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BBenenne

Cewmeitnas cpeauzemHoMopckas guxopanaka (CCJI) — ato HacieacTBeH-
HOE, TCHETHYECKH JIETEPMUHUPOBAHHOE ayTOBOCHAIMTENHFHOE 3a00JIeBaHUE C
XapakTepHOH KIMHUYECKOW KapTHHOM B BHJAE IEPUOJIUYECKUX IPHCTYIIOB
JIUXOPaJKU M CEPO3UTOB, KOTOPbIE MOTYT NMPHUBECTH K IMOBBILICHUIO COKPaTH-
TeNbHOM (PYHKIMM MaTKH W HEOJArompusTHBIM HcXoaam OepemenHocTd [1].
I'en MEFV (Mediterranean FeVer) pacronoxkeHn Ha KOPOTKOM ILI€Ye XpO-
MocoMmbl 16 (16p13,3) u coctout u3 10 Sk30HOB. BONBIIMHCTBO CBS3aHHBIX C
CCJI muccenc-myTanuii HaxoAsTcs B 3k30Hax 2,3,5 u 10. OcHOBHBIM mpe-
naparom B jeueHun CCJI sBuserca xonmxuumH. BosgeiictBue CCJI Ha pe-
MPOAYKTUBHYIO CUCTEMY M INOXH3HEHHAasl KOJIXUIMHOBAs TEpamus BbI3BIBAIOT
00ECIIOKOEHHOCTh 110 TIOBOJY WX BIMSHMS Ha Ucxonsl OepemeHHocTH. [loTen-
nuansHbie ocioxkuenus CCJI (ammionmo3), BO3IEHCTBHE caMOro 3a00IeBaHuUs
(cyOknuHHYecKOoe BOCHaleHHE) W JieueHHs (KOJXHUIMH) MOTYT CEphe3HO
HOBIHUATh HA (epTUIIBHOCTD U OepemeHHOCTD [1,2,4]. Ocobyro 03a004eHHOCTD
BBI3BIBAET MpoOieMa MCXOJ0B OEPEMEHHOCTH Y XCHUIMH C TOYEYHBIM aMHu-
JIOUI030M, TIOCKOIIBKY IIPH 3TOM TOBBIIIAETCSI PUCK a00pTa, MEPTBOPOXKICHHUS
Wi yxyaimeHus GyHkimu nouek [4]. CornacHo MpUBEACHHBIM JaHHBIM, IPHEM
KOJIXHIIMHA CIIeyeT MPOAOJIKATh BO BpeMsi OEpEMEHHOCTH, ITOCKOJIBKY OTKa3 OT
JICYCHUS] MOXKET YCYT'yOUTh CUMIITOMBI M YXYJIIUThH IIPOTHO3 POXKIAEMOCTH [2,
5, 11]. Uccnenosanuii, n3yvaromux Biausaue CCJI Ha TeueHwe W MCXOIBI Oe-
PEMEHHOCTH, MaJio. BOJBITMHCTBO MyOIUKaIM TPEICTABISIOT co000i 0030pHI,
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B KOTOPBIX 00001IeHbl mpenpiaymue pesynbratel [4,10,12,13]. [TosToMy MBI
PEIIMIN M3YYHUTh 3Ty MPOOJIEeMy Cpea HAIIWX MAlMeHTOB JKEHCKOrO Toja B
ApMeHHH.

[enb paboThI — U3yYUTh TEUEHUE M MUCXOBI OEPEMEHHOCTH Y TAIIMEHTOK
C CEMEITHOM CpeIU3EMHOMOPCKOM JINXOPaIKOM.

