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Knrouesote croea: nepronndeckas 6oynesHb B ApMEHUH,
_ 3THOINATOreHe3

lMepuonuyeckas 6GonesHp (I1B), U3BecTHasi Takxke IOA Ha3BaHHUEM
¢damuabHas cpeav3eMHoMopckas suxopanka (Familial Mediterranean
Fever-FMF), BnepBbie Obuia onvcaHa B ApMeHuM B 1938, a B 1965 r.
6bin1a BbiaeneHa JI.A.OraHecssHoM UM B.M.ABaksiHOM B Ka4ecTBE CaMOCTO-
ATENbHOro Ho30JIorMuecKoro 3abosieBanus [1, 2]. B nanbHeieM apMsaH-
CKUMM KIMHMLMCTaMU OblIM 00OOWIEHB AaHHbIE TNpuMepHo o 3000
6ospHbIX 16 [3, 4]. lo naHHbiM I'.M.Apakenosa [S], B 70-e romel ya-
crora 1B cpeny HaceneHus pecny6imMku cocraBisia 0,57%, no Hammm
NaHHbIM, B HacTofllee BpPeMs 3TOT ITOKa3aTeJb B Ipeaeiax cyoriomnyss-
uuu r.Epesana noctur 1,13%. Yacrora I1B cpenu apMsaH npeBocxXoauT
TaKOBYIO Cpelld eBpehCKoW cybromymsaLmu cegapaoB, CYMTAIOLIYIOCS IO
nocaeAHero BpeMeHH MakcuMaiibHoM [6]. CBeaeHMs 0 BO3MOXHOM Mac-
CHBHOM CMELIEHUM €BpeeB U apMAH B MCTOPUYECKOM IMPOULIOM (LIMT. 10
[7]), nsyyeHHe yacToThl reHoB rpymn kposu ABO, MN [8, 9, 10] mo3Bo-
JISIIOT TPEANOJOXUTh 3HAYMTEJIbBHOE TeHOTUITMUECKOE CXONCTBO 3TUX
NByX 3THUYECKUX MOMYJSALMA. DTU NaHHBIE HapsAAy ¢ UCTOPUYECKH CJIO-
KUBLUMMCSI Y 06OMX HapoAOB BBIHYXICHHBIM IMpPOXWBAaHWEM MHOTOYMC-
JIEHHBIX IHACIIOp B YCJIOBUSIX 3THUYECKOW M PpEIMTMO3HON H3OJISLIMM
00BbsACHAIOT Hanbosblyio rnopaxaeMocTb 16 apmaH u eBpeeB. [Ipenmy-
mecTBeHHoe pacnpoctpaHeHue [1b B Cpenn3eMHOMOPCKOM perMoHe,
BEPOSITHO, MPOMCXOAWIIO Ha TNPOTHKEHUM UIMTENIBHONO HCTOPUYECKOTO
nepuona. B mMoJsb3y 3TOro CBUIOETENBCTBYIOT OITUCAHMUA KIMHUYECKU
cXonHoro 3aGojieBaHUA B CTapWHHONM MEIWLIMHCKOW JIMTepaType, B 4a-
CTHOCTH B "YTelleHUH NpH Juxopaakax” Mxwurtapa 'epauu (XII Bek).

BollenepeuncieHHble NaHHBIE YOEIUTEIbHO CBMIAETENBCTBYIOT 00
aKTYaJIbHOCTH FeHEeTHYECKMX acreKToB B aTonatoreHese [1b. BosbuimH-
cTBo aBTOpOB [3, 6, 11] oTHOcUT 1B K ayToCOMHO-peLIECCUBHBIM 3a60-
JIEBAaHUSIM, XOTSl €CTb COOOIIEHHUsI O CEMBSAX C ayTOCOMHO-IOMMWHAHTHBIM
TUIMOM MNepeaayu, YTo CBUAETEIBCTBYET O BO3MOXHOM IeTepOreHHOM Xa-
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pakTepe ee HacineaoBaHusa [12, 13, 14]. JomyckaeTcs BO3MOXHOCTb OT-
HeceHus 1B kK MoHoreHHbIM epmeHTOonaTuaM [15]. B mocneaHue roms
BelyTCsl TIONBITKM KapTUPOBaTh I'eH, OTBETCTBEHHBIA 3a pasutue [IB,
Ha KOpOTKOM ruteqe 16-it xpomocomsl [16, 17].

LiuToreHeTMyecKue McciieAOBaHUsA, NMPOBEACHHBIE B TOM YMCJIE Ha
HalleM KIMHUYECKOM MaTepyaiie, BHIABWIM TIOBHIIEHHBIA YPOBEHb XpO-
MOCOMHBIX abeppatmit (5,84% nipu 1,70% y 300pOBBIX JOHOPOB). AHTHK-
JIACTOreHBbI He TPOSBJIAIOT MPOTEKTOPHOTO 3(¢deKkTa B KileTKaX GoJbHBIX
[16. Ux ra3Ma oka3blBaeT JOCTOBEpPHBIM MyTareHHsI 3ddexT [18, 19,
20].

I'eHeaslorMyecKMM aHaM30M POIOCIIOBHBIX B CEMEUHBIX CIIy4yasx
(21,1%) Hamu BBISBIEHA TTpeUMYyLUECTBeHHasi repemaya I16 no otioB-
ckoit uHum (69,2%) m 4epes ymuL Myxckoro rona (76,8%). Hapsny c
3TUM B POHOCJIOBHBIX NpobaHaoB-apMsaH ¢ IIB He obGHapyxX¥BaeTcs BBI-
COKOM B CpaBHEHHMM C KOHTPOJIEM 4YacTOThl aMWIOMAO3a. JTo obcTo-
ATENIbCTBO, a TaAKXKe OTCYTCTBUE GOJIbHBIX C OITEpPEeXalOIMM IT0 BPpEMEHM
KJIMHMYecKyio KapTuHy I1B pasBuTHMEM aMMIOMIO03a ITO3BOJITIOT, Ha HAIll
B3MJIsid, oTpyLaTh Hammuue ¢eHoTuna I1 [14] cpeau apmaHckoit momys-
LIVM.

C uesblo OMpeAeseHHs ' CTENEeHH I'eHeTUYEeCKOM U CpeloBOM - JeTep-
MHHaLMM noaBepXeHHocTH I1E, a Taxke 'BBISICHEHMS MEXaHU3MOB ce
HaCJIeIOBaHUSI B apMSAHCKOM TMOMYJISLIMK Ha TEPPUTOPUM APMEHMM HaMM
obciieoBaHbl ceMbM TpobaHaoB (31 MabuMK M '15 neBouyek) ¢ ceMeiHoM
¢opmoit I1B y poacTBEHHMKOB NEpBOM U BTOPOM CTENlEHW POACTBa B 3
nokosieHusx. B npoliecce paboThl TECTUPOBaHBI Pa3IMIHBIE MOIEM HAC-
JiefoBaHMA (IOMMHaHTHasi-peLeCCUBHasA, MOHOINeHHas-MYJIbTH(hAKTOPH-
albHas), BbISBJIEHa YacTOTa IeHa, OTBETCTBEHHOro 3a passutue IIB,
TIpOBe/ieHa OLIEHKa TEHETPaHTHOCTU TOMO- M retepo3uror. Kpome Toro,
OIPEICSICHO COOTHOILICHUE TI'CHETHYECKOM W CpelOBOM HeTepMMHALIMM
noasepxeHHocTH I1B. Bce pacyeThl MpoBeAeHBI Ha OCHOBE METOMMK,
OIMMCaHHBIX B JMTepaType [25].

