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Cimetina cepedsemmomopcvia suxomanxa (CCJI) — spodicene asmosanaivie 3ax60piosaniis, Wo Xapakmepusyemvcs enizooa-
MU TUXOMAHKY 13 3anaiennim ceposnux 060aonox. Cimenna cepe03eMHoMOpCoKa JUXOMAHKA HAUYACTIILE YPANCYE HCUMEis
bacetiny Cepedsemnozo mops. — eepeis, sipmenis, mypkie ma apabie. /liaznocmuxa 3ax60pio8anis € CKAA0Ho10, 1020 nepediz
nazadye asmoimymui, ingexyitini, onkonoziuni ma memaboriuni saxeoprosans. CiMeina cepeo3emiomMopcoka IUXOManka
icmommno nozipuye sxicmo Jcummst nayicnmie ma ixuix 6amoxis. 3anisuira abo eiocymus diaznocmuxa CCJI npuzeodums 0o

DPO36UMKY aMiN0I003Y Ma HUPKOBOT HeAOCMAMHOCHII.

Kntouo6i caoea: cimeiina ceped3eMHOMOPCOKA TUXOMAHKA, 2APSUKA, CEPOIUM, 3ANANEHHS, KOIXIYUH.

Bceryn

CiMeﬁHa cepenzemuomopebka mxomanka (CCJI) — pin-
KiCHe BPOJIKeHe 3aXBOPIOBAHHS, SIKe XapaKTePHU3YEThCS
TTOBTOPHVMH €11i30/IaM1 JIMXOMaHKU Ta cepo3uty. Hamesxxuts 10
MePBUHHIX IMYyHOZE(DIIUTIB — IPYIH aBTO3AIATBHIX 3aXBOPIO-
BaHb [28]. ABTO3amasbHi 3aXBOPIOBAHHS BUHUKAIOTH HA TJi
reHeTUuHUX JeeKTiB OLIKIB, SIKI € HEraTUBHUMU PETYJISITOPAMIE
npotiecy 3arasieHts. Ha BizmiHy Bijf aBTOIMYHHIX XBOPOO, KOJIH
MaIOTh Miclle TOPYIIeHHd Y CHUCTeMi aIallTUBHOTO IMYHITETY,
ABTO3AlAJIbHI TIPOIIECH PO3BUBAIOTHCS IIPU MOPYIIEHHAX BPO-
JuKeHoro imyHitery [18]. Hait6isibiin yacTiM MpoOsIBOM CEPO3KUTY
npu CCJI € 1epuTOoHIT, KIIHIYHIM €KBIBAJIEHTOM SIKOTO € Giib
y skuBoti. CimMeliHa cepeI3eMHOMOPChKA JINXOMAaHKA MA€E HAITO-
HAJIbHY TPUHAIEKHICTh — HANWYACTIlIe 3aXBOPIOIOTh JKUTEJ
Gaceiiny CepezeMHOro MOpsi, IIPOTe XBOPITH MOKYTh [TPEICTAB-
HUKH yCiX eTHiYHUX rpyil. B Ykpaini 3axBopioBaHHsa MajIoBi0-
Me, HACJIAKOM 4Yoro € Horo mmisHs abo BiACYTHsS iarHOCTHKA.
Y nirepatypi CCJI Bnepie sragyersbest y 1908 porti, komm Jan-
eway Ta Mosenthal ormcaim penvanBHy JUXOMaHKy 3 6ojeM
y “KUBOTI y 6-piunoi eBpeticbkoi giBunnku [14]. Tepmin «uepio-
JIMYHA JIMXOMaHKay yrepiie 3acrocyBaB Reimann y 1948 porti,
a B 1955 poui Sohar nas Hassy xBopodi — «Cimelina cepenzem-
HOMOpchKa simxoMankay [14]. Ocrarouno etiosorito CCJI pos-
razano y 1997 poui ipu BusiBiienHi secpextHoro resa y 16-ii xpo-
Mocomi [15]. XapakTepHUM YCKJIQHEHHSIM 3aXBOPIOBAHHSI
€ amiioizio3 Triry AA, 110 3a BiZICyTHOCTI JTIKyBaHHS TIPU3BOIUTD
JI0 PO3BUTKY XPOHiIuHOI HUPKOBOI HezgrocTaTHocTi. /1o 1972 poky,
KOJIM JUISt JIIKYBaHHS 1tovaiu 3actocoByBatu Kosixiiws, CCJI
GyJa daranbroro. [TokazaHo, 110 KOJIXIIMH HE TUIBKU BILINBAE
Ha CUMIITOMH XBOPOOIH, aJie I MOTepeKy€e PO3BUTOK aMiJIolo3y
[27]. Kosxiima — TpeACTaBHUK TPOTIOJIOHOBOTO PSIAY, OCHOB-
HUHN TIPEICTAaBHUK KOJXIIIMHOBUX askajoiiiB. IIpornsanampaa
i TipeniapaTy MOB'd3aHa i3 M0ro 37IaTHICTIO 3HMKYBAaTH Mirpa-
11i10 JIEWKOITUTIB Y BOTHUIIE 3aIaJIeHHs Ta IPUTHIYEHHIM haro-
IINTO3Y MiKPOKPUCTATIB COJIEH ce90BOI KUCI0TH. BrkopucToBy-
erbest 1ist sikyBansst nogarpu, CCJI ta xBopo6u bexuera.

Tumi waszsu CCJI — nepiogmuta XBopoba, 100posiKicHUI
MapoKCU3MaIbHII TEPUTOHIT, XBopoba Peiimana, BipMeHchbKa
XBOpoOa.

¥ cratrti HaBezeHi aBa kiniuHi Bunagku CCJI B ykpain-
CBKUX JliTell Ta KOPOTKUI Ii omuc.

