YntamTte Hac Ha canTe: http://med-expert.com.ua

YK 616-097-056.7-053.2:576.8-097

J1.I. YepHuuwosa, A.I1. Bonoxa, 0.C. CtenaHoBCbKuU#,
P.B. MoctoBeHko, [].B. slHyweBcbka, O.B. liHka, 51.€. bouko

CimeiHa cepe3eMHOMOpPCbKa JIMXOMaHKa

HauioHanbHa megunyHa akagemis nicnagunnomMHoi ocsity im. M.J1. Lynwuka, m. Knig, Ykpaina
HauionanbHa guTada cneuianizoBaHa nikapHa «OXMATOUT», m. Kuig, YkpaiHa
3axigHOYyKpaiHCbKUA LIEHTP AMTAYOI iMyHONOrii, M.

SOVREMENNAYA PEDIATRIYA.2015.4(68):91-95; doi10.15574/SP.2015.68.91

Cimetina cepedsemnomopcvka auxomarxa (CCJI) — epodicene asmoszanaivie 3ax60p08aAHI, U0 XapaAKmepusyemocs enizooa-
MU JTUXOMAHKU 13 3GNATEHHIM CepO3HUX 00010HOK. Cimelina ceped3eMHOMOPCOKA TUXOMAHKA HAUYACTIUe YPAXNCYE HCUMenie
bacetiny Cepedsemnozo mopst — eepeis, sipmenis, mypkie ma apabis. Jliaznocmuxa 3ax60piosanis € cKIaoHo, 1ozo nepebiz
nazadye asmoimymnui, ingexyitni, onxonoziuni ma memaboriuni saxeoprosanns. CiMelna cepeo3emMHOMOPCOKA JIUXOMAHKA
icmomuo nozipuye sxicmo Jcummsi nayienmie ma ixuix 6amoxis. 3anisuira abo iocymus diaznocmuxa CCJI npuseodumv do

PO36UMKY aminoidosy ma HUPKOBOi HedoCmammocmi.

Knrouoesi cnosa: cineiina CepeaSEMHOMOpCbKCZ AUXOMAHKA, 2aAPAYKA, CEPO3UN, 3ANAIEHHAA, KO]lxl‘lguH‘

Beryn

CiMeI‘x’IHa cepenzemuoMopebka Jmxomanka (CCJI) — pin-
KiCHe BPOJUKEHe 3aXBOPIOBAHH, SIKE XapaKTePU3yEThCS
[MOBTOPHUMU €11i30/IaMU JIMXOMaHKU Ta cepo3uty. Hamexxurts 10
MEPBUHHUX iMyHO/IeDIIUTIB — IPYITH aBTO3ANMATBHUX 3aXBOPIO-
BaHb [28]. ABTO3amasbHi 3aXBOPIOBAHHS BUHUKAIOTH HA TJI
reHeTUYHUX 1eeKTiB OLIKIB, SIKi € HeTaTUBHUMHE PEryJIsITOPAMU
npotecy 3anaieHss. Ha Bijminy B aBroiMyHHUX XBOPOO, KOJIU
MAIOTh MicCIle TOPYIIEHHS Yy CHCTeMi aarnTUBHOTO iMYHITETY,
aBTO3AllAJIbHI [TPOIECH PO3BUBAIOTLCSA MPHU MOPYIIEHHAX BPO-
Jukeroro imyHitery [18]. HaiiGiibiin yacTim postBOM Cepo3uTy
npu CCJI € 11epuToHiT, KJIIHIYHUM €KBIBAJIEHTOM SIKOTO € OLJib
y kuBoti. CimMeiiHa cepezi3eMHOMOPChKA JIMXOMAaHKa Ma€ Hallio-
HaJIbHY TIPUHAJIEKHICTD — HaWyacTillle 3aXBOPIOIOTH JKUTEJI
Gaceliny Cepe/13eMHOr0 MOPSI, IIPOTE XBOPITU MOYKYTh IIPE/ICTAB-
HUKH yCiX eTHIYHUX rpy1. B Ykpaini 3axBopioBaHHs MaJIOBi/10-
Me, HACJIIKOM 4Oro € #oro misms abo BifCYTHS AiarHOCTHKA.
Y miteparypi CCJI Bnepe sragyersest y 1908 porti, komm Jan-
eway ta Mosenthal onmcanu peruansHy JuxoMaHky 3 6oJeM
y JKMBOTI y 6-piuHOi €Bpeiicbkoi aiBunnkn [14]. Tepmin «iepio-
JIMYHA JIMXOMaHKay yrepiie 3actocyBaB Reimann y 1948 porti,
a B 1955 poui Sohar nas HasBy xBopoOi — «Cimelina cepenzem-
HOMOpPCBHKa JmxoMankay [14]. Octatouno etiosorito CCJI pos-
rajsiano 'y 1997 porti nipu BusiienHi edekrHoro resa y 16-ii xpo-
mMocomi [15]. XapakTepHuM YCKJIAJHEHHSM 3aXBOPIOBAHHS
€ amisoizio3 ThITy AA, 1110 3 Bi/ICYTHOCTI JTiKyBaHHST TIPU3BOINTH
JI0 PO3BUTKY XPOHIUHOI HUPKOBOI HezocTaTHOCTi. /1o 1972 poky,
KOJIU JIJIS JIIKYBaHHS 1ovasii 3actocoByBatu Kosixits, CCJI
Gysa daranbror. [TokazaHo, 1110 KOJIXIIIMH He TUIbKU BILUIMBAE
Ha CUMITTOME XBOPOGH, aJie i TIOTepe/IzKYE PO3BUTOK aMioiiosy
[27]. Kosxiie — npeiicTaBHUK TPOIOJIOHOBOTO Psijly, OCHOB-
HUI IIPe/ICTaBHUK KOJXIIMHOBUX askasoifiB. Ilpornsamnanbaa
[list TIperapary MoB's3aHa i3 KOro 3/IaTHICTIO 3HWKYBATH Mirpa-
I1iT0 JIEWKOIIUTIB Y BOTHUIIE 3alIaJIeHHsT Ta IPUTHIYEeHHIM (haro-
IINTO3Y MiKPOKPHUCTATIB COJIeH ce90BOI KNCIOTH. BIKOpHCTOBY-
erbest ist sikyBansst nogarpu, CCJI ta xBopo6u bexuera.