INonynsiuMoHHas 'yacToTa ObUIa OIpefesieHa Ha OCHOBaHWM HaHHBIX,
MOJIyYeHHBIX U3 aHayM3a 159 pomocnoBHbIx ¢ 1145 ormMcaHHBIMU WieHa-
mu (r.EpeBan), u cocraBwia [,13% — 11:1000 (1,41% mns MyxuuH U
0,87% It XEHIMH).

Koaddrmprentsr xoppensaimu (KK) Mexny poacTBeHHUKaMH BBIYMC-
JIEHBl OTAENbHO IUIA MOHOTEHHONM U MYNbTH(}AKTOpPUAIBHON Monenei
HacnenoBaHusi. Ha ocHOBaHMM KOppelsuMM MeXIy PpOIXCTBEHHUKAMM
6bLTM BBIYMCIICHBI ' TTOKasaTenu HacinenyeMoctd. KK B pamkax MynbTH-
(hakTOpHANILHOH MOJIENIM TPEBBIIAIOT TEOPETHYECKH IOITYCTUMBIE 3Ha4e-
Husa (r>1), BcnencTBHe Yero maHHas MoOIENb oTBepraercd. JlambHeHmmmi
aHaJIM3 FeHETUYECKOM M cpemoBoil merepmMuHaiiu I1Bb npoBomutca B
paMKax MOHOreHHo# Moaesy. CorlacHO MOJMyYeHHBIM JaHHBIM, JOJA Te-
HETUYECKON aJANTUBHOM KOMITOHEHTHl B (hEHOTHUITMYECKOU IUCTIEpCUM
cocrapnser 27+11%, nons reHeTM4eCKOW HOMMHAHTHON KOMITOHEHTHI —
39+35%,' mons cpeloBOi CIy4alHOM KOMITOHEHTHl — 341+36%.

Ha ocHOBaHMM 3TMX JaHHBIX GBUIO TPOBEAEHO TECTUPOBaHMWE pas-
JMMYHBIX Monenei HacnenosaHusa I1B: a) ndMMHaHTHas Momenb ¢ ToJ-
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HbIM TIpOABICHMEM (TIEHETPAHTHOCTb) TOMO3WUIOT M YaCTUYHBIM IPOsAB-
neHunem rereposuror mo redy I1B; 6) kBasuaoMWHaHTHas MOAENb C He-
MOJHBIM TIPOSBJIEHUEM KaK TOMO-, TaK M IETEpPO3UIOT; B) KBa3Wpelec-
CHBHas MOJeJb C HETOJHBIM IpOsBIIEHHWEM reTeposuror. Hcronbsys B
KayecTBe M3BECTHBIX BEJIMYMH OLIEHKM KOMIIOHEHT (DEHOTHITMYECKOM
OMCTIEpCMM B paMKaXx MOHOTEHHON MOJIENM HacJeJOBaHMA, a TakKXke
pacnipoctpaHeHHocTb I1B cpeay HaceseHMs, C IMIOMOILBIO UTEPALIMOHHBIX
NpoLEAyp ONpeAeNeHbl YacToTa IeHa W IIEHETPaHTHOCTh T'EHOTMIIOB.
Oka3ajioch, YTO HaWiIydllee IPUOMIKCHME TEOPETHYECKM OXMIACMBIX
BEJIMUMH K 3KCIIEPUMEHTAJILHBIM 3HaYeHWsIM HOCTIDKMMO B paMKaX KBa-
3MpeLIeECCUBHOM MoaeJM: YacTtoTa reHa — 0,154, reHeTpaHTHOCTH rOMO-
surot —100%, NeHeTpaHTHOCTD rereposurot — 4,76%.

TMonyyeHHBbIE AaHHBIE HAIOT OCHOBaHWE CUMTATh, YTO HACIICAOBAHME
I1B B apMAHCKOM TOIMyJISALMM Gojiee BCEro COOTBETCTBYET MOHOIEHHOM
MOJEHM C KBa3sHpPeLIeCCHBHBIM THIIOM Iepefaud (YacTUYHOE IIpOSBIEHHE
reTepo3UroT IpH IOJHOM IPOABJIEHMM romosuror). Ilpu 3TOoM mneHer-
paHTHOCTb 3260JIeBaHMsI BO MHOTOM 3aBHMCHMT TakXe OT BIMAHMUS Cpeo-
BbIX (haKTOpOB.

UsyyeHue ¢aKkTOpOB, cnocoﬁcTByloumx TIEHETPaHTHOCTH 3aboJieBa-
HUsA, TpeAcTaB/iAeT OOJNbIION HaydHbIA M TIpakTHYecKuid uHTepec. Ha
npossisieMocTs I1B, 1Mo HalMM JaHHBIM, HE OKa3bIBAalOT CYIIECTBEHHOIO
BJIMSIHUSI OCOOEHHOCTH TIEpHHATaJIbHOTO aHaMHe3a (MCKIIIOYEHWE COCTaB-
JUIIOT BBICOKMIA YACNbHBIM Bec OTLOB crapuie 30 ser (42,3%) B MOMeHT
poxneHuss pebeHKa M GoJbLIOH TIOPAAKOBBIA HoMep GepeMeHHOCTH), a
TaKXXe NepeHeceHHbIe B aHaMHe3e 3a0oieBaHmA.

B amuaemuonornyeckux vccnenoBaHusax C.I'.BapranaH [22] mokasa-
HO, YTO HauboiblIas 4yacTora 3aboneBaeMoctu ITB Habmomaercs B Tex
paiiloHax ApPMEHHWHM, @€ BBHIIE MHTCHCMBHOCTh MHCOJALMM U Oonbire
MPOAOJDKUTENBHOCTh COJIHEYHBIX AHEi, BBIABJIEHA CBA3b CO CTENEHBIO
TeMIlepaTypHbIX KoyiebaHuii. B HacTosmee BpeMa Hamu Takke obHapy-
KEHO BIMSHHME psAfia Teo(U3INYECKUX, KIMMATHIECKMX, ()aKTOpOB Ha Ya-
crory I1B B pa3IMYHBIX perMoHaXx peciTyommku. MHTeHCHBHBIE TIOKa3aTe-
Ju obpaiaemoctd 6ombHBIX Aereit ¢ IIB, Mo HaMM HaHHBIM, KOJe6-
Jotcs Mo ApMeHuM B nipexenax 0,39-0,69 va 1000 meTckoro HaceJeHMs.
B r.EpeBaHe oTMeyaeTcs cpeHMi ypoBeHb obpamaemMoctv (0,57 Ha 1000
nereit). IlpoBeneHME KOPPEJALIMOHHOIO M - PErpeCCMOHHOIO aHAM30B
BbIIBWIO JOCTOBEPHYIO KOppPEJSLIMIO MHTEHCUBHBIX ITOKa3aTelieii obpa-
11aeMOCTH C TaKMMM KIMMaTWYEeCKMMM GaKTopaMM, KaK BBICOTa Hal
YPOBHEM MOpsA, CPeIHAA CKOPOCTb BETpa M UIMTEIBHOCTh COJIHEYHOMN
HUHcoJIsILMU B perMoHe. Kpome Toro, ycraHomieHo, uto IIb y mereit ma-
HUgecTHpOBala JOCTOBEPHO Yallle B OBl TIOBBILICHHON CONHEYHON aK-
TUBHOCTU. UHTEpECHO OTMETUTh, YTO MHTCHCHUBHBIE IIOKA3aTeJM IO 00-
paiiaeMocTi 60JILHBIX € aMWIOMIO30M OTIIMYAIOTCA OT TakoBhIX rpy 1B
B LIEJIOM, T.€. pa3sBUTHE aMWIOMIO3a MOXET OBITh CONPSIKEHO C BIMAHM-
€M MHBIX CPEOBBIX (JaKTOpOB.

