeMKoLMTO30M Nepudepmnyeckoi KpoBM CO34aeT cylec-
TBEHHble auddepeHLMaNbHO-ANATHOCTUYECKME CNOXKHOCTU U
BefeT K Heo60CHOBaHHOM NanapoTOMUMN.

OLHUM W3 BapMaHTOB ABASETCA TOPAKa/bHbIM, B OCHOBE
KOTOPOTO NIEXKUT aCENTUYECKUIA NAEBPUT. NPy PEHTFEHOCKONWM
rPYAHOW K/IETKM BO BPems MpUCTyrna OTMeYaloT orpaHuyYeHune
NOABMXHOCTY Kynona avadparmbl, HE60NbLIOW BbIMOT B CUHY-
ce Hag, anadparmoii, pexe — AUCKOBUAHbIE aTeNeKTasbl, Bce
3TV ABNEHMA 3aTEM NOJIHOCTbIO UCYE3at0T, HO Y TPETU BObHbIX
BO3HMKAIOT CMaKu.

ApPTPUT 1 apTpanrum (4aile MOHO) KaK eaUMHCTBEHHOE Mpo-
ABNeHne 6onesHN pa3BMBaoTCcA o4eHb peaKo. CycTaBHble Mpo-
ABNEHMA MMEIOT XapaKTep NeTyuymx apTpairnii, MOHOapTpuTa,
peske NOAMAPTPMUTA, Yalle BOBNEKAKOTCA KOJEHHbIE U FONeHO-
CTOMHblE CycTaBbl. 10 OKOHYAHMM NPUCTYNA 3TU ABNEHUA MON-
HOCTbIO MCYE3a0T, HE OCTaBAAA MPOANPEPaATUBHbIX U3MEHe-
HWUA. PEBMaTOMAHbIIN GaKTOP, aHTUCTPENTOKOKKOBbIE aHTUTENa
He onpegensatoTca. Peako (13%) BcTpeyaerca porkenonobHas

apuTema B BuAe 60ne3HEeHHbIX NJOTHOBATLIX NATEH AMame-
Tpom 10-15 cm 06bl4HO B 061aCTU rONEHOCTOMHbIX CYCTaBOB
[17].

Cambim TAKenbiMm  ocnoxkHeHnem CCJ/1 asnaetca AA-
aMMUIOMA03, CTPOALMINCA U3 LMPKyAupytoLLero 6enka — fo 41,
SAA, 6nuskoro C-peaktmsHomy 6enky. Yactota passutma amu-
nonaosay nauueHTos BapbupyeT oT 19.1 g0 41,3% no gaHHbIM
pasHbIx aBTOpoB [17, 22]. B ntobom cnyyae, nporHo3 6onesHu
onpepenaeTca HaIMYnem v TAXKECTbIO aMUI0NA03a.

[OuarHoctnka CC/1 npeactaBasfeT AOCTAaTOUYHYHO C/I0MHOCTb.
Tak, N0 AaHHbIM TypeLKMX aBTOPOB, OCHOBAHHbIM Ha pe3y/b-
TaTax ob6LWEeHALMOHANbHOTO MHOTOLLEHTPOBOrO UCCef0BaHUA
(2838 naumeHToB), Nneprog, ot Aebtota 3abonesaHna 4o Nocra-
HOBKM AMarHosa coctasnsdeT 6,9 + 7,65 roga [22]. MHorga ot
nebtota 3a60neBaHMA A0 NOCTAHOBKM AMArHo3a, 0CobeHHo B
TeX pernoHax, rae AaHHas naTonorns BCTpeYaeTcs cnopaguye-
CKM, npoxoauT 6onee 20 —25 net [24].

[NnA KNMHUYECKON AMArHOCTMKM B HacTosALlee Bpems pas-
paboTaHO HECKO/IbKO KpUTEepUEB, afanTUPOBAHHbIX K B3pOC-
N0 UAW peTckon nonynsuuun. Hanbonee pacnpocTpaHeHbl
Kputepuun, paspaboTtaHHble B rocnutane Tenb-Xawomep (W3-
paunb) [25].

AunarHoctnueckue kputepun CCN (Tenb-Xawomep)

TuUnNnyHble aTaKku:

BonbLuMe KpUtepun

1. MepUTOHUT (reHepann3oBaHHbIN)
2. MneBpuT (04HOCTOPOHHWMIA) UAN NEPUKAPAUT
3. MoHOoapTpuT (KoNeHHOoro, TazobeapeHHOro, ro1IeHOCTONHOrO CYCTaBoB)

Kusot

. TpyaHas kneTtka

. CycTas

. HarpysouHan 60/b B Horax

Manbie kputepun

1-3. HenonHana aTaka c BoBaevyeHneM 21 U3 HUxKenpueeaeHHbIX noxanmsau,mﬁ:

. XOpoLwKi1 OTBET Ha Tepanuio KONXULMHOM

WNR[UusN®ON P

4-9. XapaKTepuCTUKa aTaKu:

. Hannuue cnyyaes FMF B cemeliHoM aHamHese
. MMprHapNeXKHOCTb K COOTBETCTBYIOLLLEN STHUYECKON rpynne
. Bo3pacT Hauana 3abonesaHuna go 20 net

1. Taxkenan, NPUKOBbLIBAIOLLLAA K NOCTENUN

Nopaepxxusatowme
Kputepum

2. CNnoHTaHHOe pa3pelueHne aTaku

3. Hannune 6eccMnTOMHbIX MPOMEKYTKOB

4. MNosbiweHWe ypoBHA N1a60PaTOPHbIX MapKepoB BOCMaseHNA C BO3pacTaHWeM 3HayeHul 21 us cne-
OYHOLNX NPU3HAKOB: KOJIMYECTBO /IEMKOLMTOB B KIMHUYECKOM aHasm3e Kposu, CO3, CbIBOPOTOUHbIN
amunong A u/van ubpuHoreH

5. 2n1304bl NPOTEUHYPUK/reMaTypun

6. HenpoayKTMBHAA nanapoTomus WAK yaaneHue «KatapanbHoro» (6e3 ¢bnermoHosHoro socnasne-

HWA) anneHAnKca

10. KpoBHOPOACTBEHHbIN Bpak poauTenei

[na nocmaHoeKu duazHo3a Heobxodumo coomeemcmaue 21 60bWUM KpUMePUAM, Uau 22 Masabim Kpumepuam, uau 1 6onewomy
+ 25 noddeprusaroWuM Kpumepuam, uau 1 maaomy + 24 no00epiusaoujum KpUmMepusaM U3 Yucsaa nepssbix 5.

OfHaKO 3TU AMArHOCTUYECKNE KPUTEPUM BbIN NOATBEPIK-
AeHbl B MONYAALUM C OYEHb BbICOKOM PacnpocTpaHeHHOCTbIO
CC/1, HO Heu3BeCTHO, YCTaHOB/EHbl U YYBCTBUTE/IbHOCTb U
cneumounyHocTb (99%), NpUMEHUMbIE U K APYrMM rpynnam Ha-
ceneHus.

BmecTe ¢ Tem 1 MoileKynApHO-reHeTUYecKoe TUNMMpoBaHMe
He sBAeTcA abCoNOTHO TOYHbIM MEeToA0M AuarHocTuku CC/,
NOCKO/IbKY He BCce BWUAbl MyTaLMMi, NPU KOTOPbIX pa3BMBaeTCA
AaHHoe 3aboneBaHuA, U3BeCTHbl. Kpome Toro, 60/1bWKHCTBY
nabopaTopuit AOCTYNHbI 414 onpeaeneHmsa ToabKo Hambonee
pacnpocTpaHéHHble MmyTaumu. leHeTuyeckue nabopaTopun
06bI4HO NPOBEPSAIOT NATL Hanbosiee YacTbix MyTaumii (M694V,
V726A, V680I, E148Q, n V694l). bonee Toro, mytaumm MEFV

BCTPeYatoTcA Ha 0benx annensx Toabko B 70% TUMMUYHBIX CAy-
yaeB [26]. B ocTanbHbix 30 MpOLLEHTaX BbIABAAETCA TONbKO
OflHa MyTauMs WM HWU OOHA He MOXKET ObiTb BbifBaeHa. Bcé
e UaeHTMOUKaLMA reHOB Nepuoamnyeckor NMXOPaaKkn nmeert
60/1bWOe 3HayeHue. Bo-nepBbIx, 3TO NO3BONAET YTOYHUTL AMa-
rHO3 Ha reHeTM4YecKoM ypoBHe. Bo-BTOpbIX, 3HaHMA O Koppe-
NIATaX MeXAy reHoTMNamMu BAUAOT Ha ledebHyro TaKTUKy. Ha-
npumep, roMoO3MroTHOCTb No MyTaumm M694V TecHO cBA3aHa
C pa3BUTUEM aMUIOMA033, YTO NOAYEPKMBAET HEOBXOAMMOCTb
PaHHEro neYeHmns KOAXUUMHOM Y 3TUX NauneHTos [27].
JNleyeHme CCJ/1 HanpaB/ieHO Ha NpeaoTBpalleHne 6on1eBbix
NPUCTYNOB U PasBMTUA amuaongosa. [lna KynmpoBaHUA nnxo-
pagKu 1 60AM MOKHO MUCMO/Ib30BaATb HECTEPOUAHbIE MPOTUBO-
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BOCMa/IMTeNIbHblE NpenapaTbl, XOTA OHW He Bcerga adpdek-
TUBHbI. 30/10TbIM CTAaHZAPTOM U PAKTUYECKU eAMHCTBEHHbIM
pekomeHayembiM npenapatom ana nedeHusa CCJ/1 asnsetca
KONIXMUMH. CYUMTAeTCA, YTO OH B NEpPBYO oYepeab KOHUEHTPU-
pyeTcs B HelTpodunax M NoAaBAsET UX MOBbILEHHYIO XeMo-
TAKCUYECKYIO aKTMBHOCTb BO BpemaA atak CCJl. MoXKM3HEHHbIN
npuvem KONXMLMHA Heobxoaum ANA NpesoTBPaLLEeHMA Kak
NPUCTYNOB ANXOPaAKM/60/KM, TaK U ee CMepTesbHOTO OC0XK-
HEeHUs — aMmMnonao3a.