T wassu CCJI — nepiognyna XBopoba, 106posSKicHMi
MapOKCU3MaBHII TEPUTOHIT, XBopoba Peiimana, BipMeHchKa
XBOpOOa.

VY crarri HaBezieni aBa kiiniuHi Bunmazku CCJI B ykpain-
CbKUX JIiTell Ta KOPOTKUI 11 o1uc.

Kniniunuii sunadox 1

Hisuunxa K., 4 p., zocnimanisosana 6 ingexyiino-oiaznoc-
muune 6iddinenns H/ACH «OXMAT/UT> y xeimni 2010 poxy
31 ckapeamu na nidsuwenis memnepamypu mira 0o 38—39°C
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xoocni 5—10 onie mpusaricmio 6id 3-x do 7-u ouis, zenamo-
cnaenomezaniin, anemito ma Gine y scueomi nio uac nanaodis
JUXOMANKU.

Y momenm nidsuwenns memnepamypu y Oumunu 3 s6Asuch
MAABICb, OLIb Y HCUBOMI, NPU NATGNAUT GIOMIMATIOCH Yujiiblen -
s NeWIHKU Ma Cee3IHKU, HAPOCMAld aremis (piseny 2emozio0i-
ny snuoicysascs 00 60—70 z/n), pisko spocmanu rabopamopii
osnaxu sananenns: C-peaxmuenuil 6inox (0o 200 nz/n), IHIOE
(90 50 mm/200), retikoyumos (15—40 I/n) i3 3cysom Gopmyiu
61160 (00 40% nanuuxosiOeprux Hetimpodinia).

Y miscnanadosuii nepiod cman disuunxu 6ye nopyuenum
HE3Hau0, NOBOOULACH VO8O AKINUBHO.

Ilepunamanvnuit anammnes 6es ocobausocmei. bamvxu
disuunku yxpainyi. Xeopira disuunxa 6i0 HaApPoONcenHsL.
Y eiyi 1,5 wmic. nepeumecnra canvbmMoneabO3HUU CENCUc.
THouunarouu i3 3—4-micsunozo 6iky mypoOyeaiu SUWECONUCANT
cKkapeu, wo npussoouro 00 0ecsamkie zocnimanizauii. 3a uac
260p00U HEOOHOPA3060 (NPAKMUUHO NOCMITIHO) OMPUMYBALA
JKY8ams anmubiomukamu maiiice ycix pyn, npome 6e3 x#oo-
nozo egexmy. Y eiyi 2,5 poxy diaznocmosano zicmiouyumo3s
i3 waimun Jlanzepeainca, nposoourocs i0z0 NPOMOKoIbHE
JKYBAHHSA NPOMAZOM POKY — NOUMUBHOT OUHAMIKU He
cnocmepizanocy. Hesnaune nonezwenns nepebizy nanadis
cnocmepizanocy npu yeeoeni 2iKOKOpmuKocmepoiois.