AHaM3 KIMHWYECKMX HaOMOACHWI, a TakKe MOIeIMpOBaHWE C ITO-
Mollbio (hakTOpHOro aHanM3a [23] BBHIABIAIOT ClieAyloLe 3aKOHOMEPHO-
cti TeyeHusa I1B, cBia3aHHBIE C OCODEHHOCTAMM HaciiefoBaHMA. PaHHAA
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MaHMudecTalms 3a6oneBaHnA, 06yCIOBICHHAasA, BO3MOXHO, 6oibiIei oTa-
rolIEHHOCTBIO, COYETAeTCA C TEpBUYHBIM IpOABJICHWEM Haubolee crie-
unpuyHoro cumrroma — abgomuHamryuu. IlpydeM, 4eM paHbIe MaHM-
dectupyer 1B, TeM yaure B INocieAylolleM NPOSBIIAIOTCS €€ IPUCTYIIHL.
OTMeyaloTcs TaKKe 3aKOHOMEPHOCTH, CBA3aHHBIE C OTAEIBHBIMM KiM-
HMYeckMMM BapuaHTamu. K mnpumepy, otaromeHHocts IIB 1o JoaHMuM
oTua npobaHaa, a TaKkKe HajJlMyMe ee y CUOCOB CITIOCOOCTBYET OCJIOXHE-
HUIO aMWIOMIHOMA Hedponarveil Ha ¢oHe BBIpaXXEHHON IaHKpeaTona-
Tun. Haymume I1B y oTla xapakTepHo IS NMpo6GaHIOB MYXXCKOroO IIOJIa.
OTArolIeHHOCTh 110 MaTEPUMHCKOM JIMHUMM M II0 cubcaM He OOHapyXuBa-
€T BbIpa)keHHOM! KOppeJsiLMM C pa3sBUTHEM amwiouno3a. Ilpy abmomm-
HaJIbHOM BapHaHTe OTATOLIEHHOCTb ITO OTLy M €ro pOACTBEHHHKAM CIIO-
CcOOCTBYET OTHOCUTENIbHO paHHeH ee MaHM(ecTalMK U 6oJee IpoxoIDKU-
TeJbHBIM IIPUCTYNaM y npobaHna. OTArolIeHHOCTh 10 OTLIOBCKOM M Ma-
TEPUHCKOM JIMHUSIM IIPUBOAMT TakKkKe K GoJblIeMy IOBBIIIEHHMIO YPOBHS
HecrieunpuyecKnx rokasateneil BocriasieHusa (COD, mucripoTeMHEMMA).
TopakaJlbHBIi# BapHaHT XapaKTepu3yeTcs, B IIEPBYIO OdYepeldb, HETUITMY-
HOCTBIO OTATOLIEHHOCTH CO CTOPOHBI OTLIa M €ro POACTBEHHMKOB. JIJia
BCEX BapUaHTOB XapaKTepHa B3aMMOCBA3b HEKOTOPHIX IOKa3aTeJIed Boc-
najeHusi ¥ ocobeHHOCTEeN KIIMHUKK C TaKMMM (paKTOopaMM, KaK BEJIMKO-
BO3pacTHOCTb pOAMTENIeH NMpobaHaa B MOMEHT €ro poXIEHHs, pasHULIA B
MX Bo3pacTe (OTell 3peJioro Bo3pacTa — IOHas MaTh), BBICOKHIA ITOPSAAKO-
Bblii HOMep 6epeMeHHOCTH IMTPObaHIOM. '

Cpeau OpYyrMx 3THONATOIeHETHYECKUX ACITEKTOB CJELYeT BBIICIHTH
U3y4yeHue MeTaboM3Ma apaXvIOHOBOM KMCIIOTH B TpoMbolmTax mpu ITB
[24]. O6HapyxHMBaeMOe CHWDKEHHE arperMpyeMOCTH TPOMOOLIMTOB MOXET
00BACHATBCA AEPULIMTOM TPOMOOKCAHCHHTETa3bl, YYACTBYIOLIEH B CHH-
Te3e TpoMbokcaHa A,;. B YaCTHOCTH BBI3BIBAIOIIEIO arperaipio TpoM6o-
LIMTOB. DTa TMIIOTE3a TIOATBEPXKIAETCS ITOJOXUTEBHBIM JIeCTBHEM KOJI-
XMLIMHa, CTUMYJIMpYIOLIero 6MocuHTe3 3TOro BemrecTea. Ilo MHeHMIO aB-
TOPOB, HECMOTPsI Ha TO, YTO OMOcHHTEe3 TpoMbokcaHa A, mpu ITB mo-
JaBJIeH, KIMHUYECKUE TPOSBICHUA U M3MEHEHHE arperupyeMOCTH CBi-
3aHbl C IPYTMMH BBICOKOAKTUBHBIMH MOIYJIATOPaMH BOCIIAJIECHUA M aHa-
¢unakcuy, BO3MOXHO, C JIEHKOTpUEHaMM, JIMIIOKCMHAMH, OKCH- M THI-
POKCHITEPUKUCIIOTAMM M (PaKTOPOM, aKTHUBMPYIOIIMM TpoMbormTel. Hus-
KMt ypoBeHb cuHTe3a 12(S)-12runpokcu-5z, 8z, 10e, 14z siikosareTpa-
€HOBOI KHCIOTBI CBHUIETEILCTBYET O PE3KOM TIOJARIEHMH aKTHBHOCTHU
JIMAOKCHUTeHa3bl TPOMOOLIMTOB.

N3yyeHue poiu . JIeHKOLMTapHON HerpaHylauMM B naroreHese IIB,
HayaToe 1uKosno# akagemuka E.M.Tapeepa B MockBe, 6bUIO TIpOmOIDKE-
HO apMAHCKMMM McciieioBaTesisiMM [25, 26]. YcTaHOBIIEHO, YTO HEHTpO-
¢y npu I1Bb npucyir ocobblif pepMEHTaTUBHBIA TIPOMWIB: ITOCTOSH-
HOE IOBBIlIEHHE KUcIoN (ocdaTassl, HEpe3Koe TIOBBIIEHUE IIEJOYHOMN
tdocaraspl U CHIDKEHME MMeJoNepoKcuaassl. O6HapyxXuBaeMoe INpH
3TOM IOBBIIIEHWE CYKIMHATAECTMAPOTreHasbl M a-TimuepodochaTIeri-
IporeHassl B JIMMQOLMTaX SBIAETCS IOKa3aTeJleM MX (QYHKIIMOHAIBHOM
MOATOTOBKM K YYaCTHMIO B NMPOIreHHOW M BOCTIAJIMTEIBHOM peakiMax, a
CHVDKEHME MX aKTMBHOCTM BO BpeMs IIPUCTYIIa — pe3yJibTaT IoTpebie-
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HMSI SHEPrMM B XoAe peakiMil. LIUTOXMMMYECKMMM HCCICNOBAHUAMM
K.T'.TateBocsaH [27] BBIABNEHB! faHHbIe 06 akTMBHOCTM HAJZI®-H-0KCM-
Oa3bl, a TalOKe BHECEHBI HEKOTOphIE YTOYHEHMA B XapaKTep (epmeHTa-
TUBHBIX CIBUIOB M MX IMArHOCTUYECKME U NPOTHOCTUYECKUE BO3MOXHO-
cTU. AKTyaJIbHOCTb ITOKa3aTeJIeH Ipollecca JerpaHyJsiLMK TOAYEepKUBa-
eTcs M UX ydacTMem B audepeHIMaIbHO-IMATHOCTUYECKHX KPUTEPHSIX,
MOJNyJEeHHBIX HaMM C TIOMOMIBIO JMCKPUMMHAHTHOrO aHamMsa [23, 25,
28].