Kaniniunuii sunadox 1

Misuunxa K., 4 p., zocnimanizoeana 6 ingexuiiino-oiazioc-
muune 6iddinenns HCJ «OXMAT/AUT» y xeimui 2010 poxy
31 ckapeamu na nidsuwenis memnepamypu miia 0o 38—39°C
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xoocni 5—10 onie mpusanicmio 6id 3-x do 7-u Owuie, zenamo-
cnaenomezaniio, anemiio ma 6inb y Hcusomi nid wac nanaoie
JUXOMANHKU.

Y momenm nidsuiyenns memnepamypu y Oumunu 3 sieisiuch
MAABICL, OLIb Y JCUBOMI, NPU NALBNAUT GIOMIMANIOCH YUbHeN -
S NeUinKU Ma ceesinkil, Hapocmana anemis (pisen 2emo2no0i-
ny snucysascs 0o 60—70 2/1), pisko 3pocmanu 1abopamopi
osnaxu 3ananenns: C-peaxmuenuil 6inox (0o 200 nz/n), IIIOE
(00 50 mm/200), aetikoyumos (15—40 I/n) i3 scyeom dopmyau
anigo (00 40% nanuukosidepHux netimpoginia).

Y miscnanadosuii nepiod cman Oieuunku 6ye nopyuienum
HE3HAUHO, NOBOOUNACH D080 AKMUBHO.

Iepunamanonuii anammnes 6es ocobausocmei. Bamvku
disuunxu yxpainyi. Xeopira oieuunxa 6i0 napoocenms.
Y eiuyi 1,5 mic. nepenecia canvbMOHENbO3HUU CENCUC.
Houunarouu is 3—4-micsunozo 6iky mypoysaiu euweonucani
cKapeu, wo npuseoouso 00 decsimkie ocnimanizayiil. 3a uac
X60po6U HEOOHOPA3060 (NPAKMUUHO NOCMILIHO) OMPUMYBALA
JUKYBAMMS AHMUGLIOMuUKamu maiiice ycix pyn, npome 6e3 i#oo-
noeo edpexmy. Y eiyi 2,5 poxy diaznocmosano zicmiouumo3s
i3 waimun Jlanzepearnca, nposoousIocy 1020 NPOMOKOILHE
JIKYBAHUHSA NPOMAOM POKY — NOSUMUCHOT OUNAMIKU He
cnocmepizanocy. Hesnaune nonezwenns nepebicy nanadis
CROCMEPizanocy npu yeeoenui 2oKoKopmuKkocmepoiois.

3a uac xeopobu Jupepenyitina diaznocmuxa nPosOOULACH
i3 nepeunnumu imynodegivumamu, BLJI-ingexuyicio, 6pyuenno-
30M, MYOEPKYILOIOM, NCUUMAHIOI0M, THUUMU OaKmepianvHiL-
MU THDEKUIAMU, BIDYCHUMU 2eNAMUMAMU, CUCTEMHUMU 30X60~
DIOBAHHAMU CNOTYYUHOT MKAHUNU, 3AXEOPIOBAHHAMU CUCTEMU
KPOBi, X60pOdaMU HAKONUUEHHSL.

Bepyuu 0o ysaeu pawnuiii nouamox 3ax60plO6anHs,
CMePeomunHicmy CUMNMOMIE 3aX60PIOBAHHS, WO NOCMIUHO
nOBMOPINBANUCy MA CYNPOBOONCYBANUCH BUCOKUMU NOKA3-
HuUKaMu 3ananenis, i0cymuicmy no3umueHoi Ounamixu npu
JTAKYBaMHi aHmuOiomuxamu, XiMiomepanesmuunumu npena-
pamamu, 2noKokopmuxocmepoidamu, Oyno 3anidospene
asmosananvie 3axeopro6ansi.

Tenemuune ob6ecmedncenns nposedeno 6 Imanii y wxuinivi
M. Bpewis, 0e susasieno mymauiio y zemi cepe03emMmomopcyKoi
auxomanxu [605G>A (+) 605G>A].

IIpusnaueno xorxiyun, npome 8ionogios na npenapam 6yia
Hadmo crabror. [00amroeo npusHaueno aHaxKinpy — anmazo-
nicm inmepaelixinosux peuenmopis. JliKyeanis npoeooumvcs
6 Imanii. Ha scanv, y darnomy eunaoxy mae micye Koaxiyumpe-
sucmenmna Qopma 3axeopreanus, AKa 3YCMpiuaemocs
Y Heseaukoi Kiavkocmi nayienmis. Biomiuacmvcs nosumuena
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MMMYHOAOTI' A

Junamixa — nepebiz 3ax60pI06AISL ICMOMNO e2UUL, NPOme
nosuicmio ycynymu Hanaou He soacmucsi. OcHosHuM Hedoi-
KOM JIKYBAHHS AUAKINPOIO € BUCOKA 11020 8APMICM® — MUCAUL
€8P0 UWOMICAYS.

Kniniunuii sunadox 2

Hisuunxa /., 10 p., eocnimanizosana y Kuiscoxuii micokui
Jumsuutl  yenmp KAiHiunoi imynonozii Ons obcmedcens
3 Mpusody 2enamocnienomezanii ma niodospu na imynoodegi-
yum. Cxapeu na nidsuwenns memnepamypu miia 00 38—39°C
1 pas na 3—7 dnis, wo mpusanu npomsizom 1-2-x onis, uacmi
sunadxu 6mosanns ma diapei npu nidsuwenii memnepamypu
mina, nepioouuno 6iib, NPUNYXICMb 20MILKOBOCTRONHUX CY2/l0-
6is. Ilpu z20cnimanizauii: zenamomezanis (0o 3 cm 3-nio kpaio
pebepnoi dyeu), cnaenomezanis (0o 2 cm 6i0nosiono), 36inn-
wennst impamuunux eysnie y ecix epynax 6id 0,8 cm
00 1,5 cm, 6aidicms wxipu ma cau3oeux 06010HOK.