3a uac xeopobu dupepenyiina diaznocmuxa nposoOULACH
i3 nepeunnumu imynodeivumamu, BIJI-ingexuyiero, 6pyuenvo-
30M, MyOepKYILO30M, JCHUMAHIOZ0M, THILUMU OaKmepiaivHiL-
MU THEKYIAMU, BIDYCHUMU 2eNAMUMAMU, CUCTIEMHUMU 30X60-
DI0BANHSIMU CNOTYYUHOT MKAHUHU, 3AXBOPIOBANHIMU CUCTHEMU
KpO8i, X60po6amMU HAKONUUEHHS.

Bepyuu do yeazu panniti nouamox 3axeoprosanis,
CMePeomunticms CUMNMOMIB 3AX60PIOBAHHS, WO NOCMILIHO
nOBMOPIANUCH MA CYNPOBOONCYBALUCH GUCOKUMU NOKA3-
HUKAMU 3aNANeHHs, GiI0CYMHICMb NOSUMUCHOT OUHAMIKU NPU
JTKY6anni anmubiomuxamu, XiMiOmMepanesmuuHumMu npend-
pamamu, zuoKoKopmuxocmepoidamu, 6ynro sanidospene
asmo3ananvie 3ax60pPI06ans.

Tenemuune obecmedcenmns nposedeno ¢ Imanii y xuiniyi
M. Bpewis, de use6ieno mymauio y 2emi cepeisemmomopcrkoi
auxomanku [605G>A (+) 605G>A].

IIpusnaueno xoaxivum, npome 6ionosiov na npenapam 6yia
Hadmo ciabxor. [00amro8o npusHaueHo aHaxKinpy — anmazo-
nicm inmepaetixinosux peuenmopis. Jlikysanus nposooumvcs
¢ Imaunii. Ha scann, y darnomy eunaoxy mae micye Koixiyumupe-
3ucmenmmna gopma 3axeoplosanns, AKa 3YcmMpiUaemvcs
Y Heseauxoi Kinvkocmi nayienmis. Biomivacmvca nosumuena
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MMMYHOAOTIT/

dunamixa — nepebiz 3ax60PI06ANIHS ICMOMNHO Je2uuil, NPome
nosuicmio ycynymu nanadu we eoacmuvcs. OcHosnum Hedoi-
KOM JIKYBAHHsl AHAKINPOIO € BUCOKA 11020 8apmMiCMb — MUCAUI
€8P0 UWOMICSAUS.

Kninivnuii sunaoox 2

Hisuunxa /., 10 p., eocnimanizosana y Kuiscokuil micokuii
oumsiuutl yenmp KAiHiunoi iMmynorozii Oast o6cmedcenst
3 NpuBody 2enamocnienomezanii ma nidospu na imynooeqi-
yum. Cxapeu na niosuwenns memnepamypu miia 0o 38—39°C
1 pas na 3—7 duis, wo mpusaiu npomsizom 1—2-x onie, uacmi
eunadku 6mosanns ma diapei npu nidsuwenni memnepamypu
mina, nepioduuno 6iib, NPUNYXIICMb 20MLIKOBOCTNONHUX CY2lL0-
6ie. Ilpu zocnimanizayii: zenamomezanis (00 3 cm 3-nid kpaio
pebepnoi dyeu), cnienomezanisi (00 2 cm 6i0nogiono), 30inb-
wenns impamuunux eysnie y ecix epynax 6id 0,8 cm
00 1,5 cm, 6aidicmo wkipu ma cau3o6ux 06010HOK.

Xeopina disuunxa iz 1,5-piunozo iy, Koau NOUALU BUHUKA-
mu enizo0u 6UCOKOT meMnepamypu miid, wo 4acmo cynposo-
Oacysanucy 6oiem y rHcusomi, OiH0BANHAM Ma JlAPeEto, THKOIU
MOH3ULIMOM, APMPANZIEI0 YU APMPUNOM BeAUKUX CY2n00i8
(nepesasicno 20MiNKOBOCMONHUX) 3G MUNOM MOHOAPMPUMY,
monzunimom. Yacmo 6inv y scusomi 6y6 HACMILLKU GUPASHUM,
wo disuunka nompebysana xoucyivmauii xipypea. Y eiyi
7 poxie nposedeno anendexmoniio. IIpomsizom 3axeopiosaniis
GIOMIMANUCH CMIUKA CNACHOME2Ais, NOMIPHA anemis (pieHi
2emoznobiny y mexcax 100 2/n). Enizodu nuxomanxu 3 onucanu-
MU GUWE CUMIIMOMAMU CYNPOBOONCYBATUCH AAOOPAMOPHUMU
NOKASHUKAMU 3aNaLeHHs: NeUKOuumo3 i3 3cyeom Gopmyau
enico, niosuwena IIIOE, sucoxuti CPB. Koau nanaou munanu,
disuunka nouysanracy 0obpe, ckape He Maia, MaKo’c HOPMAi-
3Y6AUCH LAOOPAMOPHI NOKAZHUKU, 34 BUHSMKOM AHeMil Jle2Ko-
20 cmynensi.