]Ocuonononaralblmm MOMEHTOM [UIA TOCTaHOBKM nuarHo3a [IB c
TOYKM 3pEHMs apMIHCKON TepaneBTHYECKON ILIKOJBI, SBISAETCA COYeTa-
HUE KAPTUHBI ITOJIMCEPO3UTA U JIMXOPaAKU B MOMEHT IpUcTyna. B 3apy-
6eXHOM JIMTEpaType HaMM He HalleHO OBIIENPUHATON KiaccHpUKaLMuU
3a6oieBaHNA. APMAHCKMMU KIMHULIMCTaMU [3, 4] Beiaensercs Tpu KiM-
Huyecknx BapuaHTa I1B: aGHOMMHaNIBHBIA, TOPaKAIBHBIA M CMEILaHHBIH
(Mx coyeTaHue). AGHOMMHAJIBHBIA U TOpaKaJbHbIA BapUaHTHl XapaKTepu-
3yl0TCSl M3OJIMPOBaHHBIM HAJIMYMEM COOTBETCTBEHHO IIEPUTOHUTA M
IUIEBPUTa KaK B TEYEHWE OQHOTO IMPUCTYIA, TaK U Ha MPOTAXKEHUU BCETO
3a6omeBaHma. IIpy cMelraHHOM BapHaHTe BO3MOXHO coYeTaHMe abno-
MMHAJITMM M TOPaKaJrMM B MOMEHT KaX[IOro MpUCTYIa /WM UX U301M-
poBaHHOe yepenoBaHMe. Kak M30/1MpoOBaHHBIN, TaK U CMELIaHHBI Bapu-
aHTBl MOTYT TIpOTEKaThb Ge3 CYCTaBHBIX ITPGSBIIEHUMA WIM COYETATBCH C
HUMM. U30/MpoBaHHBIE apTPONaTUYECKUIA WM JIMXOPaIOYHBIA CUHApO-
MBI 6€3 NMpU3HAKOB IEPUTOHUTA WIM TUIEBpUTA [7], ITO HallMM HaHHBIM,
MOTYT M3pelKa HabIIofaThCsl JIMILb B MAHU(ECTALIMOHHOM TIEPUOE U HE
SBJIAIOTCS CaMOCTOATEIbHBIMM BapUaHTaMM.

OpHako ciiefyeT ITOAYEPKHYTh YCIIOBHBIM XapaKTep HaHHOM KJIacCH-
¢uxaimu ITB. TlpoBeneHue KiactepHoro aHamm3a [23], Mo HalMM HaH-
HBIM, HE JaeT HOCTOBEPHOIO pa3fejieHUsA GONbHBIX Ha TPU TPYIOIBl IIpU
y4yeTe aHaMHECTUYECKMX MapaKJIMHUYECKUX HaHHBIX. Kpome Toro, MHo-
roJieTHUe KIIMHUYeCKUe HabmoaeHus, a TakKe JaHHbIe (haKTOpHOro aHa-
JIM3a T0KA3bIBalOT 3aKOHOMEPHOCTh IIPUCOEIUHEHHS TOPaKaITMM, apTpo-
MaTuM, T.e. Iepexol a6IOMHHAIBHOIO BapMaHTa B CMEINaHHBIA C YBeIU-
YeHHUEM [UIMTEJIbHOCTH 3abolieBaHMA. PaAl MHCTpYMEHTAIBHBIX MCCIEno-
BaHMii (Bx0-KT', peHTreHorpadus rpyaHoit KJIETKM) 3a4acTylO BBISIBIISIET
MPU3HAKUA KIIMHUYECKU HEBBIPaXXEHHOTO TUIEBpUTA, NEepUKapauTa Ha ¢o-
He abIOMMHAJIBHOrO TpUCTyNa. BMecTe ¢ 3THM Kak cpely AeTCKOro, Tak
M B3pOCJIOrO KOHTUHIE€HTa €CTh GOJIbHbIE (MX MCIIEHHOCTh HE TpeBbilla-
et 10% ot obluero yMcna), y KOTOpbIX OOHapyXXUBaeTcs [IMTEIBHOE T10-
XH3HEHHOE TeYeHMe JIMIIb TOpPaKaJbHBIX IPUCTYIIOB, T.e. HAIMYME HU30-
JIAPOBaHHOTO TOPaKaJIbLHOIO BapHaHTa He BhI3biBaeT COMHeHMs. Kpome
TOro, oH obJafiaeT psAIOM OCOBEHHOCTEl: IPUCTYIHI MPOTEKAIOT MEHee
MHTEHCUBHO, HO GoJiee IMTENbHO. BoJIM YacTo HOCAT HEBBIpaXKEHHBIA
XapakTep, JIMXOpagkKa pefko HpepBbaer ypoBeHb 38°C. INapakmiHuye-
CKMe IPU3HAKU BOCIIAJIMTEIbBHOM aKTMBHOCTH ITpoliecca BbIPaXXEHH! Clia-
Oee, yeM MpU APYTHMX BapuaHTaX. HakoHell, MO HallMM JaHHbIM, U30JU-
POBaHHBII TOopakaJbHBIM BapuaHT IIB y HeTeif MoOYTHM He OCIOXHsAETCA
amwiougo3oM. C apyroif cTopoHbl, aOHOMMHAJIBHBIA U CMELIaHHEIA Ba-
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PUAHTBI B3aMMOIIEPEXOIHBI, KIMHUYECKA MaJIO OTJIMYAIOTCH APYT OT ApY-
ra ¥ 06a MOIYT OCJIOXKHATHCA aMMJIOMIO30M.

C yyeTOM M3JIOXEHHBIX HaHHBIX O TSOKECTH W OOBeMe TOopaXeHMs
(3KCIIpECCMBHOCTD), a TaKXKe ITONYYCHHBIX HaMM JaHHBIX O ITEHETpaHT-
Hoctu reHoturioB (100% — y romosuror u 4,76% — y reTepo3sMror) Mox-
HO TIPEAITIOJIOKUTh, YTO C TOYKH 3PEHMUA HACIESACTBEHHBIX acCITEKTOB MMeE-
eTcq Bcero ABe 3TMomnaroreHeTudeckue ¢opmel I1B: 1) dopma ¢ Makcu-
MaJIbHOM 3KCIIPECCUBHOCTBIO, ITPOSBIIAIOIIAsACSA Y roMO3Mror (abmomm-
HaJIbHBIA U CMEIIAaHHBIA BapUaHTHL), M 2) (popMa ¢ MMHHUMAIBHOI 3KC-
MPECCUBHOCTHIO, IPOARIAIONIAACA Y TETEPO3UIoT M OTIMYAIOINAscs IO-
BOJIbHO HMU3KO} TIEHETPaHTHOCTBIO (TOpaKaJIbHBIA BapUaHT).