MarepuaJj 4 MeTOIbI

[IpousBeneHo oOCepBalIMIOHHOE KOTOPTHOE HCCIICAOBAHUE, CPaBHHUBAIO-
mee ucxoasl 251 6epemennoctu y sxxeHmuH ¢ CCJI u 312 6epemeHHOCTEH — 6€3
CCJI. B xozme mccienoBaHusl Ha MEpPBOM 3Tare Obula cOpMUpOBaHA TpyIa
(roropTa) xeHImuH u3 4577 marueHToK pernpoayKTUBHOTO Bo3pacTa (18-49 ner)
¢ moaTBepkaAeHHbIM nuarao3om CCJI, koTopas mocienoBaTeNbHO BhIOpaHa W3
peructpa ydyera u cbopa uHpopmauuu LleHTpa METUIMHCKOM TE€HETUKU U
nepBU4HOM oxpanbl 310poBbs (LIMI'), EpeBan, Apmenwus, 3a 1998-2018 rr.
Peructp BriIOUan B cebst KIIMHUKO-Ta00paTOpHBIE U TEHETUYECKUE JaHHbIe 32
000 nuIr apMSHCKOW HAIIMOHATBHOCTH, 00CJIEIOBAaHHBIX HA HATMYHE MYTAIlHi
rera MEFV. Ha BTopoMm srame chopmupoBaHa HccieIOBaTeIbCKas TPYIIIA C
HApYIICHUSMH PEnponyKTUBHONW (yHKUWHU: 211 manuMeHTOK, BHIOPAHHBIX M3
YHUCIa KEHIIUH ¢ MoATBepKaAeHHbIM nuarHo3om CCJI, u 162 manueHTku ¢ He-
nmoareepxkaeHHpM auarHo3oM CCJI. M3ydensl TedeHme W HCXOIBl Oepe-
MEHHOCTeH B oOeux rpynmnax. Kpurepun BKIIIOYEHUs: 3aBeplieHHE OepeMeH-
HOCTH WJIM €€ MpeKpalleHne, aKyllepcKue OCIOXHEHUsI, PEpPOIyKTUBHBIE HC-
xoabl. Kpurepun HCKIrodeHus: BO3PACT, BBIXOSIINNA 32 MPeesbl PernpoayK-
TUBHOTO (Miamie 18 u crapme 49 jer), 37M0KadecTBEHHbIE HOBOOOPA30BaHus,
CepACYHO-COCYAUCTHIE U CUCTEMHBIE 3a00JI€BaHUsL.

Kpumepuu Tel - Hashomer, kak memoo KIUHUYECKOU OUAZHOCHUKU
CJI. Tnarno3 CCJI 6bU1 MOATBEPIKIACH C MCIOIB30BAHUEM MEXTYHAPOTHBIX
kputepueB Tel - Hashomer [6] u mosekysspHO-reHeTHUSCKUM aHAIU30M 12
Haubonee pacnpoctpaneHHbIX MEFV - myTtanuit B apMsiHCKO#H momyssinyu. J{is
KaXIOTO TMalMeHTa ObUla paccuWTaHa CTeNeHb TsDKECTH 3a00JIeBaHus,
MpUHUMAas BO BHUMaHHE BO3pAcT Hayaia 3a00JieBaHHSA, YacTOTy MPHUCTYIIOB,
HINYME apTPONAaTHH, POKUCTYIO ChIllb, HNPOTEHHYPUIO, IIOYEUHBIE OCIOXK-
HEHMS WM IUIOXYIO PEaKklMI0 Ha NPHEM KOJXHLUWHA. BbIgBieHbl 3 cTeneHu
TsOkecTH KiauHnueckux mposeienuit CCJI: merkas (2-5), cpemmss (6-9),
Tsokenas (>10) [6].

Monexynapno-zenemuueckue memoowvt ouaznocmuxku CCJI. Moneky-
JISIPHO-TEHETUYECKOE MCCIIEOBAaHUE BBIIIOIHEHO O]l PYKOBOACTBOM 3aBEIYIO-
1Ie# 1abopaTopreli TeHETUKH ayTOBOCHIAIMTENbHBIX 3a00eBanuit [IMI', 1.0.1.,
mpod. A. C. AiipanetsiH. MarepuaioM Juist onpenesieHus myTamnuii rena MEFV
CIIy’)KWiia 1elbHasg mepudepudeckas KpoBb. 3a00p KpOBH NPOBOAWIHA U3
JIOKTEBOHW BeHBI B cnenuanbHbie npoOupku ¢ EDTA nmns mpenorBpamieHus
cBepThiBaHus KpoBu U aerpanauuu JIHK. Jlna Beinenenus JJHK ncnons3osa-
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ek criennanbabsie Habophl “MOBIOlaboratories” (UltraCleanBloodDNAIsola-
tionKit, USA). Myrtauuu omnpenensuiuch METOJIOM MYJbTHILUICKCHOH aMIUIn-
¢ukanuu yuactka [AHK, comepxkamiero uccieayemblii TeH, ¢ peBepc-THO-
puan3anyen MOJy4YeHHBIX aMIUIMKOHOB, KOHTPOJEM B IapayljieIbHOM HcCCe-
JOBaHUM M BU3yaJIM3alUU MYTalMid C HOMOLIbIO (DEPMEHTATUBHON peakLuu
(ViennaLabFMF&SAAL Assay).

I'ubpuanzanuio NpoayKTOB aMIUIM(UKAUMHA MPOU3BOJUIN C TECTOBOU
MIOJIOCKOM, copeprkaieil amienb-crienuduyabie MpoObl OJUTOHYKICOTUIOB,
MMMOOMJIM3UPOBAHHBIX KaK TECT IMapajyiefbHbIX JIMHUHA. AHaJIN3 OXBAThIBAJ
creayromue 12 myranuit MEFV: E148Q, P369S, F479L, M680I (G/C), M680I
(G/A), 1692del, M694V, M6941, K6I5R, V726A, A744S, R761H.