Taxuii nepebiz 3ax60pP106aHIS BUMAZAE YUCIEHHUX 20CHIMATL-
3auiil, i Yac SKUX GUCIAGLAIUCH HACMYNHI OlazZHO3U.: HeCneuu-
Qiunuil supaskosuil Kouim, NOPmMaibHa inepmensis, XpoHiuHuil
zenamum, Heymounene CUCIeMHe 3aX80PI0BANHS CNOTLYYHOT MKa-
HUNU, HeYymOUHenull nepeunnutl imynodediyum, Xponiunui
OCKOMNEHCOBANUTL TNOHULIM, PEEMAMUUHA IUXOMANKA.

Iepunamanvuuii anamnes 6es ocodnusocmeii. bamvxo dis-
YUHKU BIPMEHUN, MAMU — YKPATHKA.

Bpaxosyrouu noemoprosanicmo cumnmomis na mii kopom-
KOUACHUX eni300i68 JUXOMANKU, 1X CMepeomunuicmy, GUCOKi
NOKA3HUKU 3ananenis y Kpoei, 0yio 3anidospene asgmo3andiv-
He 3axeoprosannsi. Kniniuni nposieu 3axeoprosanns naubinvue
KOPemosan i3 CunOPOMoM NePioOUUHOT TUXOMANKU 3 Zinepimy-
noznobyninemiero D. Binvwe mozo, y kposi dieuunku maiu micye
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Pue. 1. YpaOxeHHS LWKipy Npu CiMeNHii cepe3eMHOMOPCHKIl
NNXOMaHLUi — «6eLimxonoioHa Bucunka»
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nidsuuieni pieni cuposamxoozo imynoziobyriny D (220 00/n
3a nopmu do 100 0d/n). byao npusnaueno 6i0nosione rixyear-
ns: nid uac nanadie auxomanku — oo0no-, d6opasose 6/m yee-
Oennst npednizonony y 003i 1-2 me/xe/000y. Ha mui maxoi
mepanii nanadu maiu 3nauno ezuuil nepebiz, npome mpuea-
qicmy camux Hanadie ma ix KinvkKicmo He 3mintosanucy. Koau
nio uac uepz06020 eniz00y IUXOMAHKU MAMA NOGIOOMULA NPO
sucunanist, Habpsx y Olistnyi aumox (max 36ana <6Geuuxono-
dibHa eucunxas, puc. 1), anamnes 3axeoprosanis 6y we pas
nepezianymul.

Busisunocw, wo nio uac nposedenns anendexmomii anem-
oukc 3ananenum me 0y, a MAIU MiCye O3HAKU NEPUMOHIMY
3a gidcymuocmi npudunL, sika 3moeia 6 1ozo nosichumu. Yepes
mudcdeny OiBUUNKA NOUALA OMPUMYBAMU KOIXIUUH Y 0031
1 mz2/000y. 3 yvozo uacy amaxu x60podu UHUKAIOMb PIOKO —
3-4 pasu na pix, ix nepebiz ¢ nezkum. [Jo mozo xn nanadu
BUHUKAIOMb HA ML NPONYCKI8 Nputiomy xoaxiyuny. /iaznos
sepuixosano 6 Yeopuuni y eenemuuniti iabopamopii /lebpe-
UeHcvrKozo yHisepcumemy 3a cnpusinus npogecopa Jlacio
Mapodi (mymayis 6 10-my exsoni zena MEFV — M694V).

Eninemiouiorisi ta etiosorisi. Cimeiina cepe/seMHOMOPCh-
Ka JINXOMaHKa Ma€ aBTOCOMHO-PEIIECHBHUN TUII YCIIAJIKyBaH-
HSl Ta NEPEeBaKHO ypaxkae skurediB Gaceiiny CepenseMHOro
Mopst — apabiB, TYpPKiB, BipMeHiB, €BpeiB-cedap/iiB Ta €BpeiB-
amkenasi. [Tomupenicts CCJI cepen 3a3HaueHUX HAIlIOHAb-
Hocreit komBaerhes Bix 1:150 o 1:10 000. Oxnak Bee Ginb-
e 3'SIBJSETHCS TOBIZIOMIIEHD PO BUIIAJKK 3aXBOPIOBAHHS
cepejl IHIIMX ETHIYHUX TPYI, OCOOJUBO ITAJIIIB, IPEKIB,
anontis [8,10,13]. Y Cxigniit €Bporri, 32 HeABHIMU TaHUMU,
yacrora sunagakis CCJI cranosuts 6smsbko 1:500 000 [26].