ApPMSIHCKMMM aBTOpaMHM BBITIOJIHEH pSA HayYHBIX MCCIICIOBaHMUA,
TOCBALIEHHBIX U3YYEHUIO OTHENBHBIX KIIMHUYECKHX acITeXTOB M ITopaxe-
HMIO pa3JIMYHBIX OpraHoB M cucTeM Iipu I1B. B HMX ocBelIeHH UMMYyHO-
JIOTMYECKHE M aJUIeproJiormdeckue acrekTsl [29, 30], B ToM yMcie HaH-
Hble- 10 MU3y4YeHMIO MueorpamMmsel [31], SH3MMoIaTHMYeCKHE acITeKTHI
[32], ocobeHHOCTH MeTabomsma ¢ubpuHoreHa [33]. Kpome Toro, mpen-
CTaBJIeHBl OCOOEHHOCTH (PM3UYECKOro M IIOJIOBOTO pa3sBUTHSA, HapyIle-
HUs B rosioBoii chepe [34, 35], dyHkimm muroruaHoOM [36] M oxoromm-
ToBUIHOM Xene3 [37], cocTosHMe HEPBHOM CHUCTEMBI M POJb AMIHILE-
dansHbIX oTaenoB B natoreHe3e I1IB [38], xoxHbie nmposasnenus [39], us-
MEHeHHUs1 opraHa 3peHua [40], XelymoYHO-KMIIEYHOro Tpakra [41, 42],
ocobeHHocTH apTpornatuM [43], npoBeaeHue muddepeHIMANIEHOrO IUar-
Ho3a ¢ "ocTpbhIM XuroToM" [44]. Bolblnoe 4Mciio paboT IMOCBAIIEHO U3Y-
YEHMIO aMWIOMAO03a: KIMHUKO-MOp@doormyeckue ocobeHHOCTH Hedgpo-
natiM [45], U3BMEHeHUsI cepIeYHO-COCYIUCTOM CUCTEMBI, a TakKe Hapy-
LICHUS CBEPTHIBAIOI(CH M ITPOTHMBOCBEPTHIBAIOIIEA CHUCTEM KPOBH IpHU
Pa3MYHBIX CTAIUAX aMWIOHIHOM HedponaTuu [46].

OnpeneneHHbI MHTEpeC IPeACTaBIAeT IPOBEASHHOEe HaMH M3yde-
HUE MEXaHM3MOB PpasBUTHA aJUlepruyeckux peakumit mpu ITB ¢ mo-
MOIIIbI0 cOOpa aJUIEPTOJIOTMYECKOro aHaMHe3a, OIpelelIeHUs CoaepXa-
HUs obuiero IgE B cHIBOpOTKE KpOBM paIlMOMMMYHHBIM METONOM. Bhisc-
HEHO, YTO IToBBIIeHMe ypoBHA IgE B KpoBM ormevaercs jomus y 22,8%
MCCIIeOBaHHBIX 6oibHBIX. CpemHas KoHuUeHTpauma IgE coxpaHsercsa B
TpefeNiax BO3pacTHOH HOPMBI M- Ha (hoHE pa3BMBIIEroCs aMWIOHIO3A.
[Tomy4yeHHBIE pe3ynbTaThl KIMHUYECKUX HaOJoAeHMI, MpeHMyIIeCTBEH-
HO HM3KMe KOHLIeHTpauuu obiuero IgE B KpoBM Kak BO BpeMf, Tak H
BHE IPUCTYIa, a TaKKe JaHHbIe psAlla aBTOPOB O HApYIIEHWM T'MCTAMMH-
Horo o6MeHa 1ipu I16 [39] No3BoJIMIOT MPEATIONOXUTh IICEBIOAUIEprUYe-
CKMIf (HEMMMYHHBIA) XapaKTep ITPOSIBIICHMI aJUlepruM Ha ¢oHe AaHHOTO
3abomeBaHua. Ilpu 3TOM He MCcKnoYaeTca BO3MoXHoe ydactHe IgE-
OIOCPEIOBAaHHON! aJUIEprMM B peaM3allii OTHCLHBIX 3BEHbEB MMMYH-
Horo otBera Tpu IIB. OueHKa BHIPaXeHHOCTH ITOKA3aTeNel aHTUTEN K
TKaHEBBIM (HaTMBHasA M AeHarypupoBaHHad) JHK vMMyHodepMeHTHBIM
MetonoM "Elisa” BeisBMIA MX Gonee BHICOKME 3HaveHus npu I1b B cpas-
HEHMM C KJIMHMYECKM CXOHNHOM maTosorueii (3abojieBaHuA OwimMapHOM
CHCTEMBI, XEIyIOYHO-KMIIIEYHOTO TPaKTa), HE JOCTUTAIOIIMe, OXHAKoO,
YPOBHsI, XapaKTepHOI® IS ayTOMMMYHHBIX 3aboneBanuit (IBCT, xpo-
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HUYECKMIl akTHMBHBIA renatuT). IlosydeHHBIe HaHHBIE CBUAETEIILCTBYIOT
O HEBBIPAXEHHO IpPeApacTIONIOXEHHOCTH K ayTOMMMYHHBIM DEaKLMAM
npu I1B y nereit.

Kimunueckas maHudectaimsa I1B y nereit MpoMCcXOQUT B OCHOBHOM
(91,9%) B Bo3pacte 10 7 yeT. COOTHOIIEHHE MYXKCKOIO M JKEHCKOro Io-
JIoB cpeay GombHBIX cocTaBiseT 3:2. B nonasmsiomeM 60IbUIMHCTBE CITy-
yaeB He yaaeTcs oOHapyXuTh crietmpuyeckuii s IT5 npoBoLMpylommi
daktop Mauudecraumm. Ilpuctynsi 1B B merckom Bospacre wisATCs
0BBIYHO OT HECKOJIBKMX YacoB Ao 2-3 mHeit. Yacrora Mx xone6nercs ot
1-2 B Heemo AO OOHOro WIM HECKOJNbKMX B roa. PutM obocTpeHuit Mo-
JXeT MEHAThC Ha IPOTSDKCHUM 3aboneBaHMsA. [IpUCTymBl yalle HayMHa-
JOTCSl BEYEPOM WJIM HOYbIO. Y HEKOTOPBIX GOJIbHBIX, OCOGEHHO CTaplIero
BO3pacTa, OTMEYAlOTCA Pa3jIMYHbIE CHMITTOMBI HEAPOBETETaATUBHOM ayphl.