AKywepcko-zuneKkonozuueckoe 0b6cnedoseanue BKIIOYAI0 CTaHIAPTHBINA
aHTEHaTaJbHBIH MPOTOKOJ HAOIIOAECHU 32 OEPEMEHHOCTHIO BHICOKOTO PHCKA.

Cmamucmuueckuii ananuz. Pe3ynpraTel uccienoBaHus oOpabaTbl-
BaJIMCh C TIOMOIIBIO MAaKeTa MPUKIAAHBIX mporpaMm “SPSSStatistics 16.0”. s
OIMCAHUS KOJIMYECTBEHHBIX NAHHBIX, UMEIOLUINX HOPMAaJIbHOE pacHpeAcsicHue,
WCTIONB30BANIOCH cpenHee apudmerndeckoe (M) W cTaHAapTHOE OTKIOHEHUE
(CD). KauecTBeHHBIC IMOKAa3aTeIM NPEJCTABICHBI B aOCOJIOTHBIX M OTHOCH-
TenbHbIX BennuuHax (%). [Ipm HOopManbHOM pacnpeAeNeHUH NPU3HAKOB U
paBeHCTBE OUCIEPCUI B CPAaBHUBAEMBIX IPYNIAX MCIIOJIB30BAIUCH MTApaMETPH-
YEeCKHE METOIbl CTAaTHUCTHYECKOro aHanu3a. JloCTOBEpHOCTh passinuuii MOKaza-
Tened (p) ompeaensiu ¢ nomombio t-kputepus Cterogenta. [[ns cpaBHeHUs
TPYII 10 Ka4eCTBEHHBIM OWHAPHBIM MIPH3HAKAM HCTIONB30BANICS KPUTSPUI XU-
kBazpar ITupcona (y°) ¢ mompaskoii Meiirca Ha HempepbIBHOCTH. B ciyuae
KOJINYECTBECHHBIX OIPAaHWYEHUI NPHUMEHUICS TOYHBIA KpuTepuil Puinepa
(mBycTOopoHHUI1 BapmaHt). [lid m3yueHUs BO3MOXKHON CBSI3M MEXAY OIIpe-
JeTICHHBIM HCXOJIOM U ()aKTOPOM pPHUCKAa B CPAaBHHBAEMBIX TPYIIax IMPOU3-
BoAMIach 00pabOTKa AaHHBIX C UCIOJIB30BAaHUEM MPOrPAMMHOIO 00eCTICHEeHUs
GraphPadPrism 4 u GraphPadPrism 5. Bpruucnsuics xosgduuueHT oTHoOCH-
tensHOTO pucka (OP) ¢ 95% noBeputenpHpiM uHTEpBasioM (/[IU). Onenky
3HaunMocTy OP mpown3BoauiIn ¢ momMombo pacuera rparut 95% JIM. BeiBox o
CTaTUCTUYECKOM 3HAYMMOCTU BBISBICHHOM CBSI3M MEXIy (akTOpOM pHCKa U
HUCXO0IOM Npu ypoBHE 3HauuMocTH p<0,05 penancs B cimydae, ecnu AU He
BKItO4an 1, T.e. 0o0a 3HaueHHs IpaHUIl ObLIM BbINIE WK HIDKe 1. Pesynmbrarhn
CUUTAIINCH CTATUCTHUYECKU 3HAaYMMBIME Tipu OP > 1; p<0,05.

Pe3yabTaThl M 00Cy:KI1€HUE

Wzyuensr Tedenne n ucxonsl 251 GepemenHoctn y 211 mammeHTOK ¢
CCJI B Bo3pacte ot 18 mo 45 ner, B cpennem 21,3 (6,4) roga — 1-s rpymma
(ocHoBHast) u 312 GepemenHocteir y 162 xenmmu 6e3 CCJI B Bo3pacte, B
cpenneM, 31,4 (7,0) rona — 2-5 rpynmna (KOHTpoJibHast). MaTepuHCKHI BO3pacT
19-35 net npeodnanan B 1-it rpynne y 143 naruenrtok (75,3%). XKeunmuusr 2-i
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rpynmbel Obutn crapmre — 124 mammentku >34 et (51,2%). bes ocnoxxaeHuit
pa3BuBanuch 149 Gepemennocreit (59,3%) B 1-it rpynme u 190 (61,0%) — Bo
2-i1. OCHOBHBIM METOZIOM popopaspemienust y skeHIuH ¢ CCJI Oblmu crioH-
tanHble pojasl B cpok — 130 (68,4%) (OP =1,1; 95% AU — 0,7-1,8), 4ro cy-
MIECTBEHHO HE OTIMYANOCh OT Tpynmbl KoHTpons — 153 (63,2%; p=0,212)
(tabm.1, puc.1). B rpynme CCJI 6bi1u 60Jiee BRICOKHE TIOKA3aTENIH CIIOHTAHHBIX
npexaeBpemennbix ponos (I1P) <37 menmens — 17 (8,9%) (OP=1,9; 95% AU —
1,2-4,4) o cpaBHEHHUIO ¢ KOHTPONIBbHOM rpymnoit — 10(4,1%; p=0,036).