Xeopina disuunxa iz 1,5-piunozo iky, KO NOUALU BUHUKA-
mu enizo0u 6UCOKOT meMnepamypu miid, w0 4acmo cynposo-
Oacysanucey 60iem y Heusomi, OH0BAHHIAM Ma OiaPe€ro, THKOIU
TMOH3ULIMOM, APMPANZIEI0 YU APMPUMOM GEIUKUX CY210016
(nepesancHo 20MiIKOBOCMONHUX) 3G MUNOM MOHOAPMPUMY,
monsunimom. Yacmo Gino y scusomi 6y6 HACMIIOKU BUPASHUM,
wo disuunka nompebyeanra xoucyavmauii xipypea. Y eiyi
7 pokie nposedeno anendexmomito. IIpomsizom 3axeoprosanis
GIOMIMANUCH CMIUKA CcnaeHoMezalis, nomipna awemis (pieHi
2emoznobiny y mexcax 100 2/n). Enizoou auxomanxu 3 onucamnu-
MU BUWE CUMNIMOMAMU CYNPOBOOICYBATUCH TAOOPAMOPHUMU
NOKA3HUKAMU 3aNALeHHS: JeUKOUUmos i3 3cyeom Qopmyiu
eniso, nidsuwena IIIOE, eucoxuii CPB. Koau nanadu munanu,
diguunxa nouyeaiacs dobpe, ckape ne Maid, MaKoIC HOPMAi-
3Y6ANUCD 1AOOPAOPHT NOKASHUKU, 34 BUHSIMKOM AHEMIl 1e2K0-
20 cmynems.

Taxuii nepebiz 3ax60p106aHISA BUMAZAG YUCICHHUX 20CHIMATL-
3auitl, ni0 Yac SKUX GUCTAGILAIUCH HACTYNHE OLazHO3U.: HeCneyu -
Qiunull sUpPasKosull Koaim, nOPmaivia 2inepmensis, XPoHiuHuil
zenamum, HeymouHeHe CUCMEMHE 3aX60PI0BANHSL CNOJYUHOT mKa-
UM, HeymouHenui nepeuniuil imynodediyum, xponiunui
0eKOMNEHCOBANUTI MOHSUILIM, PEBMATNUUNHA JUXOMAHKA.

Iepunamanvuuil anamnes 6es ocobausocmeii. Bamvko dis-
YUNKU BIPMEHUH, MAMU — YKPATHKA.

Bpaxosyiouu nosmopiosamnicmv cumMnmomis na mii Kopom-
KOUACHUX eni300i6 TUXOMANKU, 1X CMepeomuniicms, 6UCOKL
NOKA3HUKU 3andnenist y Kposi, Oyio 3anidospene agmo3anaiv-
e saxeopiosanns. Kuiniuni npossu 3axeopiosanis naibinvuie
KOPemosani i3 cunopomMom nepiooudol IUXoOManKu 3 zinepimy-
noznobyainemicio D. Binvue mozo, y kposi 0iguunki Maiu Micue
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Puc. 1. YpaxeHHs LLKipU Npy CIMeRHIn cepes3eMHOMOPCHKIN
NINXOMaHLi — «6eLunxonogioHa BUCUMNKa»
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nidsuweni pieni cuposamixoeozo imynoziobyriny D (220 0d/n
3a nopmu 0o 100 O0/n). Byno npusnaueno 6ionogione rixyear-
1A nid uac Hanaodie IUXOMAnKU — 00H0-, 060pa306e 8/M yee-
Oennst npednizonony y 003i 1—2 mz/xz/006y. Ha mui maxoi
mepanii nanadu Mau 3Hauno ezl nepediz, NPome mpuea-
aicmo camux nanadis ma ix xinvkicmo ne sminiosanucy. Koau
nid uac uepzo6oz0 enizody TUXOMAHKU MAMA NOGIOOMULA NPO
sucunanms, Habpsx y olisanyi aumok (max 3eana <6euuxono-
dibna eucunxas, puc. 1), anamnes saxeoprosanns 6ys we pas
nepezisHymuil.

Busieunocy, wo nid uac nposedenns anendexmomii anew-
Odukc sananenum e 0y, a Maau MiCye 03HAKU NEPUMOHimy
3a eidcymuocmi npuvunu, ska 3mozia 6 tiozo noschumu. Gepes
mugcdeny OlGuunKa NOUaia OMPUMYamu KOAXiyun y 003i
1 mz/006y. 3 upozo uacy amaxu x60pobu BUHUKAIOMD PIOKO —
3—4 pasu na pix, ix nepebic ¢ aezkum. /lo mozo i nanadu
BUHUKAIOMb HA ML NPONYCKie nputiomy koaxiyuny. /liaznos
sepupixosano ¢ Yeopuuni y zenemuunin iabopamopii /le6pe-
yencokozo ynisepcumemy 3a cnpusmuns npogecopa Jlacio
Mapoodi (mymauis ¢ 10-my exsoni 2ena MEFV — M694V).

EninemioJorist ta etionorisi. Cimeiina cepeiseMHOMOPCh-
Ka JINXOMaHKa Ma€ aBTOCOMHO-PEIeCUBHUI TU YCIAIKyBaH-
Hs1 Ta TIePeBaKHO ypaxkae kuteniB Oaceliny CepenseMHOrO
Mopst — apabiB, TYPKiB, BIDMEeHIB, eBpeiB-cedap/is Ta €BpeiB-
amkenasi. [Tommpenicte CCJI cepest 3a3HaueHNX HAIIOHAIb-
Hocreii KoauBaeTbes Big 1:150 1o 1:10 000. Oxnak Bee Ginb-
1Ie 3'SBJISIETHCS MOBIZIOMJIEHb PO BUIAJKHU 3aXBOPIOBAHHS
cepejl IHIIMX ETHIYHUX TIPYIl, OCOOJIUBO ITAJiiIiB, IPEKIB,
anoutiB [8,10,13]. ¥ Cxinguiit €Bporii, 32 HeJTaBHIMU TaHUMU,
gactora sunazakis CCJI cranoButh 6su3bko 1:500 000 [26].