KapayuHansHeivu  cumirroMamu [1B  sBismiorcss JMxopanka, a6mo-
MMHAJITHs, TOpaKaJrud, aprponarus. Jluxopangka sBisgerca obssaTeins-
HbIM cuMITToMoM. OGBIYHO TeMriepaTypa poxomuT Ao 38-40° C u BeIe.
AGOpPTHBHBIE NPUCTYIBI 6e3 JMXOpalkyd WIM Ha ¢oHe cybdebpuwmrera
OTMeEYaIoTCA Y HE3HAYUTEIbHON 4acTU GOJIbHBIX B OCHOBHOM B MaHHM(be-
CTaLIMOHHOM TIiepuofe. AGIOMMHAITUA SBIACTCA IIEPBBIM CHMITTOMOM
3a6oyieBaHMA Y ToAaBisoero 6ompimmHeTBa 60bHEX (80,4%), B Aas-
HeililreM oHa HaGmomaeTca y 92,9% nereit ¢ ITB. AGIOMMHAIBHBIA CHUHII-
pOM OOYCJIOBJIEH BO3BpaTHBIM acCENTUYECKUM KpPaTKOBPEMEHHBIM ITEpH-
TOHUTOM. TOpakairus SBJIsAETCS BTOPBIM XapaKTepHbIM cumirromMoM ITB.
KpomMe 130JIMpOBaHHOIO TOPaKaJlbHOTO BapMaHTa, OHa MMEEeT MeCTO
TPUMEPHO Y TIOJIOBMHBI GobHBIX. Topakairus, obycloBIeHHas IUIEBpy-
TOM M (WIK) TIepUKAPIUTOM, TakKe HOCUT Hu(dy3HBIA, OMHO- WIH ABY-
CTOPOHHMIA XapaKTep, IIEpEMEHYMBA IO JIOKAIM3ALMHA. APTPONaTHs IIpH
ITb He oT/M4aeTcs crielMpUIHOCTBIO, HO OHa — YacThI CHMIITOM 3a60-
neeanua (57,0%). O6BIYHO apTponaTUs JIOKAIU3YETCS B TOJECHOCTOIHBIX
W OpYTMX KpPYNHBIX cycTaBaX. Yallle HaOmomaeTcs apTpairud, pexe —
KPaTKOBpEMEHHBIA apTPUT CO -BCEMM IIpM3HaKaMM BocraneHud. [e-
CTPYKTMBHBIC (DOPMBI apTpUTa MBI IIpaKTM4eCKM He HabOmomami. Bo
MHOTMX CJIy4asX apTpoIaTHsA HaOmojaeTcsi BHE CBA3M C IIPUCTYNAMH,
COXpaHAsSCh BO BpEMsI pEMHUCCHM.

I[ToMMMO yKa3saHHBIX CHMIITOMOB, BBIABIAETCA MHOXECTBO HOPYIMX
KIIMHWYECKHX TposApiIeHMit. OOBIYHO y GOJBHBIX AETEH MMeeTCs OTCTaBa-
HUe B (U3MYECKOM M TIOJIOBOM pa3BUTHM. JacTo OTMEYaloTCS MHAJITHM,
B OCHOBHOM B MKPOHOXHBIX MbIII[aX. Bo BpeMs IIpUCTyIIOB MOXeT Hab-
JIONAThCA TAXWITHOD, TaXMKAapauA, MHOraa — (PYHKLIMOHAJIBHBIA CHCTO-
JIMYecKHi myM. Y 4yacTH OGOJIBHBIX BO3MOXHO IIPEXOMAINee yBeMIeHUeE
pa3MepoB IIEYeHH M ceJie3eHKU. Bo BpeMs IpUCTyIa B CBA3MU ¢ GoJIEBBIM
CUMITTOMOM BO3MOXHO pPacCTpOICTBO MOYEMCITYCKaHM, AedeKalum, Ja-
e B BUAe 3alepXKyd. MHOrve OONbHBIE MMEIOT APYTHe IIPOSBICHUS
QIMcrerncuy (TOIIHOTa, peXe pBoTa). PaccTpolicTBO CTya B ITEPMOL TIpU-
CTyIa OTMeYaeTcs peIKo, B OCHOBHOM Y JieTeil Muammero Bo3pacta. Co
CTOPOHBI HEpBHOM CHCTEMBI IIpaKTUYECKM Yy Bcex HeTed Habmomaercs
aCTEHWYHOCTh, Pa3lpaXHTEIbHOCTh, JA6WIEHOCTh. I ITOXPOCTKOB Xa-
paKTepeH BHICOKMI ypoBeHb HeiipoTusMa 1o tecty Eysenck.
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W3 napakiMHM4YECKUX TECTOB HauboJiee IOKa3aTEIBHBIMU JUIA ITpU-
cryna [1b saenaiorca yckopeHue COD, mumdoneHus M HeUTpodmies,
aucriporerHemmusa. Ha peHTreHorpaMMe JIETKMX MOXET BBIABIATHCS YTOJ-
LIEHWE IUIEBPBI, HE3HAYMUTEJbHBIA BBHIIIOT B TUIEBPaJIbHOM IIOJIOCTH, Ha
9x0-KI' — yromueHne nepykapiaa, HaiM4yue ITepUKapIUAIEHOIO BBITIOTA.
K coxaneHuio, npoBoauTh orperneneHue SAA-TIpOTEMHa B CHBIBOPOTKE
KpPOBU He TPEeACTABISIIOCh BO3MOXHBIM.

CoctosHMe GOJBHOrO BO BpeMsA IIPUCTYIIa, OCOOEHHO NpHU abmomMu-
HaJIbHOM M CMEIIaHHOM BapHUaHTaX, ABJAETCS HOCTATOYHO TSDKEJIBIM. B
TO Xe BpeMs B NEpUOA peMUcCcUM GONBHOMI ¢ HEOCIOXHEHHOM dopMoit
ITb MoxeT BBINIAAETh TPaKTUYECKU 3HOPOBBIM. BO3MOXHO pa3BUTHE
MHTEPKYPPEHTHOI! ITaTOJIOTMM OWIMapHOM CHCTEMBI M XEIYIOYHO-KU-
LLIEYHOI'o TpaKTa, KOTOpas, CKopee, HOCUT XapaKTep ocloXHeHMus. OnHa-
KO HauboJiee pe3Ko OMpayaeT IMPOrHO3. pa3sBUTHE BTOPUYHOIO CHCTEMHO-
ro amuionaosa (AA-THIT), IIEpPBUYHBIM CHUMIITOMOM KOTOPOTO SIBIISIETCS
HedpornaTus.