HasHauatloT KONXMUMH NepopanbHO Nocae NoATBEPKAEHUA
amnarHosa CCJ/1 (uam B KadecTBe TepaneBTUYECKOro Uccneno-
BaHWA ANA YCTAaHOBNEHWUA AMarHosa). [lo3a Ans B3poC/biX Co-
crasaset 1,2-2,4 mr/aeHb, Toraa Kak ety o6blYHO HaunHaloT
¢ 0,3-1,2 mr/geHb B 3aBUCMMOCTM OT BO3pacTa M Beca U MoryT
nocnesoBaTe/IbHO YBEANUYUBATLCA A0 2 MI/AeHb B 3aBUCUMO-
CTM OT TOTO, HACKONIbKO 3 EKTUBHO NpeaoTBPALLAOTCA MpU-
cTynbl. Kak y AeTei, Tak M y B3pOCabiX MOXKeT noTpebosaTtbea
HEeCKO/IbKO MecALEeB afanTauun, npexae yem byaeTt aocTur-
HyTa ONTMMa/bHan AO3MPOBKA (MPaKTUYECKU NOSHOE NpesoT-
BpalLeHune npuctynos). CTaHaapTHan fekapcteeHHan Gopma B
CLUA npeacTaBnset coboii Tabnetku no 0,6 mr B EBpone v B U3-
paune no 0,5 mr. PoguTtenam maneHbKux AeTen paspeluaeTca
APOBUTb TabNETKN U/UAN U3MEeNbYaTb MX B NULLY. [03bl MOXHO
NPMHUMATL B Nt060e Bpems, He3aBUCUMO OT eapl. HekoTopble
naumeHTbl NPeanoYUTaloT NPUEM OAMH Pas B AeHb, TOraa Kak
OpYyrve UCMbITbIBAOT yYLLYO NEePEeHOCUMOCTb CO CTOPOHbI Xe-
NYL0YHO-KULWEYHOrO TPaKTa, pasaenvs 403y Ha ABA UK Tpu
pasa B geHb. CneayeT OTMETUTb, YTO KOAXMLUMH (ecan npu-
HMMaTb ero MoCTOSIHHO) NpeaynpexaaeT, Ho He BoKMpyeT
ocTpbIi npuctyn [21].

[pamatnam npucTynos cBA3aH C MMUTALMEN CMMMNTOMOB
OCTPOI XWUpYypruyeckor abaomuHanbHOW KaTacTpodbl. Yuc-
10 HEOBOCHOBAHHbIX onepauuii (MHorga HeOA4HOKPATHbLIX) Ha
opraHax 6pOLWHON NOAOCTU, NO AAHHBIM PA3/INYHbBIX aBTOPOB,
pocturaet 55-75% Bcex cnyyaes M6 [14, 3, 28, 29]. 370 cBAa3a-
HO C HEOCBEAOM/IEHHOCTbIO Bpayel B permMoHax ¢ H13Kow 3abo-
nesaemoctbto CC/1, a TaKKe Ha/MumMem y naumeHTa TUNUYHOWM
KAVHWKW NePUTOHUTA.

Ha BbicoTe cubHbIX 60n1€l B XMBOTe (Yalle B NpaBoii noa-
B340LWHOM 06nacTn) nosasnseTcA pBOTa, MHOrAa MOBTOPHas.
KMBOT HECKONBKO B3A4YT, OPIOLWHAA CTEHKA HanpAXKeHa, nasb-
nauma ee pesko bonesHeHHa. MHoraa oTmedvaeTcs yBeanyeHume
neyeHu. Bo Bcex cayyasx OTMEYatoTCA IEMKOLMUTO3 U YCKOPEH-
Hoe ocefaHue 3puTpounTos. Ha BbicoTe npucTyna Habawaa-
IOTCA ABNEHUA YACTUYHOW KWULEYHON HenpoxoguMmocCTH, HO
OHW 06bIYHO HE OMUHUPYIOT B KAPTUHE NPUCTYNA U HE UMetoT
CKJIOHHOCTW K NPOrpeccMpoBaHuLo.

OnHammyeckas KuweyHaa HernpoxogumocTb MpU Heoc-
JNIOXKHEHHOM MpUCTyNe nepuoamnyeckon 6onesHu oTanyaeTca
OT KMLIEYHON HEeNPOXOAMUMOCTH, TpebyloLLen XMpypruyeckoro
BMelLLaTeIbCTBa, Ha/iMYMeM C CaMoro Havasna bonee uau me-
Hee BblpaXeHHbIX MEePUTOHeaNbHbIX ABNEHWMN, NIMXOPALKON,
HepeaKo coyeTaHnem 6onelt B KMBoTe C 6ONAMM B CycTaBax
W B rpyaHOW KneTKe. Pe3Ko ycuieHHasa B Havane nepuoanye-
CKOW 60Ne3HM NepuUCTanbTMKA Ha BbICOTE NPUCTYNA CTAaHOBUTCA
3HAYMUTE/IbHO MeHee BblpaykeHHOW. Hauano oTxoxKaeHnn ra3os
YKa3blBaeT Ha OKOHYaHWe npucTyna.