Tabnuya 1

Cpasrumenvras xapaxmepucmuka nokazamesnell pucka pooopaspeuenus,
penpodykmusHuix ucxo0008 y nayuenmox ¢ CCJI u KonmponvHoil epynnol

IMoxa3arenn Odds ratio Relative Risk Sensitivity Specificity
98%CI1 98%CI1 98%CI 98%CI1

CCJ1 1,122 1,021 0,309 0,714
0,714+1,762 0,943+1,104 0,269+0,351 0,621+0,795

KounTpoan 0,918 0,983 0,355 0,625
0,616+1,368 0,910+1,063 0,315+0,397 0,535+0,709

Poasl B CpOK, KecapeBo cedeHne

CCJ1 1,021 1,019 0,309 0,694
0,518+2,010 0,541+1,917 0,176+0,470 0,655+0,732

Kontpoas 0,983 0,984 0,355 0,640
0,523+1,851 0,546+1,777 0,218+0,512 0,601+0,678

CnoHTaHHBIE TPeKIeBpPeMeHHbIe poasl (< 37 Hexen)

CCJ1 1,903 1,860 0,450 0,699
1,175+4,372 1,183+4,416 0,830+2,684 0,761+1,735

KonTpoan 1,140 1,136 0,388 0,641
0,436+2,981 0,446+2,893 0,173+0,642 0,603+0,678

IpexneBpemMennbie poabl (< 37 HeleIb) KeCapeBo ceyeHne

CClI 0,442 0,454 0,160 0,699
0,149+1,307 0,158+1,306 0,045+0,360 0,661+0,735

KonTpoan 1,554 1,515 0,447 0,657
0,803+3,006 0,815+2,818 0,286+0,617 0,619+0,693

MuaynupoBaHHble NpexkIeBpeMeHHbIe PO/bl

CClI 0,973 0,974 0,300 0,694
0,368+2,498 0,380+2,498 0,118+0,542 0,655+0,731

KonTpoan 1,021 1,020 0,363 0,641
0,421+2,470 0,434+2,397 0,172+0,593 0,602+0,678

HenpaBuibHble NpelIe;KaHus IUI01A

CClI 1,320 1,306 0,363 0,697
0,544+3,201 0,557+3,062 0,172+0,593 0,659+0,734

Kontpoan 0,629 0,637 0,263 0,638
0,224+1,771 0,232+1,749 0,091+0,512 0,600+0,675

Ipenaexanne MIALEHTHI

CCI 1,138 1,137 0,333 0,694
0,102+1,637 0,103+1,154 0,008+0,905 0,656+0,730

KonTpoan 0,892 0,878 0,333 0,640
0,080+3,895 0,071+3,798 0,084+0,905 0,603+0,677

CroHTaHHBIE POIBI B CPOK

Obosnauenus. 3aeck u B Tadn. 2,3 Odds ratio — ornomenue mancos, Relative Risk —
otHocHuTeNbHBIN puck, Cl — noBepurenbHbIN wHTEpBad, Sensitivity — gyBcTBHUTENH-
HOCTB, Specificity —cnerupuanocTh
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Puc. 1. CpaBHuTeNbHAS XapaKTepUCTUKA MIOKa3aTeNell prucka poopa3pelleHus,
PEeNpOIyKTUBHBIX UCX0A0B Y ManueHTOK ¢ CCJI 1 KOHTPOJIBHON TPYIIIHI.
Ob6o3nayenus: a — CIOHTAHHBIE POJIBI B CPOK, b — POABI B CPOK, KECAPEBO CCUCHUE,
C—CIOHTaHHBIE TIPEKAEeBPEMEHHbIE poabl (< 37 Hexenb), d — HHIYIUPOBAaHHbIC
NPEXIEBPEMEHHBIE POJBI, € — HEPAaBWIBHOE MPEUISKaHNe 1103, f — npemiexanne
TUTAIIEHTHI

Tabauya 2
Cpasnumenvhasi Xapakmepucmuka nokazamesell pucka oCa0HCHeHUl
bepemennocmu y nayuenmox ¢ CCJI u konHmponwbHoti epynnol

TlokaszaTean Odds ratio Relative Risk Sensitivity Specificity
98%Cl1 98%Cl1 98%Cl 98%CI
be3 ocioxkHeHumii

CCJI 1,022 1,013 0,310 0,651
0,755+1,384 0,846+1,213 0,260-+-0,363 0,656+0,735

KonTtpoan 0,958 0,975 0,349 0,640
0,722+1,272 0,821+1,157 0,299--0,402 0,598+-0,681