Ten, BiAnOBiAATBHUIT 32 PO3BUTOK XBOPOOH, 3HAXOAUTHCS
Ha KOpPOTKOMY Iuiedi xpomocomu 16p13.3 (puc. 2), nosna-
yenuii sk MEFV (ME — mediterranean tTa FV — fever).
[IposyKTOM 11bOTO TeHa € GIIOK TipuH (MAapeHOCTPUH ), SIKUI
eKCIPECYEThCS TepPeBa’)KHO Ha TpaHyJoIUTHX. Bimomo
288 myrariiit rena MEFV, aje neBigomo, uut Bci BOHM BUKJIU-
katorb 3axsopiosanus (http://fmf.igh.cnrs.fr/ISSAID /infe-
vers). Haftqactimmmu myTatisimu €: M964V, V726A, M694S,
M6801, E148Q. Ix sHaxonaTs y 61m3bK0 2/3 sKutenis Gaceii-
Hy CepenzeMHOro Mopsi, 10 € HOCISIMU T€HeTUYHOI MyTallii.
Haituacrimre 3ycrpivaetbes mytaitis M694V (metionin 3ami-
HeHWiT Ha BasTiH y Komoni 694) — 20—67% sunazkis [12].

Ten MEFV cknanaerbes i3 10 ex30HIB (Kopyouux perio-
HiB). Ex3onu 2 ta 10 € HaiiblibiuMu Ta caMe y HUX CIocTepi-
Ta€ThCs HAWBUINE YMCJIO MyTalliil. 3HAYHO PijIie MyTarlii
BUHUKAOTH B ek3omax 3, 5 ta 9. Ilpu CCJI maitqactimmmMn
myramisgmun y redi MEFV € M694V (3amina MmeTioHiHy
Ha BaJiH y KozoHi 694) ta V726A (3amina BajiHy Ha ajlaHiH
Yy KOJIoHi 726), 10 TIPOSIBISIETHCST Y TOPYIIEHHI CTPYKTYpPH
NpOAYKTYy reHa — Ginka nipuny. Bepyuu o ysaru, mo CCJI
Ma€ ayTOCOMHO-PEIeCUBHUI TUIl YCHAIKyBaHHI, JJIS TOTO,
06 3aXBOPIOBAHHS IPOSIBUIOCH, HEOOXiAHI ABI MyTaiii
MEFV. Binbmricth reHeTHYHUX JabopaTopiil MPOBOAUTH
CKPUHIHT Ha MyTailii B ek30Hi 10 i simiie y 1eKnX — CKPUHIHT
Ha MmyTamilo E184Q (3amina riyTaMiHy Ha TJIyTaMiHOBY
KHCJI0TY y KoztoHi 184) B ex3o0Hi 2 [22].
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Puc. 2. CTpyKTypa reHa cimenHoi cepeHb03eMHOMOPCHKOI
JINXOMAHKN
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Mexanism natorenesy CCJI ocratouno He 3'sicoBaHUIL.
Aue 3a pesyJsbraTaMy 4HMCJIEHHUX JIOCTI/KEHb BiJIOMO, 10
mipuH (MapeHOCTPUH) BIi[iTPa€ y HbOMY KJIOYOBY PpOJIb.
Y HopMmi HipUH € HeraTUBHUM peryJsiTOPOM 3alajieHHs.
3 oxHoro 60Ky, BiH iHTiOY€ MepeTBOpeHHst HeaKTUBHOI POPMHU
npo-1JI-1B B axktuBHuUil nposananbhuii 1urokin I[JI-10,
a 3 {HIIOTO — TIABUINYE amoNTo3 3aMaabHUX KIiTum [25].
3a HasBHOCTI MyTaiil rena, Koiu mipuH abo aedeKTHUii,
abo TIOBHICTIO BijICYTHIill, 3alajleHHs] CTAa€ HEKOHTPOJIbOBA-
HIM, TI[O IPOSIBJISIETHCSI Y BUTJISIZII TOCTPUX aTak XBOPOOU.