TeH, BiANOBITAMbHUIT 32 PO3BUTOK XBOPOOU, 3HAXOIUTHCS
Ha KOpPOTKOMY Tuiedi xpomocomu 16p13.3 (puc. 2), nosHa-
yenuii sk MEFV (ME — mediterranean ta FV — fever).
[IposykToM 11bOro reHa € GiIOK IipuH (MApeHOCTPHH ), KM
eKCIIPeCYEThCsT TEepeBa)KHO Ha TpaHyJaonuTHX. Bimomo
288 myrariiit rena MEFV, azne HeBiziomo, un BCi BOHU BUKJIU-
katoth 3axsopioBanus (http://fmfigh.cnrs.fr/ISSAID /infe-
vers). Hailtwactimumu myTattisimu €: M964V, V726 A, M694S,
M6801, E148Q. Tx sHaxonaTs y 6;mmsbko 2/3 sKuTeris Gacedi-
Hy CepenzeMHOTO MOps, 10 € HOCIIMU T€HEeTUYHOI MyTallii.
Haitvacrime 3ycrpivaerscs myrariss M694V (metionin 3ami-
HeHUI Ha BaJIiH y KomoHi 694) — 20—67% Bumnankis [12].

Ien MEFV ckuanaernes i3 10 ex3oHiB (Kogyounx perio-
HiB). Ex3onu 2 ta 10 € HalibinbiMu Ta came y HUX CIOCTEPi-
raeTbcs HAMBUINE YKMCJI0 MyTailiil. 3HAa4yHO Ppijlie MyTaiii
BUHUKAIOTh B ek3oHax 3, 5 ta 9. Ilpu CCJI naituactinmuMun
myTtaiisimu y redi MEFV € M694V (3amina Merioniny
Ha BaJiH y KoztoHi 694) ta V726A (3amina BasliHy Ha ajaHiH
y KO/IOHI 726), 1110 NPOSBISAETHCA Y TIOPYIIEHHI CTPYKTYpPH
NPOAYKTY TeHa — Gijka nipuny. Bepyuu go ysaru, mo CCJI
Ma€ ayTOCOMHO-PEIIeCHBHUI TUI YCIQ/KyBaHHS, JUIS TOTO,
11100 3aXBOPIOBAHHS [POSIBUIOCH, HEOOXiAHI ABI MyTaiii
MEFV. Biabuiicts reHernyHux Jgaboparopiii mpoBoAuTH
CKPWHIHT Ha MyTarlii B ek30Hi 10 i e y 1esskux — CKpUHIHT
Ha myrtaniio E184Q (3amina riyraminy Ha TJIyTaMiHOBY
KHCIOTY y KozoHi 184) B ek3oHi 2 [22].
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E1480 MBa0l MEaV V7264
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Puc. 2. CTpyKTypa reHa cimenHoi cepeiHb03eMHOMOPCHKOI
NUXOMAHKM
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Mexanizm marorenesy CCJI octarouno mHe 3'sicoBaHUIL.
Aune 3a pesyJsbraTaMy YHCJAEHHUX JIOCTI/KEHDb BiZIOMO, IO
mipuH (MapeHOCTPWH) BIIrpa€ y HBOMY KJIOYOBY POJb.
Y HoOpMi HipMH € HeraTUBHUM peTyJsITOPOM 3alajeHHS.
3 ozxHoro 60Ky, BiHl iHTiOy€ nepeTBOpeHHsT HeaKTUBHOI (hopMu
npo-IJI-1f B aktuBHUI nposananbHuil 1utokin IJI-1B,
a 3 iHIIOTO — TIABUIIYE amomnTo3 3alMaJbHUX KITHH [25].
3a HagBHOCTI MyTaiil reHa, Ko mipud abo aedeKTHuUii,
ab0 TMOBHICTIO BiAICYTHIM, 3amajJeHHs CTA€ HEKOHTPOJbOBA-
HIM, 1110 IPOSIBJISIETHCS Y BUTJISI/IE TOCTPHUX aTak XBOPOOHU.

Kiiniyni o3Haku

¥V nonazx 90% malieHTiB mepii 03HaKu XBOPOOU 3'sIBJIsI-
10ThCST TPOTATOM TIepiux 20 pokiB xKuTTs, y 60% — IpoTSIroM
nepmux 10 poxkis sxutTs [ 14]. 3a3Buuaii Hama XapakTepusy-
€TbCS PANTOBUM IIJIBUICHHAM TeMIIepaTypu Tijia 10 BUCO-
KHX IUp, 1o TpUBaE Bix 12 roaun 10 4-X Ai6 3 MOAAJIBIIO0
HIBUJIKOIO PETPECi€l0 CHUMIITOMIB. SIK IpaBUJIO, CHUMIITOMHU
3'IBIAIOTHCS (€3 JKOAHUX MyCKOBUX (haKTOPiB, IPOTE Y JIesi-
KUX TIAIIEHTIB HAMa[ MOXKe OYTH CHPOBOKOBAHUM 3HAYHUM
(isyHNM HaBaHTaKEHHSAM, €MOIIHIM CTPECOM YM, HAlpH-
Kiazt, meHcrpyarttiero. [licist namamy HacTae «CBiT/IMi> iHTEpBa,
[IPOTe HEPIAKO MaloTh Micie CyOKIIHIYHI 03HAKHM CUCTEMHOI
3anajabHol peakilii. YacToTa artak y IallieHTiB HaA3BUYaiiHO
pi3HOMaHITHA: Bijl O/IHOTO Pa3y Ha TUK/EHb /0 OJIHOTO Pa3y
Ha Kinbka pokiB. HaBiTh y KOXHOTO OKpeMOTro TaifieHTa
yacToTa arak YIPOJAOBK XBOPOOM MO’Ke 3MIHIOBATHCH.
Y TUNIOBOMY BHIAJIKy BHCOKY TEMIIEPATypy Tijla CyHNpOBO-
JUKY€ cepo3uT, 110 € BizutHoio kapTroto CCJI [23]. TIpu CCJI
HaYacTilliuM MTPOSIBOM CEPO3UTY € IEPUTOHIT. Bisb y skuBOTI
TPUBAJICTIO Bil OJHOTO /10 JIBOX [IHIB BUHUKAE Yy TIOHA[
95% naitienTis. Bin Moske OyTH SIK JIOKQJIbHUM, TaK i reHepasti-
30BaHUM. Y 6araTbOX BUIIAJIKAX TAKUM TAIIEHTAM i3 KJIHIKOIO
TrOCTPOro KMBOTA IPOBOJMUJIOCH OIllEpATHBHE BTPYYAHHS
3 BUJIQJICHHSIM HE3aIaJeHOTo aneH/Kca. [HKoIM, BHACTIIOK
peluAMBHUX Halla/liB CEPO3HOr0 HEPUTOHITY, 3yCTPIYAETLCS
3s1yKoBa xBopoba [23].