PesynbtaThl BW3yanusauuMn nauueHToB C abaoMMUHaNb-
HbiMM npucTynammu CC/1 HecneundumyHbl [30]. ITo BKAOYaeT
06blYHble CHUMKM BPIOLIHOM NOIOCTU, KOTOpble HepeaKo Mo-
Ka3blBalOT MHEBMATU3ALLMIO TOHKOM U TONCTOMN KULWWKK U HeveT-
Kne ypoBHM XuakocTu. Mpu Y3U opraHos 6ptolHOM nonoctu
MOXET BbITb BblfiBNIEHa MAapaNUTUYECKan KULeYyHasa Henpoxo-
OMMOCTb, He3HauuTeNbHaa CBOOOAHAA KMAKOCTb, MOBbIWEH-
Has 3XOreHHOCTb BPbIKENKMN /MK 3a6PHOWMHHONO NPOCTPaH-
cTBa, AMmdageHonaTua, renaTtocnieHoMeranms u yTonleHue
CTeHKM KuwKkn [31]. KT 6onee nHbopmaTBHA, YemM 0ObIYHbIE

CHUMKM BproWHOM nonocTu u Y3U, HO BCE e M OHa He BblsiB-
nAeT Kakve-nnbo cneumounyeckme npusHaku CC/. 3Tto unnto-
cTpupyeTcsa Koroptoi n3 14 naumeHToB ¢ abAOMUHANbHBIMK
npucTynamm, KoTopble Nnokasanu: paclwmpeHue b6pblKeeyHbIx
COCyA0B U/Unn yTonweHme bpbikeeyHbIX CKNagoK —y 12 60b-
HbIX, Me3eHTepuanbHyto iMmbaseHonaTnio —y 6 n cBo6oAHY
KMAKOCTb — Y 6. [pyrMmmn Haxo4Kamu 6biau crieHomeranus —
y 3 NauMeHTOB, AnNaTaLms netTeNb TOHKOW KULWKK —Y 2 U yTOoN-
LLIeHMe CTeHKM BOCXoaaLen 060404HOM KUWKn —y 1 [32].

HecmoTpsa Ha Hecneuuduyeckne pesynbTaTtbl 3TUX BU3Y-
ANM3UPYIOLLMX UCCNeL0BaHWUMA, PEHTFEHONOTY U KAWHULMUCTY
Ba)XHO 3HaTb, Kakue pe3ynbtatbl KT OHM MOryT oxuaatb BO
Bpemsa npuctyna CC/1, u umeTb B BUAY, YTO 3aja4a BU3yanusa-
LMK COCTOUT B TOM, YTODObI UCKAIOUYUTL HEOT/IOKHbIE MATONOTUN
6pOLWHON NONOCTH, TPebytoLme CPOYHOrO ONepPaTUBHONO BMe-
LIaTeNbCTBa.

C 0co6eHHO 60bWNMMN ANATHOCTUYECKUMWN TPYLHOCTAMM
NPUXOAMUTCA CTAIKMBATHLCA BO BPEMA NEPBOro NpucTyna gobpo-
KayeCTBEHHOr0 MapOKCUM3Ma/IbHOrO NepuUTOHWUTA. [loAaBneHune
NPU3HAKOB pasgpaykeHnsa OplolWMHbLI BCKOpe Mnociae Hayana
6onei nobykaaeT Bpaya NPUBErHYTb K ONepaTMBHOMY BMeLLa-
TenbcTBy. OCO6EHHO YacTo CTaBAT AMArHO3 OCTPOro anneHau-
L1Ta 1 NPOU3BOAAT anneHA3KTOMMIO. [pn NOBTOPHbLIX NPUCTY-
nax NpasBu/bHbIN AMArHO3 NOCTaBMTb 3HAYUTENbHO Nerye, Tak
KaK K/IMHMYeCKana KapTWHa MOBTOPHbIX NMPUCTYNOB OT/NYaeTca
CTepeoTUNHOCTbIO. bonblioe 3HaYeHne MMET U aHaMHeCTU-
Yeckne CBeAeHUs O HaUMOHANbHOCTU 60AbHOrO, O Ha/NMuMuK
nofo6HbIx e 3aboneBaHn y poACTBEHHUKOB. Bbicokasa /-
XOPaAKa U BbIPAXKEHHbIN NENKOUMUTO3 MPU NapOKCU3MaAIbHOM
NepuUTOHUTE NOABAAIOTCA B MEpBble e Yacbl MNPUCTYMa, Yero
HUKOraa He HabatoaaeTca Npy ocTpom anneHauumTe [33].