Kiiniuni o3naku

V nonax 90% narieHTiB nepiii 03HaKu XBOPOOU 3'sIBJIsI-
I0TBCST TPOTATOM Trepinx 20 pokiB xkuTTs, y 60% — mpoTsirom
nepimx 10 pokis sxutTs [14]. 3a3Buuail Hara XapakTepusy-
€TbCA PAIITOBUM IIiJIBUIIEHHSIM TeMIIepaTypu Tija /10 BUCO-
KuX 1udp, 1o TpuBac Bix 12 rogun 10 4-X Ai6 3 MopaIbIIon
HIBU/IKOIO PETPECi€l0 CUMIITOMIB. SIK IpaBWIO, CUMITOMHU
3'IBJISIOTHCS 0€3 JKOAHKX 11yCKOBUX (DAKTOPIB, mpoTe y jiesi-
KMX TIAI[EHTIB Hamajg Mo)Ke OyTH CIIPOBOKOBAHUM 3HAYHKM
(isuynuM HaBaHTAXKEHHAM, €MOIIHHUM CTPECOM YU, HAIPH-
KJ1aJ1, MercTpyartieio. [licis namamy HacTae «cBiTmii> iHTepBad,
MIpOTe HEPIJIKO MAOTh MicIle Cy6KJIiHi‘{Hi 03HAaKU CUCTEMHOI
3anasbHOl peakiii. HacroTa atak y nari€eHTiB HaJA3BUYAlHO
pi3HOMaHITHA: BiJl OTHOTO pa3y Ha THXK/CHD /IO OJHOTO Pa3y
Ha Kigpka pokiB. HaBiTh y KOXHOTO OKpemoro mailienTta
YyacToTa arak yIPOJAOBK XBOPOOU MOXKe 3MiHIOBATHCh.
Y TunosoMy BHUIAJIKy BUCOKY TeMIIEpaTypy Tijlia CyIpOBO-
JUKYE cepo3uT, 1o € BizuTHoio kaptkoio CCJI [23]. IIpu CCJI
HaWJaCTIlTM TTPOSIBOM CEPO3UTY € TIePUTOHIT. Bisb y skMBOTI
TPUBAJICTIO Bifl OIHOTO /IO JIBOX JIHIB BUHUKAE y TOHAJ
95% naiienTis. Bin Moske GyTH SIK JIOKQJIbHIM, TaK 1 TeHepati-
30BaHKM. Y 6araTboX BUIIAJIKAX TAKUM TIAIIEHTAM i3 KJIIHIKOIO
TOCTPOrO JKMBOTA IPOBOJUJIOCH OIIEPATUBHE BTPYyYAHHS
3 BUJIQJICHHSIM HE3alaJeHoro areHankca. [HKom, BHACTII0K
PeluANBHUX HAllQ/[iB CEPO3HOTO TEPUTOHITY, 3yCTPIUa€EThCS
371yKoBa XBopoba [23].

Hepiako y npouec 3amy4aiorbes ii iHim ceposti 060JI0H-
ku. Hampukiiazm, ofHOCTOPOHHIH TITIEBPUT 3yCTPIUAETHCS TP~
6smsHo y 40% manientis. Cunosit Bunnkae y 50—75% marti-
€HTIB Ta Tepebirac y BUIVISIAI MOHOAPTPUTY i3 BHIIOTOM
Yy KOJIIHHWH, JIKTbOBUI, TPOMEHEBO-3aMl SICTHUHM YW iHII
Besnki cyriobu. [Ipore ypaskeHHs Cyr00iB HEPiAKO 0OMeKy-
€Tbcs apTpadrieto. llepukapauT € piIKiCHUM IIPOSIBOM XBOPO-
6u — mente 1% [1]. YpakeHHs mKipy 32 TUIIOM GEMIUXOIIO-
mi6HOT BUCHIKK omucanHo y 7—40% marienTis, Mo iHKoIn
norpebye anudepeHIinHol giarHocTiky i3 (puiermoHo. Takox
3aXBOPIOBaHHS MOXKe IIPOSIBIISATHACH BY3JIMKOBIM TTOJTiapTepii-
toM, nypiypoto [llenneitn—Ienoxa, opxitom, acenTUYHUM
MeHiHTiTOM Ta Miazrieio [11]. IIpu mbomy o3naxku apTpury,
apTPAJITIs Ta MiaJIris Ie MOKyTh 30epiraTuch mpoTsroM Tpu-
BAJIOTO Yacy IicJs NPUITMHEHHS HATIAJLYy.

[Tpu CCJI naituacrire 3yctpivaerbes M694V /M694V-reno-
tur. Hocii Takux MyTaIiiif MaioTh paHHill TTOYaTOK 3aXBOPIO-
BaHHS Ta BUCOKY YacTOTy apTpuTy [12].

Tpusanicts sxuttst naiientis i3 CCJL Gesnocepentbo
3aJI€KUTD Bijl BYACHOTO Ta a/IeKBATHOTO JIIKYBaHH:, 1110 CKe-
poBaHe Ha IONEPEJKEHHS PO3BUTKY aMijoiio3y, 30KpeMma
PO3BHUTKY HUPKOBOI HETOCTATHOCTI.