Hepiznko y mpoiiec 3aydaioThbest i iHIIM ceposHi 060I0H-
xu. Hampukiaz, omHOCTOPOHHIH TIJIEBPUT 3yCTPIYAETHCS TIPH-
6sm3no y 40% narientis. Cunosit Bunukae y 50—75% maiti-
€HTIB Ta mepebirac y BUIVISIAI MOHOAPTPUTY i3 BHUIIOTOM
Yy KOJIIHHWH, JIIKTbOBUIA, MPOMEHEBO-3all SICTHUM YU iHIII
Besuki cyrsobu. IIpore ypaskeHHs cyriio0iB Hepiako 0OMesKy-
€Tbcs apTpadriero. [lepukapanT € pizkicHUM IIPOSIBOM XBOPO-
6u — menrie 1% [1]. YpaxkeHHs mKipu 3a TUIIOM GEHINXOIO-
ni6HOT BUCHMIIKK omucaHo y 7—40% mamieHTis, Mo iHKoIH
motpebye andepeHttiiHoi iarHocTHKH i3 hrermoHot0. Takok
3aXBOPIOBAHHS MOKe IIPOSBISATUCH BY3JIMKOBUM ITOJTiapTepii-
toMm, mypiypoto lllenneiin—lenoxa, opxiToMm, acenTUYHUM
Meninritom Ta mianrieio [11]. [Ipu npomy o3uakm aprpury,
apTpaITis Ta MiaJIrist e MOKYTh 30epiraTuch mpoTAroM Tpu-
BAJIOTO Yacy MicJs NPUITMHEHHS HaTIaLy.

IIpu CCJI naituacrime 3ycrpivaerbes M694V/M694V-reno-
tut. Hocii Takux mMyTarfiif MaioTb paHHIill TOYATOK 3aXBOPIO-
BaHHS Ta BUCOKY YacTOTy apTputy [12].

Tpusanicts xutrsa nanientis i3 CCJI 6GesnocepesiHbo
3aJIeKUTD BiJl BYACHOTO Ta a/IeKBATHOTO JIIKYBaHHS, 1110 CKe-
pOBaHe Ha IONEPEIKEHHS PO3BUTKY aMiJIOiZIo3y, 30KpeMa
PO3BUTKY HUPKOBOI HEIOCTATHOCTI.

JlaGopaTopHi 06CTEKEHHS

Jlaboparopni nposiu CCJI € necnenmdiunnMm Ta Xapak-
TEPU3YIOThCS HASIBHICTIO MapKepiB 3al1aJIbHOTO IIPOIeCy: Jeii-
KOIIUTO3 i3 3CyBOM (DOPMYJIM BJIiBO Ta BUCOKi PiBHI TOCTPO-
(asumx mokasunkis — Bucoki IIOE, C-peaxtuBuii 6i0K,
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dibpunoren, C3 i C4 6iKM crCTEMU KOMIUIEMEHTY, a TAKOK
migBuIeHi piBHi aminoixy A. [Iporeinypis, sk o3Haka amijo-
103y, PO3BUBAETHCS TIPOTATOM OaraTbOX POKIB BiJl MOMEHTY
3aXBOPIOBAHH, [IePEBAXKHO y HEJIIKOBAHMX HMAllieHTiB [4].

HiarHo3 Ta nudepeHiiinuii 1iarios

[lo 1998 poky miarnos CCJI rpyHTYyBaBcs Julle HA KITiHIY-
HUX cuMInToMax. HasiBHICT KOPOTKOTPUBAINX €I1i30/1iB JINXO-
MaHKH, 10 CYNPOBO/IKYIOTbCS 3allaJleHHsAM THUX YM iHIINX
cepo3HNX 0OOJIOHOK, PO3BUTOK aMiJIoiZio3y HUPOK Ta BifIO-
Bi/lb Ha JIIKYBAHHS KOJXIIIHHOM OYyJIiT OCHOBHUMH KPUTEPIsSIMU
JUIST TIOCTAHOBKH JliarHO3y. ETHIUHEe MOXO/)KeHHS TallieHTa Ta
ciMeiHUI aHaMHe3 MOKYTb IOTIOMOITH KJIIHIITUCTY, ITpoTe I
osnakn He € kmouoBumu y miarnoctuiti CCJI. [Iudepemntriii-
HUii jiarHo3 BrioYae (GYHKIIOHATIbHUN O1b y KUBOTI,
CUH/IPOM TIO/IPA3HEHOTO KUIIEYHUKY, PelnAUBHI iHDeKIiliHi
3aXBOPIOBAHHS Y liTeld, 3aXBOPIOBAHHS CUCTEMU KPOBI, aBTOI-
MYHHI 3aXBOPIOBaHHsI, TOCTPY Xipypridny maroJioriio, ¢hiépo-
Miasrio, a TakoX 3aXBOPIOBAHHS, IO CYIPOBO/KYIOTHCS
MEePiOINYHOI0 JINXOMAHKOIO: CUHPOM TIEPIOIMYHOI JIMXO-
MaHkK i3 rinepiMmynorsoOyainemicio D (HIDS), cumapom
TepPioINYHOI JIMXOMAHKH, ACOIIIOBAHUH 13 perienTopoM hakTopy
nekposy myxsnH (TRAPS), cuaapom niepionnyaHoi TUXOMaHKH,
aTozHOrO CcTOMATHUTY, IMUIHOI ajzeHonarii Ta (HapuHriTy
(PFAPA)*, iHmmmu aBTo3anajibHUMK 3aXBOPIOBAHHAMM.