Jo HegaBHEro BpeMeHHU B JIMTEpPAType CUMTANIOCh, YTO aMMWIOMIO3 —
reHeTUYeCcKU 3ariporpaMMHMpOBaHHBIA yaen eBpeeB-cedapmoB [14]. Om-
Hako y GONBHBIX apMsAH 6Ge3 IPUMEHEHMA KOJXULIMHOTEPAIlMM €ro pas-
BUTHE OTMedaeTcs He MeHee dacrto: 21,0-32,7% [3]. V mereit ¢ IIB, mo
HallMM JaHHBIM, YacTOTa aMWJIOMAO3a X0 IIOCHEOHUX JIET COCTaBJIsUIa
okoJio 16%, oqHaKo B HACTOsIEe BpeMA B CBSI3M C BHEAPEHHEM KOJXM-
LIMHOTEpalMM HaMeTWIach TEHACHLMA K ee CHIDKeHHIo. C aTHoIaTore-
HETUYECKOI TOYKM 3pEHUS OIpEeACIICHHBIA UHTEPEC NPEACTARIAET BHIAB-
JICHHasi HaMU KOpPEeJSLMsA INMaHKpPeaTONaTUM C pa3sBUTHEM aMWIOMIHOM
HedpomnaTuu. IIpUsHakM OUcTaHKpeaTU3Ma OTMEYAIOTCA IPaKTHYECKU Y
Bcex GompHbiX ¢ IIB, a y 12,2% w3 HuMx HabmomaeTcd KIMHHUYecKas
CHMITTOMaTUKa peaKTHBHOTO IMaHKpeaTuTa [47]. Ha atom ¢oHe passuTHE
aMWIOUIO3a COIPSDKEHO C MapaJUIeIbBHBIM HapacTaHMEM OHOXMMMYECKOMH
U KIMHUYECKOH CHMITTOMATHMKHM TIOpaXXeHMs TIOMKEIYIOYHOMN XeJesnl.
KpoMe Toro, rmo maHHBIM (paKTOPHOro aHaJIM3a, BOSHMKHOBEHMIO MOYeE-
BOro CHHIpOMa CITOCOOCTBYET OTATOLIEHHOCTh IIB Mo oTLOoBCKOM JMHMM
WM ee HaJM4yMe Yy CUOCOB, YTO CONPOBOXIAETCS BBHIPAXEHHOM IMaHKpe-
aTrornaTuen, TUCIIPOTEMHEMMEN.

HapynieHue BHelIHeceKpeTOpHOM (YHKLIMHM ITOIKEIYIOUYHOM Xeie-
3bl BIMOJIHE MOXET CIIOCOOCTBOBaTh HAKOIUIEHMIO IAPaIIpOTEMHOB M MHO-
rOYMCICHHBIM OOMEHHBIM HapylnIieHUsaM [48], 9YTo akTyaJlbHO C TOYKH
3pEHMs aMWIOWAOreHETUICCKOM KOHLIEIILIMM IUCIIPOTEHMHO3a. BHIABIIEH-
HO€ HaMH IOBBILIEHHUE 0. -aHTUTPUIICMHA MOXET CII0cObCTBOBaTh ¢hop-
MHpPOBaHHMIO aMWIOUIHBIX AA-pubpwin [49]. Ilo manubiM O.M.HBaHIo-
THHOM, A.B.IlaHacioka [S50], BO3MOXHO MOIEIMpPOBaHME aMWIOHIO3a B
SKCMEpUMEHTE TIyTEM BBEACHHA TpuIICMHAa. KOCBEHHBIM IOKa3aTelb-
CTBOM BO3MOXHOTIO YYacCTH:A ITOKEIIyTOYHOM XeJie3bl B aMWIOHIOTEHE3e
MOTYT CIyXWTb JaHHBIE O TOM, YTO KOJIXMIIMH WHTHMOMpYyeT pa3BUTHE
¢1bpo3a nmpu HEKPOTU3UPYIOLIEM ITaHKpeaTHTe [51].

B npouuioM B- oTHomeHuM JedeHus ITB mpeoGiaman TepareBTHYE-
ckui HUrWmM3M. OagHako nocie my6mkaimii Goldfinger [52] ¥ Mamou
c coaBropamMM [53] o monoxurenpHOM 3ddekTe KomxuimHa [1b cuuraer-
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csi KypabenbHBIM 3a6oneBaHMeM. B oTeuecTBeHHO# JMTepaType 06061ue-
Hbl gaHHble mo jedeHmio 1B u amutouaHoit Hedpornatiu y GoNbHBIX
apMAH C TOMOLIBIO KOJXWMLIMHA, aHTMOKCMIAHTHOM TeparmMu M APYrux
meTaGoymToB [54].

Hain onbIT MpUMEHEHMUA KOJIXMLIMHA Y JETeH TaKxke IMO3BOJAET CYM-
TaTh KOJXMLIMHOTEPAIIMIO OTHOCHUTEJIbHO 6€30MacHbIM M JOCTaTOYHO 3¢-
dbexTHBHBIM criocobom sieyeHus 1B U aMmwionaosa npu yciouM rnoabo-
pa ONTUMAIBHOM MHAMBUAYyalIbHOI no3bl (0,25-2,0 m2/cym) B 3aBMCMMO-
CTM OT Bo3pacTa GONBLHOTO M TsDKecTH 3aboneBaHus. B ciyvasx c yxe
pasBHMBIIEHCA TEPMMHAIIbHOM cTaavell aMWIOMIHON HedponaTiM XHU3Hb
60JIbHOro, KaK M3BECTHO, TPOUICBAET JIMIIbL NPOBEACHHUE TNIPOrpaMMHOro
JIHANIN3a M TPaHCIUIAaHTalLMs TOYKH.

Ha xadenpe neayatpuy N1 EpeBaHCKOro MEAMLIMHCKOrO YHMBEpPCH-
Tera Ha Ga3e PecrmyGimmKaHCKOM AETCKOM KIIMHMYECKOU GONMbHMLBI (hyHK-
LIMOHMpPYEeT KaOHMHET AOWCIaHCepHOro HabmoaeHMs 3a AeTbMM, CTpaja- -
loutmvu I1B ¥ amMmnovaosoM. 3aech OoNbHBIE NEepUOIMYECKH obcieny-
10TCs, 06ecneYnBaloTCd KOJIXHULIMHOM.

OmHakKo COCTOfAILIME B peciybinvKe Ha AMCIIAHCEPHOM yyeTe GonbHbie
c IIb ¥ ammIonI030M — JaJIeKO He TMOJHbIA UX MepeyeHb, eCIM YJecThb
YPOBEHb TOMYJILIMOHHOM YacToThl (okono 1%). IMonoxenue pesko ycy-
ryoJseTcs MacCOBOM MMIpalLlMe HaceJIeHHWs M HU3KMM COLIMAIbHO-3KO-
HOMMYECKMM YPOBHEM IOCJICAHHMX JieT. Bce 310 mMpMBOOMT K TOMYy, YTO
4YMCJIO 3apErMCTPUPOBAaHHBIX 10 06palllacMOCTH B CTaLIMOHAPHI U TIOJb3Y-
IOIIMXCS YCIIyraMHM OMCIIaHCEpHU3alliM OOJNIBHBIX, OCOBEHHO U3 CEeJIbCKOM
MECTHOCTH, B HECKOJIBKO pa3 HMXKE MX OXHIaeMoro umcia. Cnemosa-
TEJIbHO, ONHOW M3 IIEpBOOYEPEAHBIX 3aaY OpPraHOB 3PaBOOXpaHEHMUS
ABJIIETCS U3BICKAHWE MAaTepHAIbHO-TEXHUYECKUX CPEICTB Ul OpraHW3a-
LMK MacIITaGHBIX MEPOIPUATHI IO TPOBEAEHHIO CAHWTAPHO-TIPOCBETH-
TEJIbCKOW paboThl, CKPMHMHTY HaceJIeHHMsl Ha MecTaxX IpOXMWBaHMs, paH-
HEMy BBIABJICHMIO GONBHBIX ¢ uemblo JedyeHusa I[IB ¥ npodwmiakTvku
aMUJIONI103a. :

Mocmynuna 21.05.95

NULrLELLLULEY {PUUVINRE3OARNLE EPEUELEL R
UNsS LU3UUSUVARY. EPPRANUPNAELESPY UU-
MEUSVELR 2UUUYUMrGAR, ULPVRYUY, AARFUT Y
LENNvulifuver