JlaGopaTopHi 00CTEKEeHHs

Jla6oparopni nposisu CCJI € necnenmdivnuMm Ta Xapax-
TEPU3YIOThCS HASIBHICTIO MapKepiB 3aI1ajIbHOTO [IPoliecy: Jeii-
KOIIUTO3 i3 3cyBOM (hOPMYJIM BJIiBO Ta BUCOKiI PiBHiI TOCTPO-
dasHux nokasuukis — Bucoki IIIOE, C-peakrtusuii 6iJI0K,

ISSN 1992-5913 Cospemennas neauatpus 4(68)/2015

dibpunoren, C3 i C4 6iKM crcTEMU KOMIIEMEHTY, a TaKOK
migBumIeHi piBHi aminoixy A. [Iporeinypis, sk o3Haka amiso-
103y, PO3BUBAETHCS MPOTATOM HAraTbOX POKIB Bifl MOMEHTY
3aXBOPIOBaHHS, IIEPEBAYKHO Y HEJIIKOBAHUX TIAIIIEHTIB [4].

[liarHo3 Ta nudepeHIiiinuii 1iario3

J10 1998 poky piarnoz CCJI rpyHTyBaBCs Jiviie Ha KIiHiY-
HUX cuMInToMax. HasiBHICTh KOPOTKOTPUBAJINX €I1i30/1iB JIMX0-
MaHKH, 10 CYIPOBOKYIOTbCH 3allajleHHAM THX YM 1HIITMX
CEPO3HUX ODOJIOHOK, PO3BUTOK aMiOII03y HUPOK Ta BiAIO-
BiJIb Ha JIIKYBaHHsI KOJIXIIIUHOM GYJI OCHOBHUMH KPUTEPiSIMI
JIJIS TIOCTAHOBKU JliarHO3y. ETHIUHE TIOXO0/)KeHHS TallieHTa Ta
ciMeifHUIT aHaMHe3 MOKYTb JIONOMOITH KJIiHII[UCTY, IPOTe 11i
osnakn He € koyoBnmu y miarnoctuti CCJL. [Indepentiii-
HUI iarno3 BroYae (DyHKIIOHAIBHUN Oib y JKHUBOTI,
CUH/IPOM TIO/[PA3HEHOTO KUIICYHUKY, PCHUAUBHI iH(eKIiini
3aXBOPIOBAHHS Y JIiTEl, 3aXBOPIOBAHHS CUCTEMH KPOBI, aBTOi-
MYHHI 3aXBOPIOBaHHSsI, TOCTPY Xipypriumy matosorito, ¢pidpo-
Miasrio, a TakoXX 3aXBOPIOBAHHS, IO CYIIPOBOKYIOTHCS
[IePio/INYHOI0 JINXOMAHKOIO: CHUHPOM MEePiONYHOI JINXO-
MaHkK i3 rinepiMmynorsobyainemicio D (HIDS), cunapom
TIepioIYHOT JIMXOMAHKH, ACOI[IHOBAHWH i3 perenTopoM GakTopy
Hekposy nyxiauH (TRAPS), cunapom nepioinyHoi JINXOMaHKH,
aTO3HOTO CTOMATHUTY, IMUIHOI ajeHomnarii Ta (HapuHTiTy
(PFAPA)*, inmmMu aBTo3anaibHUMU 3aXBOPIOBAHHIMMU.

Jlna giarnoctixu CCJI Gyt 3alipoIioHOBaHi pisHOMaHITHI
KpuTepii, mpoTe HaiGIIbILY TOMyISPHICTh 3100y/M KpUuTepii
Livhen, 1110 rpyHTYIOTbCsI Ha CTATUCTUYHIN ocTOBipHOCTI [7].

Kpumepii Livhen

Benuxi xpumepii

Turosi araku (>3 0fHAKOBI MK cO0O0IO, TeMIieparypa Tiia
> 38°C, tpuBastictb ataku 12—72 ropunn), 1o CyTpoBO/IKYIOThCS:

® TIEPUTOHITOM;

e TIeBpUTOM (OHOCTOPOHHIM) UM TIEPUKAPIUTOM;

® MOHOAPTPUTOM (CTETHO, KOJIIHO, KiCTOYKA);

e i30J1bOBaHA rapsiyka.

Mani kpumepii

1. HenoBHi aTaku (TUIIOBI aTaky 3 HACTYITHUMU OJHUM Y1
nBoma BunATKamu: 1) temneparypa tina <38°C; 2) TpuBaiothb
6—12 roxuu abo 3—7 nHiB; 3) BiACYTHI O3HAKN MEPUTOHITY 32
HAsIBHOCTI GOJIIO Y JKUBOTI; 4) JIOKaIi30BaHUi Gijib y JKUBOTI;
5) apTput iHmuX cyriobiB, HiK CTErHO, KOJIIHO YK KiCTOYKA)
[P 3a/1ydeHHi O Hi€T uu GiJIblIe YaCTHH TiJia:

® KIBIT;

e rpy/Ha KJiTKa;

e cyruod.