Mpusoanm cnyyait CC/1 M3 cobCTBEHHOM NPAKTUKMK:

MauuneHT A., 19 net, apmMAHUH, AOCTaBAEH B NPUEMHOE OT-
aenedune PKB 1 no AMHUKM CKOPOM NOMOLLM C ANArHO30M «re-
PUTOHUTY.

Kanobbl Npu NocTynieHnn Ha 60M B }KMBOTE NOCTOAHHO-
ro xapaktepa, 6onblue B NpaBoi NoaB3L0WHONW 06aacTm, no-
BblLLeHWe TeMnepaTypbl Tena ¢ 03Hobom. bosin Havanmcob 3a 3
Yaca Ao noctynneHusa. OgHoOBpeMeHHO oTmeyvan 03Hob u no-
BbllEHMe TemnepaTypbl Tena 4o 39°C.

B 10-neTHem BO3pacTe nepeHec anneHgsKkTtomuto. [o-
cne onepauuu npuctynbl 60Mei U NUXOPaAKM MOBTOPAIUCH
(npumepHo 1-2 pasa B roa), NPOAO/IKUTENLHOCTBIO 1-2 AHA.
BHe npwucTynos 4yBcTBOBan cebsa 3p0poBbiM. Obcneposanca
MHOTFOKPaTHO, B HECKOJIbKMX KAMHUKAxX 1 B 14 net nytem re-
HETUYEeCKOro TeCcTMpoBaHMA ycTaHoBneH auarHos CC/1, 6bino
Ha3HayeHo sieyeHne KonxmuuHom (no 0,5 mr 2 pasa B AeHb)
NOXKM3HEHHO. [OCTOAHHO NPUHMMaN npenapaTt U MNpu 3ToM
NpUCTYNoB He oTMeYas. 3a 6 mec. 40 0bpalleHun, B CBA3M C OT-
CyTCTBMEM MPUCTYNOB INXOPALKU, CAMOCTOATE/IbHO nepecTan
NPUHUMATb KONXULMH.

Obuiee cOCTOAHWE NpPW MOCTYNJIEHUU CpefHen Taxe-
CTW, cTOHeT oT 6oneit B »KueoTte. Temnepatypa Tena 39,4°C.
MpaBunbHOro tenocnoxeHma. Poct 176 cm. Bec 73 Kr. ToHbI
cepaua npuraywersl. Myabc pUTMUYHbIN, 96 ya. B MUH. ALl —
110/80. OpixaHue csoboaHoe, Yepes Hoc, 14 AB. B MUH. Ay-
CKYNbTaTUBHOE BE3UKYNAPHOE AbixaHue. A3bIK CyXOBaT, caerka
0610eH. "KMBOT HECKOIbKO B3yT, OrPaHUYEHHO y4yacTByeT B
aKTe ApixaHus. NManbnaTopHO HanpsaKeH n 6onesHeH 6onblue B
npasoW noABs3aowWwHon obnactn. B npaBoi NoaBs3a0LWHON 06-
NacTu UMmeeTcA nocaeonepaLymoHHbIin pybel, AnnHOW Ao 8 cm,
6e3 npusHakos BocnaneHusa. CumnTtom LLleTKMHa—Batombep-
ra NoNOXKUTe/bHbIM BO BCeX OoTAenax. [eyeHb, ceneseHka He
nanbnupytotca. MepKyTOpHO: NeYeHOYHasA TYNoCTb COXPaHeHa,
TYNOCTU B OT/IOTUX OTAE/NaX XKMBOTa HeT. AyCKy/NbTaTMBHO: ne-
pUCTaNbTUKa KULIEeYHUKa ocnabneHa. Masbl oTXoaAaT, CTyn bbin
YTPOM — 0GOPMIEHHBIN.
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O6cneposanmne: O6wmit aHanus kpoeu: Hb — 120 r/n, ap. —
4,5.10%/n, n. — 14.10°/n, n. — 7%, c. 76%, numooumntbl — 14%,
MoHOUMTbI — 3%, CO3 — 8 mm/u. OBt aHann3 moun — 6es
naToNorMn. BUOXMMUYECKUIA aHaNU3 KPOBK: 06WMiA 6enok — 67
r/n, obwuit GuanpybuH — 12,5 mmonb/n, agnacrasa kp. — 28,8
Mmonb/n, Kanuih — 3,5 mmons/n, ACT — 27,8 E/n, ANT — 30,1
E/n. Npun 0630pHOI PEHTTEHOCKONUYM FPYAHOMN KAETKM 1 BptoLu-
HOW MOI0CTM NATONIOrMYECKUX USMEHEHUI He BbIABNEHO, NMe-
eTcA MHEeBMATO3 TOHKOM M TOICTON KMLWKK. Y3U BptowHoM no-
noctn — 6e3 natosnoruum.