PaHHHEe BHIKH/IBILIN

CCJI 0,900 0,915 0,305 0,671
0,599+1,352 0,651+1,287 0,227+0,391 0,634--0,708

Kontposs 0,927 0,939 0,359 0,623
0,637+1,351 0,687+1,285 0,280+0,443 0,586+0,659

Tlo31HMe BHIKUABIIIN

CCJI 0,635 0,640 0,222 0,689
0,206+1,949 0,213+1,928 0,064--0,476 0,656+-0,721

Kontposs 1,298 1,289 0,416 0,645
0,569+2,959 0,579+2,868 0,221+0,633 0,611+0,677

JKTONHYECKAsI HePeMEHHOCTh

CCJI 1,500 1,467 0,395 0,696
1,198+2,719 1,102,654 0,849--1,555 0,762+-1,728

Konrposs 0,613 0,624 0,257 0,639
0,283+1,327 0,296+1,316 0,124+0,432 0,605+0,671

CHHIPOM 3a/1epKKH POCTa ILI0Aa

CCJI 0,960 0,961 0,300 0,691
0,246+3,748 0,250+3,688 0,066+0,652 0,658+0,723

Koutpoan 1,032 1,031 0,363 0,643
0,299+3,553 0,304+3,496 0,109+0,692 0,610+0,675

Ipesxsianucusi

CCJ1 0,996 0,996 0,307 0,691
0,427+2,324 0,439+2,263 0,143+0,517 0,658+0,723

Konrtpoun 1,003 1,002 0,357 0,643
0,456+2,200 0,468+2,145 0,186+0,559 0,610+0,675
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Puc. 2. CpaBHUTENBHAS XapaKTEPUCTHKA MTOKa3aTeNe pucka
ocJokHeHnH oepeMeHHOCTH y nanueHToK ¢ CCJI 1 KOHTPOJIBHO!M IPyIbI.
Ob6os3nauenus: a— 6e3 OCI0KHEHUH, b— paHHMEe BBIKUIBINIH, C— MO3THUE BHIKU/IBIIIIH,

d- sxromuueckast GepeMEHHOCTh, €— CHHIPOM 3aePXKKH POCTa ILI0AA,
f— npesknamncus

Tabauya 3
CpasHumenvbHas Xapakmepucmuka noKazamenei pUcKa 0C10NCHEeHUU
b6epemennocmu y nayuenmok ¢ CCJI u KoHmponvHot epynnl

Odds ratio Relative Risk Sensitivity Specificity
Ioka3zatenn 98%CI 98%CI 98%CI 98%CI
BuyTpuyTpoOHas runokcus nioaa
CCJI 1,227 1,221 0,352 0,692
0,448+3,356 0,456+3,266 0.142+0,616 0,658+0,724
Kontpoan 0,982 0,982 0,352 0,642
0,359+2,682 0,366+2,632 0,142+0,616 0,609+0,675
Yrpo:kaloliee npepbiBaHne 6epeMeHHOCTH
CCJI 1,282 1,268 0,361 0,694
0,638+2,575 0,652+2,462 0.208+0,537 0,660+0,726
Kountpoan 0,777 0,784 0,303 0,641
0,365+1,655 0,378+1,627 0.155+0,487 0,607+0,673
BposkaeHHbIe TOPOKH Pa3BHTHSI IJI0A
CCJ 0,743 0,747 0,250 0,657
0,237+2,329 0,243+2,296 0.072+0,523 0,661+0,722
KonTpoas 1,208 1,203 0,400 0,644
0,488+2,989 0,497+2,912 0.191+0,639 0,611+0,676
IIpe:kneBpeMeHHast OTCJIOKAa HOPMAJTBHO PACTIOJI0KEHHOI IUIAIIEHTHI
CCJI 0,559 0,560 0,200 0,657
0,062+5,029 0,062+4,994 0.005+0,716 0,661+0,735
KonTpoas 0,645 0,648 0,428 0,462
0,143+2,908 0,146+2,876 0.098+0,815 0,424+0,501
AHTeHaTaJIbHasi THOeJIb IJ10/1a B cpokax 22-40 Hegeab
CCJ 0,786 0,791 0,260 0,690
0,306+2,020 0,315+1,984 0.102+0,484 0,656+0,722
KonTpoas 1,174 1,168 0,392 0,644
0,542+2,539 0,553+2,462 0.215+0,594 0,611+0,676
Jleuenne Gecruionnsi B aHaMHe3e
CCJI 1,030 1,023 0,313 0,693
0,728+1,455 0,787+1,327 0.249+0,382 0,655+0,729
KoHTpoan 0,976 0,981 0,352 0,642
0,705+1,351 0,776+1,257 0.287+0,421 0,604+0,678
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Puc 3. CpaBHuTENbHAS XapaKTEPUCTUKA NOKA3aTENENH PUCKa OCIOXKHEHHI
6epemenHoctH y manueHToK ¢ CCJI 1 KOHTPOIBHO TPYIIIIE.
0Ob603Hauenus: a— BHyTPUYTPOOHas TUIIOKCHSI II0Aa, b— yrpoxarolee npepeiBaHue
OepeMeHHOCTH, C— BPOXKJICHHBIC MOPOKH Pa3BUTHSA I1JI0/1a, d—TIpekaeBpeMEHHAsI
OTCJIOMKa HOPMaJIbHO PacIoIOKEHHOH MIIalleHTH, e— aHTeHaTalbHas THOeNb MIoaa
B cpokax 22—40 Hezensb, f— neyenue Oecrioans B aHaMHe3e