Jlnst miarnoctukn CCJI 6yain 3anporioHoBaHi pisHOMAHITHi
KpuTepii, TpoTe HAROIIBINY MOMYIAPHICTh 3100YIU KpUTEpii
Livhen, 1o rpyHTYOTbCsI Ha CTAaTUCTUYHIN g0CTOBIpHOCTI [7].

Kpumepii Livhen

Benuxi kpumepii

Tunosi ataku (>3 ofHaKOBI MK c00O0M0, TeMIleparypa Tijia
> 38°C, tpuBaictb ataku 12—72 romunm), 1o CympoBOIKYIOTBCST:

® TIEPUTOHITOM;

e TIeBpUTOM (OZHOCTOPOHHIM) YU TIEPUKAPIAUTOM;

e MOHOAPTPUTOM (CTETHO, KOJIIHO, KICTOYKA);

e i30JIbOBaHA rapsiyka.

Mani kxpumepii

1. HernoBHi aTaxku (TUIIOBI aTaKy 3 HACTYIIHUMY OZHUM U1
nBoma BuHsATKamu: 1) temneparypa Tia <38°C; 2) TpuBaioTh
6—12 ropun abo 3—7 auis; 3) BiACYTHI O3HAKK [IEPUTOHITY 32
HasBHOCTI GOJIIO Y JKUBOTI; 4) JIOKa1i30BaHUi Oijlb y JKUBOTI;
5) apTpurt iHmuMX cyrno6iB, HisK CTErHO, KOJIHO YU KiCTOUKA)
[IPU 3aJIydeHHi O/Hi€l uu OiJbliie YaCTHH Tijia:

® KIBIT;

e TpyAHA KIiTKa;

e cyriod.

2. Binb y Horax npu He3HauHOMY (Di3UYHOMY HABAHTAKEHHI.

3. Xoportma BiiMOBiIb HA JTIKYBaHHST KOJXIIIITHOM.

Jodamxosi kpumepii:

Bunagku CCJI y poxauuis;

Bi/IMIOBi/IHA €THIYHA TTPUHAJIEKHICTD;

II0YaTOK 3aXBOPIOBaHHA y Billi 710 20 POKiB;

aTaka BasKKa, BKJIQJla€ XBOPOTO Y JIisKKO;

CIIOHTAHHA PeMicigd CUMIITOMIB;

Y Mi’KHAITaJ0BWH Tepioj] CUMIITOMY Bi/ICyTHI;

TPaH3UTOPHA 3aNajbHa BiAOBIAb i3 OHUM un GijbIe

J1abOPATOPHUM MOKA3HUKOM 3allaJIeHHS: JIEHKOI[UTO3,

migsuiena IIOE, cuposarkoBuii aminoin A, miz-

BUIIEH PiBHI (hiGpPUHOTEHY TOIIIO;

®  eMi30/[MYHA MPOTEIHYPisT/TeMaTypis;

® «CTePWIbHWU IEPUTOHIT> HpPU Janaporomili i3/6e3
BU/IAJIEHHS HE3alaJeHOTO alleHINKCa;

® KPOBHA CHOPITHEHICTh POANYIB.
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Jnsa nocmanoexu xniniunozo diaznoszy CCJI neobxiono:
>1 eeauxux xpumepiie a6o >2 manux xKpumepiie, a6o
1 manuii xpumepiii ma >5 dodamxosux kpumepiie, a6o
1 manuii kxpumepii ma 4 3 5 nepuux dodamxoeux kpumepiis.

JlikyBaHHs

Mertoto sikysattss CCJI € 6oporbOa i3 rocTpuMu atakamu
XBOPOOH, YCYHEHHSI HAlla[iB Ta CUCTEMHOTO 3allaJieHHsI
i monepekeHHs aminoizo3y. Kosxinmwma € mpemapatom Bu-
6opy, 3acTOCOBY€EThCsT i3 mouarky 70-X POKIiB Ta jgo0ci Hes-
MmirHuit s gikyBanns namientis i3 CCJI [5]. Bin € Bucoko-
eeKTUBHUM SIK [IJIs1 TIOTIEPE/IZKEHHSI aTaK XBOPOOU, TaK 1 [jist
rorepepKeHHs PO3BUTKY amimnoinosdy [6]. Ilokpamanus
CTaHy TAIEHTIB HA TJI JIKYBaHHSA KOJIXIIIMHOM BUKOPHUCTO-
By€TbCA SIK giarnoctnunnii kpurtepiii npu CCJI. Ozpnak onTu-
MaJIBHOI 1031 KOJIXIIIUHY i 10Ci He BCTAHOBJIEHO. Y /IiTeil KOJI-
XinuH npusHadaetbes y 1o3i 0,02-0,03 Mr/kr/moby, Makcu-
MaJibHa 1060Ba 103a — 2 Mr/100y 3a 1—2 npuiiomu [16]. oc-
JIJKeHHS TIOKa3yI0Th, 110 TPAKTUYHO ITOBHA PEMICisl CUMIITO-
MiB HacTtae y 2/3 mNallienTiB QUTSYOTO BiKY, 4acTKOBa —
y 1/3. Pe3uctenTtHicTth /10 JiKyBaHHS KOJXIIIUHOM CIOCTEPi-
raetbest qutie y 5—10% sumagkis [3,20,21]. JlikyBaHHst KoJI-
XIIMHOM € JOBIYHMM i He 3a/MeKUTh Bill Ba)KKOCTI XBOPOOH,
YaCcTOTHU aTakK Ta MBUIKOCTI PO3BUTKY aMiJIOII03Y.