HecmoTps Ha ABHYHO KAMHWYECKYIO KapTUHY NEepUTOHWUTA,
YUYUTBIBAA NPUHALNEKHOCTb K 3THUYECKOWN rpynne MnoBbllweH-
HOrO PUCKa, yCTaHOBEHHbIN anarHo3 CC/1, apdeKTUBHOCTL Te-
panuun KONXMLMHOM C OTMEHOW npenapaTa 3a 6 mec., ogHoBpe-
MEHHOEe MOoBbIWeHMe TemnepaTypbl Tena ¢ 60AMM B XKMBOTE,
3anoao3peHa ataka CCJ/1 1 peleHo rocnMTaamM3mpoBaTb Naum-
€HTa 419 AMHAMUYECKOTO HabtoaeHUs. HasHaueHo: AHanbrnH
50% — 1,0+Oumeapon 1% — 2,0 8/m v Fnrokosa 5% — 400,0 8/B.

Yepes 3 yaca nocse rocnuTannsaLmMm coctosHue 60bHOro
yAydWwmaock: TemnepaTypa Tena cHusuaace o 37,6 °C, 6oam
B YKMBOTE YMEHbLIWANCH, TOWHOTA npolwa, 6one3HeHHOCTb
npv NanbnaumMy TakXKe YMEeHbLWIUCb, NeMKOUUTO3 CHU3WUA-
ca —10-10°/n. B nocneaytolme 12 yacos coctossHme 601bHOr0
NocTeneHHo yayylwunaocb: 6oan npownu, TemnepaTypa Tena
HOPMaNIN30BaNACh, KMBOT MATKUI, Nanbnauus 6esbonesHeH-
Ha. [JlononHuTenbHas Tepanua He notpebosanack. Mpu ganb-
Helwem HabaoaeHUn 6011 U TMxopasKa He BO30OOHOBUIUCD,
1 60/1bHOM BbINUCAH B Y40BNETBOPUTE/IbHOM COCTOSIHUM Yepes
2 cyTOK nocse NoCTynaeHus, C peKomeHaaunein BO306HOBUTL
NPUEM KONXULMHA NOA HabMtoAEHUEM peaHUMaToIora.

B npuBefeHHOM KAMHUYECKOM HabntodeHWW npeacTasne-
HO Knaccuyeckoe TedeHne CCJ1 ¢ BbIpaKeHHOM NMXOPaAKOM U
abaoMUHaNbHBIM CUMHAPOMOM. [lpouecc AMarHoCTUYecKoro
noucka 6bin ynpolweH aHaMHEeCTUYeCKMMU JAaHHbIMK (3THU-
YyecKas NPUHAA/IENKHOCTb K rpynne noBblLLEeHHOIO PUCKa, yCTa-
HOB/IeHHbIM anarHo3 CCJ1, oTmeHa npenapaTa). Mo Kputepuam
Tenb-Xawomep y naumeHta umencs 1 6onbwolt (NepuToHuUT),
1 — manbivi (3pdeKTUBHOCTL KONXMLMHA) U 6 noasepKusato-
WKMX (3THMYECKasn NPUHALNEKHOCTb rpynne NnoBbILEHHOTO Pu-
CKa, Havyano 3aboneBaHWs B AETCKOM BO3pacTe, CMOHTaHHOe
paspelleHre aTaku, Haandne 6ecCMMNTOMHbIX NMPOMEXKYTKOB,
NoBbILWEHWE YPOBHA 1ab0OPaTOPHbIX MapKepoB BOCMANEHUS —
NIeMKOLMTO3 Ha BbICOTE MPUCTYNa U HeaddeKTMBHAA anneHaK-
TOMWA) KpUTepmes.

Jlntepartypa

1. Heller H,, Kariv J., Sherf L., Sohar E. Familial Mediter-
ranean fever. Harefuah. 1955;48:91-94.

2. Reimann H. Periodic diseases. Oxford, 1963.

3. Janeway T.C., Mosenthal H.0. An unusual paroxysmal
syndrome, probably allied to recurrent vomiting, with
a study of the nitrogen metabolism. Arch Intern Med.
1908;2:214-225.

4.  Mamou H., Cattan R. La maladie periodique. Sem Hop
Paris. 1952;1062-1070.

5. Goldfinger S.E. Colchicine for familial Mediterranean
fever. N Engl ] Med. 1972;287(25):1302.

6. Ozkan E. A new approach to the treatment of periodic
fever. Med Bull Istanbul. 1972;5:44-49.

7. Pras E., Aksentijevich I, Levy E., Gruberg L., Prosen L.,
Dean M., et al. The gene causing familial Mediterra-
nean fever maps to the short arm of chromosome 16
in Druze and Moslem Arab families. Human genetics.
1994;94:576-577.

8. French FMF Consortium. A candidate gene for familial
Mediterranean fever. Nat Genet. 1997;17(1):25-31.

9. International FMF Consortium. Ancient missense mu-
tations in a new member of the RoRet gene family

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

are likely to cause familial Mediterranean fever. Cell.
1997;90:797.

Ben-Chetrit E. Touitou I. Familial Mediterra-
nean fever in the world. Arthritis Care & Research.
2009;61(10):1447-1453.

Belkhir R., Moulonguet-Doleris L., Hachulla E., Prin-
seau ], Baglin A, Hanslik T. Treatment of familial
Mediterranean fever with anakinra. Ann Intern Med.
2007;146(11):825-826.