LU Uuw[mdwqg—uwﬁ, Izlu.ﬁnpnuljll:lﬁ, LU hq"[mlimqnujmﬁ,
U. U Unnuupwdjuel, 9. & Udwpjul, S.fu. Ulpnlput, U. 9 Uupqupuli

Mwpptipulw6 bpjwGnmpyub (ML) pGuuGiiw6 qhyptph dunuiqupo-
Gl Yipmompjuip hwjymbGuptpyt) & Gpu thofjuwGgmiG wowybpuubu
wpwlwl ubrh wGdwbGg vhengny, -hwjpulwG qomy: ML mwnwunn wpnpwin
hwjtiph wqquywGGtph 2ppwlmd sh hwymGuwptpyt; wihphnngh nbuptph
pwpén hwSwuwwlimpymb: Uyn huGquiwbpp, hGsutu Gut ML gpubimpdw-
(ip GwjupGpug wihphnngh pliuptiph pugwlwynpynibp, poyp 66 wuhu hwy-
w6 wyounpughwymd dfumb) Gpipnpg $tiGnwhugh weljuympymbp:
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ML dwnwlquiwG ti ShpwywjpwjihG wwydwGwynpjwompjul wuwmhtw-
ip npnztym, hGywbu Gl Gpw thnjuwlgiwG JEfuwGhqiGipp WwpqupwGhm
(iujiumlym], dtip Ynnihg htmwgnunytij t6 pGunwGtYw niwptp (wpopwGnGhn
31 winu tn 15 wnohl)) wnwehG G tpypnpn Ywpgh wqquijwGahph Unwn Gptp ub-
poiGnGpmy: UZfuwmwlph pGpuwgpmy thopdwnpyywo 6 dwnwlqiwb wmwppbp
unnlifitip (ngnihGulwm-nkigbhuhjwjhG, WnGnqLG-Umpunhbwlymnpwjhl): Pwugu-
huymywo £ ML qupqugiwl hwiwp ywumwufuwGwmm qtGh hwiwuwmljw-
GnipymiGp, Yuwwwpjwo L hmin- 1 htwmbpnghgnnGtph whGhmpwGmwljw-
inpjwlG qGwhwwnmy: NpopYwod L ML dwnwlquiubG i vhowjuypwyhl ujw;-
dwlwynpjuwompjwlG hwpwpbpmpymbp: dGnmhuywjhG nhuwybpuhwymd dw-
nwiqulwl wnhwhy YndwynGLGnh pwdhGp Yuqinw k 27+11%, dunwlquljwl
nnihGuwlm YndwynGLGnhGp® 39+35%, dhewjwjpwhG wwwmwhwlwG Yniun-
GLiGwmhGp" 34436%: Unmwgywd wpnymbGpGtpp yywymd GG, np hwyjwlwb wn-
unpughwynmd ML dunwGgniip wnwyt) hwiwwwwwufuwlmy k inGnqkG dn-
ntithG nfuwGguwi Yjwghntgtuhy tnuiGwym): <wdwhwpwptpwlwb (Yonptw-
ghn() tih ntqptiuhnG YtpmompymGGtpp pwgwhwjntghG nhitihmpjwG hGunkG-
uphy gmgwGh2Gtph thofuninnopnmdp Yihdwjwlw6 wyGuhuh qoponGGtph htw,
hGsuhupp GG° mbnuGph pwpdpmpymGp, puwdm vhohG wpwqmpyniGp, wpbtiwghG
Gunwqujpiwl hGmtGuhympymbp: {wjmGwptpjwo t, np ML tptluwGtph dmn
hwyjwuwmhnptiG hwéw}hu t pmgwhmjmqmﬂ‘mnblh pwpdp- wymhympjwl mwph-
LphG:

UhGhywlyw6 ntwptph Yypmompjmbp, hGywytu Gutt puqiwgnponi tnw-
Gwlh Yhpwnmip pugwhwymby £ ML dwnwGqiwG wnwGdGuwhwnympynGGtph
htim Jwupywd vh 2wpp ophGwswhmpynGGtip:

Udhnhnngh qupqugmip ML mwnwwnn tpthnuGtph dom wowGg Ynojtup-
ghGh Yhpwndw6 ny htinn wigyumy YJuqib & 16%: WpghG mwphGtph pGpwg-
pnid. hhjw(n tptfuwGtph nhuwjwGutip huypnmpjw6 ta YnjfuhghGonppwwhwjh
2Gnphhy Gluwwmyby L wihinhnngh hwéwhwlwGmpjw npopwlyh Glugmy: Uw-
ljwjG hhywGnGtph hwywnenip htinm & jhwjwwwp jhGGmg: {tmbiuwpwp, Lw-
JuuuuGh wennpwujwhmpjuwl wrweGwhtpp fuGnhpGtphg L Gttt ML mwnw-
ujnn hjjwGnGtph Jwn hwjymGupbpiwG, huljiwb b pupnmipymGGhph quipqug-
dwl JubGjudw6 owywmb ti qnponG dhengunmiGtph Juqiwytpuymip:

FAMILIAL MEDITERRANEAN FEVER IN ARMENIAN
CHILDREN
(ethiopathogenetic aspects, classification, clinical features and
treatment perspectives)

V.A.Astvatsatrian, E.Kh.Torossian, L.M.Yepiskopossian,
S.S.Aroustamian, G.G.Amarian, F.Kh.Antonian, S.G.Sarkissian

According to the pedigree analysis in familial cases Familial
Mediterranean Fever (FMF) is mainly transmitted by paternal line
through the male persons. Besides, the same frequency of amyloidosis in
FMF pedigrees and control group as well as the absence of FMF patients
with the clinical features of phenotype allow us to conclude its complete
absence among the Armenian population.

Families of FMF probands with familial cases in first and second
degree relatives of the three” generations were observed to determine the
level of FMF genetic and environmental liability and to reveal the type of
its transmission. The numerous models of inheritance (dominant-
recessive, monogenic-multifactorial) were tested, the frequency of FMF
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causing gene was calculated. The estimatior} of the homo-. and
heterozygotes performance was determined. The influence of genetic and
environmental factors on the FMF liability was calculated: Ga=27+11%,
Gd=39+35%, Ew=34+36%. According to these results the mode of FMF
inheritance in the Armenian population appears to be the single gene trait
with quasirecessive mode of inheritance.

On the base of correlation and lineal regression analyses a significant
correlations between the inoffensive indices of hospital registration of
FMF patients with several climatic factors was revealed. The FMF
manifestation was observed more frequently in children during the years
with higher level of sun activity.

According to our ethiopathogenetic meaning of inheritance we can
distinguish two forms of FMF:

1) with maximal expressivity and the full performance in homozygotes
(abdominal and mixed forms,a probable development of amyloidosis); ]

2) with minimal expressivity and the low performance in
heterozygotes (thoracal form, the absence of amyloidosis development
practically in all cases). 3 d
. Owing to the management of FMF in children including colchicine
treatment a decrease in amyloidosis frequency can be observed. But it
must be emphasized that the enrollment of all patients in Armenia isn’t
complete in comparison with the populations with high frequency of
FMF (about 1%). This fact is caused by social and economical
difficulties. That is why it iS necessary to carry out a wide spread
screening in the population to reveal risk groups, to diagnose early and to
manage effective FMF treatment and amyloidosis preventing measures.
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