OCHOBHBIE OCIIO)KHEHUSI OEpEeMEHHOCTH TPEACTaBIeHbl B Tabm. 2,3;
puc.2,3. Y mnammentok ¢ CCJI Hambojiee 4YacTO BCTPEUAIUCH CIICIYIOIIUC
ocyoKHeHust: paHHue Boikuabim — 40 B 1-ii rpynme u 51— Bo 2-it (15,9%
npotuB  16,3%, p=0,326) (OP=0,9; 95% U - 0,7-1,3); skromuueckas
oepemennocts (OB) —17 B 1-ii rpynne u 9 — Bo 2-it (6,8% nportus 2,9%)
(OP=1,5; 95% AU - 1,1-2,7; p=0,018); yrpo3a npepbiBaHus OCPEMEHHOCTH
(YIIB) —13 B 1-ii rpynme u 10 — Bo 2-i1 (5,2% npotus 3,2%) (OP=1,3; 95% AU
— 0,7-2,5; p=0,236). IlokazaTenu MOCTHIIM CTATHCTUYECKOW 3HAYUMOCTH
ToJIbKO TIpH Ob.

Puc. 4. CraTuctruecku 3HaUNMbIE ITOKA3aTEIU pUCKa
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Takum obpazom, CCJI accomumpyercs ¢ TMOBBIIEHHEM pPHUCKa BO3HHK-
HOBEHHS MPEXKAEBPEMEHHBIX POJOB M IKTOMMUYECKON OepeMeHHOcTH (puc. 4).
[lepuHaTanbHBIN UCXO] COMOCTaBUM y manueHTok ¢ u 6e3 CCJL

B nameit pabore Mbl cpaBHUBaIM OEPEeMEHHOCTH y TAIMEHTOK, KaK C
CCJI, tak u 6e3 ¢ u 6e3 CCJI ¢ menpro M3ydeHus: BO3MOXKHOW B3aMMOCBSI3H
Mexay ¢akropom pucka (CCJI) n ucxomamu 6epeMeHHOCTH. TedeHne u UCXo
OepeMEHHOCTH HE YCTyHajl 3J0pOBOl KOropTe, HECMOTpsi Ha JieueHHe
KOJIXMIMHOM. YacToTa HEKOTOPBIX OCJIOXHEHUI recTauuy Obula MeEHbIIE:
panHue BRIKUIBIIH, [IP, OB, X0Ts pe3ynpTaTsl U HE JOCTUTIHN CTATUCTHIECKOM
3HAYMMOCTH. XPOMOCOMHOM aHOMalWu IUioJa He OoOHapy>KeHo, dYacToTa
HEXPOMOCOMHBIX aHOMAaJIMH ObLIa IOX0XKa Ha TAKOBYIO B KOHTPOJIBHOM IpyTIIIE.
[loBpimennyto wactory Db W paHHUX BBIKUIBIIEH B Tpymme OOJIBHBIX C
OTCYTCTBHEM/HEPETYSPHBIM MPHEMOM KOJXUIMHA MBI OOBSICHAEM HEKOHTPO-
mupyembiMu atakamu CCJI, MpUBOASIIMMU K CHIIBHOW COKPaTUMOCTH MATKH,
SKTOMUYECKONW UMITIAHTAIMHU TUIOJHOTO SIIIa, YTPO3€ BBIKUBIIIA, PEPHIBAHHUIO
0epeMEeHHOCTH. DTOT BBIBOJI MOATBEPKIACT BBIABUHYTYIO PaHEe THIIOTE3Y, YTO
mpuctyn CCJI ¢ BbICOKOH TemmepaTypoil B Hadalle OEpEeMEHHOCTH MOXET
NPUBECTH K paHHEi# morepe 6bepemennoctu [11].