EdexTuBni 3ax0/111 111010 JIIKYBAHHS TOCTPUX aTaK XBOPO-
OU IPaKTUYHO BiACYTHI. 3aCTOCYBaHHS apalleTaMoJLy, HecTe-
POIIHUX MPOTU3ANANBHUX 3aCO0IB, IOKOKOPTUKOCTEPOI/IiB
Ta CyBOPUH JISKKOBHI PEsKIM MAIOTh JIMIIe CIabKUil Teparnes-
Tunanuit edekr [2,9].

Ha pasi asprepnaruBhe JiiKyBaHHs KOJIXIIIMHPE3UCTEHT-
nux BunaikiB CCJI npakTuyHo BificyTHe. Benmki Haii moka-
JIAI0ThCA Ha 6ioJI0riYHe POTH3aaNbHe JIKYBaHHS — 3aCTOCY-
BaHHS AHTUIMTOKIHOBUX IpenapaTiB. XOPOILy ITOIEPeIHIO
e(eKTUBHICTh TOKA3yIOTh aHaKiHpa (AHTATOHICT PETenTOpiB
11-1), kaHakinyma6 (MOHOKJIOHA/IBHI aHTHTiA 10 11-1 B), pio-
nanent (inriGitop I1-1) ta eranepuent (6a0KaTOp PakTopy
Hekpo3y myxyun) [19,24]. IIpoTe sikyBanHs KOJIXIIUHOM CJIi/T
MIPO/IOBKYBATH HABITH Y KOJIXIIIMHPE3UCTEHTHIX BUNA/IKAX.

OGrosopenns

CimeiiHa cepen3eMHOMOpPCHhKA JIMXOMAaHKAa — pifKicHe
3aXBOPIOBAHHS, 10 MOKe nepedirati mig Mackoro ineKIiii-
HOTO, aBTOIMYHHOT'O, XipypriuHOTO, OHKOJIOTTYHOTO YM reMa-
TOJIOTIYHOTO 3axBopioBaHHA. CbOro/HI BOHO BiJHECEHO [0
MEePBUHHUX iMyHOMedINMTIB (rpyna aBTO3aMaJlbHUX 3aXBO-
PIOBaHb), SIKi MPOSIBIAIOTHCS TIOPYIIEHNM MeXaHi3MOM peTy-
sl 3anaseHHs. ABTO3anasibHi 3aXBOPIOBaHHS (CMHOHIM —

JITEPATYPA

«CUH/IPOMU NEPIOJIMYHOI JINXOMAHKI» ) € BI/IHOCHO <HOBUMU >,
OCKLJIBKM 1X JIarHOCTHKA CTajJa MOMKJIMBOIO JiUIe OJU3bKO
20 pokiB TOMY, KOJIM OYJIH BiIKPUTI TIEpIITi TeHeTHYHI MyTaIfii.
Cepent ycix CUHIPOMIB NEPIOMYHOT IMXOMAHKK HalyacTilie
gyctpivaerbcss CCJI, Tomy 3a mizjo3pum Ha aBTO3arajibHe
3axBopioBanust CCJI € mepmmM 3aXBOPIOBAHHSM, SKe CIIijl
BUKIOUNTH. OCKIZIbKM TeHeTWYHa J/iarHOCTUKAa B YKpaiHi
[OKU 1110 HAJATO yTpy/AHeHa (MOKJIMBA Jiuile y HebaraTbox
KoMepLilHuX saboparopisx, Juiie okpemi MyTaiiii, obcre-
JKEHHSI € BHUCOBApPTICHMM), 3 JIarHOCTUYHOIO METOIO CJIiJ|
3acToCcOBYBaTH KoJxinuu (JikyBamust ex juvantibus, 1o
€ MaimuM kputepiem piarnoctuku CCJI), Tomy 110 Xopouunit
TepareBTuYHUil edekr crocrepiraerbest y Omuzbko 90%
MAI€ENTIB — 3HUKHEHHS, 3HMKEHHS YaCTOTH Ta BaKKOCTI
cumrtomiB xBopobu, a CCJI € un He €IMHUM 3aXBOPIOBAH-
HsM, siKe 700pe TIIAEThCst JIKYBAHHIO KOJIXIMHOM (OKPiM
nozarpu ta xBopobu Bexuera). Bigomo, mo 10% naiienTis
€ PE3UCTEHTHUMHU JI0 TAaKOTO JIIKyBaHH, TOMY KOJIXIIIMH CJIi/
MpUIAMATH JIOTH, TOKH JiarHo3 He Gyjie MOBHICTIO CIIPOCTOBA-
nHo. CJij 3a3Ha4MTH, 1110 MAIIEHTH i3 aBTO3ANTaIbHIMU 3aXBO-
PIOBaHHSIMU PIZIKO XBOPIIOTH Ha iH(eKiiiini xBopobu. Husbka
HACTOPO’KEHICTh JIiKapiB 3 MPUBOAY /AHOI TATOJOTii MpU3-
HaiibibIne ypaxkeHi kuteni Gaceiiny CepenseMHOro Mopsi,
BOHA MOJKe 3yCTPIUYaTUCh y MPEICTABHUKIB YCiX HAIlIOHAJIBHO-
creil. 3a HAMCKPOMHITIUMH TiAPaXyHKaMK, B YKpaiHi TOBUH-
HO HaJiuyBaTHCh OJM3BKO KiJTHKOX IECSITKIB MAIli€HTIB
i3 CCJI. Cporojini HalioHaJbHA TPUHATEKHICTD HE BXOAUTD
Hi JI0 BEJIUKUX, Hi 10 MaJINX KPUTEPIiB IIarHOCTUKU 3aXBOPIO-
BaHH:, a € JIUIIE JOMOMIKHUM KpuTepieM. Yuwm pijiie 3ycTpi-
YAETHCA MYTAllisl, THM Ba)KYMM MO’KE BUSABUTHUCH (PEHOTHII
xBopo6u [17,29]. Ipukranom mporo € namientka K.