Simon A, van der Meer ].W.M. Pathogenesis of familial
periodic fever syndromes or hereditary autoinflam-
matory syndromes. American Journal of Physiology-
Regulatory, Integrative and Comparative Physiology.
2007;292(1):86-98.

Lidar M., Livnech A. Familial Mediterranean fever: clini-
cal, molecular and management advancements. Netherl
] Med. 2007;65:318-324.

ApyTionsH B.M., AkonsaH I'.C. [lepuoanyeckas 60J1e3Hb.
M.: MeaunuHckoe UWHPOPMALMOHHOE areHTCTBO
(MHA). 2000;302 [Arutyunyan V.M. Akopyan G.S.
Periodicheskaya bolezn. M.: Medisinskoe informa-
sionnoe agentstvo (MIA). 2000;302. In Russian].
Kysemuna H.H., MoBcucsan I'.P., @enopos E.C., Anexce-
eB /JI.JI., MoBcucsaH M.M. Jluxopa/jika HesICHOTO reHe3a
B NpaKTHKe MeJjuaTpa M JEeTCKOT0 peBMaToJora.
[leguatpus um. I''H. Cnepanckoro. 2009;88(5):120-
127 [Kuzmina N.N. Movsisyan G.R., Fedorov E.S.,
Alekseev D.L., Movsisyan M.M. Lixoradka neyasnogo
geneza v praktike pediatra i detskogo revmatologa.
Pediatriya im. G.N. Speranskogo. 2009;88(5):120-127.
In Russian].

Padeh S. Periodic fever syndromes. Pediatr Clin N Am.
2005;5:577-6009.

Bunorpazos A.B. /JlubdepeHunanbHbli AuarsHos
BHYTpPeHHUX 6osie3Hell. M Meaununa, 1980;810. [Vi-
nogradov A.V. Differensialniy diagnoz vnutrennix bo-
lezney. M Medisina, 1980;810. In Russian].

Topocan EX. Ilepuoguyeckast 60Jie3Hb B ApMeHUHU:
TUI HacJAe[0BaHHsS W KOHILENLHS 3THONATOreHesa,
KJaccudUKalus M MOJeJHpPOBaHUE KJIMHUYECKOTO
TeyeHUs y AeTeil. ABToped. ... AucC. A-pa. MeJl. HayK.
EpeBaH. 1996;48 [Torosyan E.X. Periodicheskaya bo-
lezn v Armenii: tip nasledovaniya i konsepsiya etiopa-
togeneza, klassifikasiya i modelirovanie klinicheskogo
techeniya u detey. Avtoref. diss. ... d-ra med. Nauk. Ere-
van. 1996;48. In Russian].

Samuels ]., Aksentijevich I., Torosyan Y., Centola M.,
Deng Z., Sood R., Kastner D.L. Familial Mediterranean
fever at the millennium. Clinical spectrum, ancient
mutations, and a survey of 100 American referrals
to the National Institutes of Health. Medicine.
1998:77(4):268-297.

Kishida D., Nakamura A., Yazaki M., Tsuchiya-Suzuki A.,
Matsuda M., Ikeda S.I. Genotype-phenotype correlation
in Japanese patients with familial Mediterranean fever:
differences in genotype and clinical features between
Japanese and Mediterranean populations. Arthritis
Res Ther. 2014;16(5):439. doi:10.1186/s13075-014-
0439-7

Zadeh N., Getzug T. Grody W.W. Diagnosis and
management of familial Mediterranean fever: integra-
ting medical genetics in a dedicated interdisciplinary
clinicto Genetics in medicine. 2011;13(3):263-269.
Turkish FMF Study Group. Familial Mediterranean
Fever (FMF) in Turkey: Results of a Nationwide
Multicenter Study. Medicine. 2005;84(1):1-11. doi:
10.1097/01.md.0000152370.84628.0c

BecTHUK aKcTpeHHOM meanumHbl, 2023, Tom 16, Ne 4



CeMeliHasi cpeiIN3eMHOMOPCKasi IMXOPaZiKa: 0630p JIMTEPATYPhI U CJydal U3 MPAKTUKH m

23. El-Shanti H., Majeed H.A., El-Khateeb M. Familial
Mediterranean fever in Arabs. Lancet. 2006;367
(9515):1016-1024.

24. EnuceeBaJl.H. bouyapHukoBa M.U. Tpu ciyyas nosHen
JMATHOCTHMKH IepHoAuYeckod Gose3Hu. HOxHO-
Poccuiickuil KypHasn TepaneBTUYECKOM MNpPaKTUKHU.
2021;2(2):94-99 [Eliseeva L.N., Bocharnikova M.I. Tri
sluchaya pozdney diagnostiki periodicheskoy bolezni.
Yujno-Rossiyskiy jurnal terapevticheskoy praktiki.
2021;2(2):94-99. In Russian]. doi: 10.21886/2712-
8156-2021-2-2-94-99

25. Gattorno M, Pelagatti M.A., Meini A., Obici L., Barcello-
na R, Federici S, et al. Persistent efficacy of anakinra in
patients with tumor necrosis factor receptor-associated
periodic syndrome. Arthritis Rheum. 2008;58(5):1516-
1520. doi: 10.1002/ art.23475

26. Chen X, Fischel-Ghodsian N., Cercek A., Hamon M.,
Ogur G., Lotan R,, et al. Assessment of pyrin gene muta-
tions in Turks with familial Mediterranean fever (FMF).
Hum Mutat. 1998;11:456-460.