Ofir D. et al. nmpoBenu camoe 00JbIIIOE UCCIICAOBAHUE, OMYOINKOBAHHOE
Mo wcxojaM OepeMeHHOCTH y marueHTok ¢ u 6e3 CCJI, 9ro mo3Bonmio uM
BIICPBBIC OMUCATh HE3aBHCHUMBbIC (akTopsl pucka, ceszanubie ¢ CCJI [9].
[Ipoananu3upoBaHbl TeueHHE U HCXOAbI 239 OepeMeHHOCTEH y MalueHTOK C
CCJI ¢ unu Ge3 mpuMeHeHHUs1 KoxuuHa u 175 572 6epeMeHHOCTE! y KEHIUH
6e3 CCJI. ABropsl ycraHoBuid, uro CCJI siBisieTcs He3aBUCHUMBIM (aKTOPOM
pucka [IP u mpennonaoxuiu, 4To PeLUAMBUPYIOIINE MEPUTOHEAIBHBIE aTaKU
CCJI moryt Bbi3Bath [IP W MMHTHpPOBATH OCIOXKHEHHS OCPEMEHHOCTH: OT-
CIIOWKY TUTAllEHThl WM XOpuoaMHHOHHT. uddepeHuaibHblii 1arHo3 Bo3-
MOKEH TOJIBKO NpH HaIW4duu npojpoManbHoil craguu ataku CCJI. OHuM BbIs-
BUJIM OoJiee BBICOKYIO 4acTOTy JiedeHus oecrtonus y nauuertos ¢ CCJI (5,4%)
1o cpaBHeHuto ¢ xeHmuHamu 06e3 CCJI (1,9%), Ho mpuvKMHA 3TOW acCOIMAINH,
0 MX MHEHHIO, ocTaBanach HescHou [9]. Hamie uccnenoBanue, B OTIIMYKME OT
MpebIAYILEero, ObUIO CONMOCTaBUMBIM IO YacTOTE OECIUIONUS W TIPOBEACHUS
OKO, nmockonbKy KOHTpOJbHAs rpymmna (GopMupoBaiach U3 YUCia XKEHLIMH C
HApYIICHUSMU PENPOAYKTUBHON (yHKIMU. B03MOXHO, BBICOKas dYacroTra
nedeHunss Oecruionusi u Oojiee BBHICOKME BO3pAcT MAIMEHTOK B KOHTPOJIBHOMN
IpyImne MOryT OOBSCHUTH TOT (hakT, YTO HAMHM HE HAaWJEHO CYLIECTBEHHON
pa3uuipl B yactote kecapena ceuenus (KC) (12,7% nporus 13,1%), kak Ha 3TO
yKkasbiBatoT apyrue aBtopbl [9,14]. CpaBHuUTeNnbHO Oojiee yacToe pojopaspe-
meane KC (18,0% mnporuB 12,8%) oObsacHseTCS omaceHWsMH HeOIaro-
MPUATHBIX UCXOI0B OEPEMEHHOCTH CPEAM KEHIIMH, MOJTYYUBLIMX JIEYEHHUE T10
noBoxy Oecruioaust [9]. Mcrmonb3ysh METOIbI MHOKECTBEHHOW JIOTHCTHYECKOU
perpeccun, aBTopbl ycranoBwid, yto CCJI He sBnsieTcss He3aBUCHMBIM (hak-
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Topom pucka KC, mockompky KC mmMeer cBA3p ¢ IPYrHMH aKyIIEpCKUMHU
(akTOpaMu pucka.

Takum 00pa3oM, HallM pe3yJabTaThl COOTBETCTBOBAIHM OONBIIMHCTBY
BBILICYTTOMSHYTBIX HCCIeJOBAaHWHA. TeM He MeHee, OCTaBIIHECS pPa3IHdHs
MOTYT OBITH OOBSCHEHBI OTIMYAIOIIUMHUCS pa3MepaMu HCCIEAYEMBIX TPYIIII,
JM3aifHOM MCCIIEIOBAHUS M PEKUMOM JICYEHHUST KOTIXULIMHOM.

Boipasicaem  brazodapnocme  npogeccopy Invoady bewn-Lllempumy
(Meouyunckuti  yenmp  Yuueepcumema Hadassah-Hebrew, Hepycanum,
Uspaunv) u compyonukam Haweti 1a60pamopuu 2eHemuKy aymosoCnaiumenb-
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Gubwbg Unwn JEpupununpnpujui Eptph hwdbdwnwuu
punipwghpp vhobpypwdnyjut phunwkjwb wnkunh b uvnnighs
ophtwljh uhsb

1M.0. Ungljh, O.L. Unghuyw, Z.U. Zujpuybuyub, U.%F Undupjub

Zbnwgnuumpjut  tyunwlit t uw)] hwdbdwnwlwb  punipwughpp
dhobpypwényjut pnwbkljuu wmkunnd (UCS) hhjwiny juwhwbg Jkpupunw-
pponuljutt wpyniph b winnighy ophttwthh dhol: thunnwpldwi Ynhnpuugh
htwnwgnunipniup hwdkdwnnd £ UCS-nyd mwnwwyny 251 jubwbg wpnnip-
ulipp UCS sniukgnn 312 jubwbg wpnyniupubph htwn:

Ohypnnnijnhy  (Epupununpnnujut) wwphph (18-49 wwpklub)
Jwiwlg jundpp (4577) hwunwnyws UCLS whinnpnodwdp, hnbnnuljw-
unptb pnpydl) k pdojuljut ghubnhljugh b wnnnonipjut wnwetiwjhtt wwh-
wutnipjub JEunpnh (FRY) hupdundwb gpuigudwnjuhg b hwjupqus
unbintjuwnynipnithg 1998-2018pp. pupwgpnid, tkpwenud Ep Yhuhwjwpn-
puwnnpuyhtt b ghubnhluut wdjujukp 32000 wqgqnipjudp huykph, npnup
htwnwgnuty] Eht MEFV ghup Untnnwughugh weljujnipjutt tyunwyny: Zhu-
twut unidpp juqunud tht UCS-nd hhyutn jubuwgp: Lkpundwt swthw-
Uhpukpt k' hnhmpjut wjwpn jud pighwnnd, dubjwpupduljui ndju-
nnipnibtbp, JEpupununpnnuljut wpnyniuputp (Gpkp):

ZEnmwugnuinmipjut wpyniupubpp dowljynid Eh «SPSS Statistics 16.0» thw-
ptph dhongny: [*huljtiph npnowlh wpmyniuputph b gnpénuubtph htwpwynp
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Juyh hbtwnwgnunipmpnitp hwdbdwnynn fudpiph  dhol hpuwwbwgyl; k
GraphPadPrism 4-h b GraphPadPrism 5-h tplnt wywhnyny thwpbkpttph dowy-
dwdp: Zwounplyty £ hwdbdwnwljub nhuljh (2}) gonpswljhg 95 % Juuiwhbih
hunbtpjuny (4h):

Uhotpjpwényjut pinutkjwh nkunp wungugynid k pupénp qunudud
Sutnupkpmpjut b Ejuninyhly hnhnipjut nhuljh htwn:

Unwig pwppnipjniiubph UCS-ny hhwln jwiwtg dnwn 149 hnhni-
piup (59,3%) wjwpunynud £ 184 Yhugwuh suntugny (73,3 %), (21=1,0; db-
09-1,0, p=0,811): Unwug ULS-h 190 hnhnipmniup (61,0 %) wjwupuynid k 231
JEuguth Suniunny (74,0%): UCS-ny wuydwbwynpjws hwynbwpbpydl; th
hnhnipjut htnbjuy puppmpymubtbpp’ Junudwd suntty  (F0,<37 swpwip),
(2 = 1,9, 95%, 9P - 1,2-4,4, p= 0,036), Eljinnuhly hnhmipjnit (EZ), (2= 1,5, 95%,
9bh-1,1-2,7, p=0,018):

The Course and Outcomes of Pregnancy in Women with Familial
Mediterranean Fever

P. O. Sotskiy, O. L. Sotskaya, A. S. Ayrapetyan, M. D. Safaryan

The aim of the study is to compare the reproductive outcome of women with
familial Mediterranean fever (FMF) and a control sample.

An observational cohort study compared the outcomes of 251 pregnancies in
women with FMF and 312 without FMF. A group of women of reproductive age (18-
49) with a confirmed FMF diagnosis (4577) was sequentially selected from the registry
of the Center for Medical Genetics and Primary Health Care, (Yerevan, Armenia) and
from the collected information during the period from 1998 to 2018. The information
included clinical and laboratory and genetic data of 32,000 ethnic Armenians examined
for MEFV gene mutations. The main group consisted of women with FMF. Inclusion
criteria were termination of pregnancy or abortion, obstetric complications, reproductive
outcomes. The results were processed using the “SPSS Statistics 16.0” software.
Investigation of the possible association of certain risk outcomes and factors between
the compared groups was performed using the two support packages GraphPadPrism 4
and GraphPadPrism 5. A relative risk (RR) ratio with 95% confidence intervals (CI)
was calculated.

The FMF is associated with a high risk of preterm birth and ectopic pregnancy.

149 pregnancies (59.3%) in women with uncomplicated FMF resulted in 184
live births (73.3%), (RR=1.0, Cl — 0.9-1.0, p=0.811). 190 pregnancies (61.0%) without
FMF ended in 231 live births (74.0%). The follweing complications of pregnancy were
found due to FMF: preterm delivery (PTD,<37 weeks), (RR=1.9, 95%, CIl -1.2-44,
p=0.036); ectopic pregnancy (EP), (RR=1.5, 95%, CI -1.1-2.7, p=0,018).
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