Y nepuomy KiIiHIYHOMY BUIAJKY /liarHO3 3alli3HUBCS Ha
3,5 poKy, y ipyromy — Ha 8,5 poky. Ile mpusBeio 1o Hemorpio-
HUX TOCHITaTi3aliif, pisSHOMAHITHIX MaHIMysAmiin (y TomMy
4ucsi XipyprivHuX — aleHIeKToMist), 0OCTeKeHb, JTiKyBaHHS
(SIK, HANIPUKJIAJ, IIPOTOKOJIbHE JIIKYBAHHS TiCTIOIUTO3Y IPO-
TSTOM POKY) Ta BUTPAYeHHX OIOKETHUX Ta OATHKIBCHKIX
komTiB. JIikyBaHHS KOJXIIMHOM Ha/J3BUYANHO BaXJIMBE
i 3 TOUKM 30py TOIEPe/PKeHHS PO3BUTKY TAaKOTO TPi3HOTO
VCKJIQIHEHHS, K aMiJIOifio3, 10 3 4YacoOM IPU3BOAUTH /10
XPOHIYHOT HUPKOBOI HEJIOCTATHOCTI.

[TizBoasYM TMACYMOK, Ille pa3 MOTPIOHO HArOJOCHUTH, IO
CCJIL, a takox iHIIM aBTO3AMaIbHI 3aXBOPIOBAHHS, CJTi/T 3aITi/103-
PUTH y BUIAJIKY TIOBTOPHUX «CTEPEOTUITHUX» €I30/[iB BUCOKOI
JIMXOMAHKU Ta CEPO3UTY i3 KIIHIYHIMU Ta JJADOPATOPHUME O3HA-
KaMM 3allajleHHs], 4 TaKoXK 32 HAsIBHOCTI TaK 3BAHUX <«CBITJINX»
a00 BIIHOCHO «CBITJIMX» TIPOMIKKIB Yy MIsKHAIIQ[OBUIT 1IEPIO/L.
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CemeiiHas cpegusemHomopckas nuxopagka (CCJ1) — BpoxaeHHOe ayToBOCNanMTeNlbHOe 3a60M1eBaHNe, KOTOPOE XapakTepuanpyeTcs 3anu3oaamu nxXopagku
11 BOCNANEHNs Cepo3HbIX 060/104eK. CemeiHas cpean3eMHOMOPCKAn NIMXOPajKa Yalle BCero nopaxaet xutenein 6acceiiHa Cpean3emMHOro Mopsi — eBpees,
apMsH, TYpoK 1 apa6oB. [narHocTika 3a60neBaHNs JOCTATO4YHO CIOXHASA, €ro TeYEHNe HaNOMUHAET ayTOMMMYHHbIE, MH(DEKLIMOHHbIE, OHKONOTNYECKMe 1
meTabonuyeckue 3a6onesanns. CemenHas CpeaM3eMHOMOPCKAs NIMXOPAAKA 3HAYUTENBHO YXYALWAET Ka4eCTBO XKI3HN NALNEHTOB W UX pogutenei. Mo3aHsAs
auarnoctuka CCJT unu ee 0TCYTCTBUE BNIEKYT 32 COOOI pas3BuUTUE aMUIONL03a U NOYEYHON HELOCTATO4HOCTY.
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Family Mediterranean fever

L.l. Chernishova, A.P. Volokha, Yu.S. Stepanovskyi, R.V. Mostovenko, D.V. Yanushevskaya, 0.V. Ginka, Ya.E. Boiko
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Familial Mediterranean Fever (FMF) is a hereditary autoinflammatory disorder characterised by acute attacks of fever and serosal inflammation. Familial
Mediterranean Fever primarily affects Jewish, Armenian, Turkish, and Arab populations. The disease is accompanied by a marked decrease in quality of life
due to the effects of attacks and subclinical inflammation in the attack-free periods. Untreated or inadequately treated patients run the risk of amyloidosis,
which is an important cause of morbidity and mortality.

Key words: Familial Mediterranean fever, serositis, colchicine.
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SlHyweBckaa Japbsa BauecnaBsoBHa — Bpay MHbEKUMOHHO-60KkcpoBaHHoro otaenernns HACE «OXMATLET».

Apnpec: r. Knes, yn. B. HopHoBona, 28/1; ten. (044)236-69-42

MmHka O.B. - 3anagHoykpanHCKUiA CNeLnan3npoBaHHbI ETCKUIA LEHTP MMMYHOOMN.

Agpec: 1. JIbBoB, yn. AHuctepckas, 27

Boiiko SipuHa EBreHbeBHa — K.Me[.H., AOL., AEeTCKUIA MMMYHOJIOr, AeTCKUIA peBMaTosior 3anagHoykpanHcKoro
crneunann3npoBaHHOro AeTCKOro LeHTpa uMMyHonorun. Agpec: r. J1bBoB, yn. JHucTepckas, 27; ten. (032) 270-85-94.

CraTtbsa noctynuna B pegakumio 16.02.2015 .
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