27. Livneh A, Langevitz P., Shinar Y., Zaks N., Kastner D.L.,
Pras M., et al. MEFV mutation analysis in patients suf-
fering from amyloidosis of familial Mediterranean fe-
ver. Amyloid. 1999;6:1-6

28. OranecsH JI.C., AitBa3siH A.A. AHaIM3 ciyyaeB o3JHel
JIMarHOCTUKH IeproindecKor 60s1e3HU. MeAMLIMHCKAsA
Hayka Apmenuu HAH PA. 2013;2:118-121 [Oganesyan
L.S., Ayvazyan A.A. Analiz sluchaev pozdney diagnostiki
periodicheskoy bolezni. Medisinskaya nauka Armenii
NAN RA. 2013;2:118-121. In Russian].

29. Drenth G., van der Meer G.W. Hereditary Periodic fever.
N Engl ] Med. 2001;345(24):1748-1757.

30. Ishak G.E. Khoury N, Birjawi G.A. El-Zein Y.R.,, Naf-
faa L.N. Haddad M.C. Imaging findings of familial Med-
iterranean fever. Clin Imaging. 2006;30(3):153-159.
doi: 10.1016/j.clinimag.2005.07.002.

31. Navallas M, Inarejos Clemente E.J., Iglesias E., Rebol-
lo-Polo M., Zaki F.M., Navarro 0.M. Autoinflammatory
diseases in childhood, part 1: monogenic syndromes.
Pediatr Radiol. 2020;50(3):415-430. doi: 10.1007/
s00247-019-04536-9.

32. Zissin R, Rathaus V. Gayer G. Shapiro-Feinberg M,
Hertz M. CT findings in patients with familial Mediter-
ranean fever during an acute abdominal attack. Br ] Ra-
diol. 2003;76(901):22-25.

33. BunorpazoBa O.M. [lepuoaundeckass 6ose3Hb. M.: Me-
aunuHa. 1973;200 [Vinogradova O.M. Periodicheskaya
bolezn. M.: Medisina. 1973;200. In Russian].

OUWJIABUM YPTA EP JEHTM3U UCUTMACH:
AJIABUETJIAP BA AMAJIMETAATY XOJIATJIAP TAXJIUJIN

®.B. AJIMYKAHOB, .M. CABUPOB, C.3. XAI/IAPOBA

Tu66UET XOAUMIAPHUHUHT KacOMH MaslaKaCUHU PUBOXKJIAHTUPUILI MapKasH, TOKeHT, Y36eKUCTOH
Pecny6/1mKa momuanHY TU66UMN épAaM UMUK MapKasy, TOMKeHT, Y36eKUCTOH

OusiaBu# ypTa ep AeHrM3d UCUTMACH AYHEJAru 9HT KeHT TapKaifaH MOHOreH ayTOMMMYH KacaJlIUKIHUP.
JyHéna yumoby kacajaukka 4anuHrad 100 MUHTZ@aH OpTUK 6eMop pyixaTra oJiMHraH. ByryHru KyHra kesauo,
OusiaBu ¥pTa ep JeHrM31 UCUTMACH cab6abu 16-XpoOMOCOMAaHUHT KUCKA Ky auAa xxoiaamrad MEFV renuHuHr
MyTalusiIapy 9KaHJAUTH Uc6oTIaHTraH. Kacasiuk y3ura Xoc STHUK MOMHMJIJIMKKA 3ra Ba acellTUK NEPUTOHHUT,
IJIEBPUT, APTPUT, SUIMFIAHUII TOLIMACH X0A4UCaapy OUIaH 6upra 6-72 coaT JaBoM aTaguraH ¢pebpus UCUT-
MaHUHT TaKPOPHUH XyKyMJiapy OU/IaH HaMO€H 6¥1aau. KacaJJMKHUHT OFUpJaUrd HadakaT XaéT cudaTUHU
ce3wsIapJiy JapaxkaZa 6y3aJurad TU3UMJIM SJJIMFJIAHUIL XyPYXIapHu 6uiaH, 6aJKy 6yHpak eTUILIMOBYHUJINTH
Ba 6EMOPHUHT JJIMMUTa 0JIU6 KeJIMIIKW MYMKHUH 6}raH AA-aMUJIOWI03HUHT KOPU XaBdU 6UiaH XaM OesIru-

JIaHaIN.

Kaaum cy3aap: ousnasuil ypma ep deHzusu ucummacu, dasputi nepumonum, daspuli Kacaaauk, apMaH KacaJ-
JAu2u, AXyoutl kacaaauau, dasputl cepo3um, [xcatiHys Mo3eHmasa napokcuamasa CUHOpoMuU.
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