2. Binb y norax rnpu HenaunomMy (isnanoMy HaBaHTAKEHH.

3. Xopora BiiloBi/ib Ha JTIKyBaHHS KOJIXIiIIHHOM.

Jodamxoei kpumepii:

sunaaku CCJI y pogauuis;

BI/ITTOBiIHA €THIYHA TPUHAJIEKHICTH;

[I0YaTOK 3aXBOPIOBAHHA Y Billi 710 20 POKiB;

aTaka BasKKa, BKJIA/IA€ XBOPOTO Y JIiKKO;

CIIOHTAHHA PEMICist CUMIITOMIB;

Y Mi>KHAIaJI0BUI TTE€Pioji CHMIITOMHY BiJICYTHI;

TPaH3UTOPHA 3allajibHa BiINOBI/b i3 O4HUM uu OiJblie

JIab0PATOPHUM MMOKA3HUKOM 3allajleHHs: JIEHKOIUTO3,

nigsuiena IIIOE, cupoBarkoBuii aminoig A, miz-

BulleHi piBHi HiGpUHOreHy TOLIO;

®  CIi30/UYHA MTPOTEIHYPisT/TeMaTypist;

® «CTEpWJIbHWII TIEPUTOHIT» Hpu JanaporoMii i3/6e3
BUJIQJICHHS HE3aIaJeHOTo alleH/InKCa;

® KpOBHA CMOPIHEHICTh POANYIB.
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Jlna nocmanoexu kainiunoezo diaznosy CCJI neooxiono:
>1 geauxux xpumepiie abo >2 maaux xKpumepiie, a6o
1 manuii xpumepiii ma >5 dodamxosux Kpumepiie, a6o
1 manuii kpumepii ma 4 3 5 nepwux dooamxosux xkpumepiis.

JlikyBaHHS

Mertoro sikysantst CCJI € 60poTbda i3 rocTprMu atakamu
XBOpOOU, yCYHEHHsSI HAIa[iB Ta CUCTEMHOIO 3allajieHHsI
i moTepe/KeHHsT aMisioifo3y. Kosxinwe € mpenaparoMm Bu-
6opy, 3aCTOCOBYEThCs i3 mouarky 70-X POKiB Ta joci Hes-
minnunit as gikyBanus namientis i3 CCJI [5]. Bin € Bucoko-
eeKTUBHUM SIK JIJISI TIOTIEPE/IPKEHHST aTaK XBOPOOU, Tak i [ist
nomnepeykeHHs PO3BUTKY aminoino3y [6]. Iloxpamanns
CTaly NAI€HTIB Ha TJIi JiKyBaHHSA KOJXIIIMHOM BUKOPHUCTO-
BY€ETbCH SIK tiarHoctnunuit kpurepiit ipu CCJL. Opnak onru-
MaJIbHOI /03U KOJIXIIIMHY i [0Ci He BCTAHOBJIEHO. Y JIiTeil KOJI-
XiluH npusHadaeTbes y 103i 0,02—0,03 Mr/kr/mnody, Mmakcu-
MasibHa 1060Ba 03a — 2 Mr/100y 3a 1—2 npuiiomu [16]. Joc-
JIJDKEHHS [TOKa3yIoTh, 1110 MPAKTUYHO [T0BHA PEMiCisl CUMIITO-
MiB Hactae y 2/3 NaIli€HTiB IUTSYOrO BiKy, 4acTKOBA —
y 1/3. Pe3uctenTHicTh 10 JiKyBaHHS KOJXIIIMHOM CITOCTEPi-
raetbes Jmmie y 5—10% sumnanxis [3,20,21]. JlikyBanus Koj-
XIIMHOM € JIOBIYHUM 1 He 3a/JeKUTh Bil BaXKKOCTI XBOpoOH,
YACTOTH aTaK Ta MIBUIKOCTI PO3BUTKY aMiJIoio3y.

EdextuBHi 3axou1 10710 JIiKyBaHHS TOCTPUX aTaK XBOPO-
OU TIPAKTUYHO BiZICYTHI. 3aCTOCYBAHHS MTapaleTaMoy, HecTe-
POIIHUX MPOTU3ANAIBHUX 3aCO0IB, TIIOKOKOPTUKOCTEPOIiB
Ta CyBOPUH JIZKKOBHIA PEsKUM MAIOTh JIMIIIE CIabKUil Teparnes-
TuaHuit edekt [2,9].

Ha pasi anbrepHaTuBHE JIIKYBaHHS KOJIXIIIMHPE3UCTEHT-
Hux Butajikis CCJI npakTiyHo BizicyTHE. Bemmki Haii mokia-
JAI0ThCs1 Ha GI0JIOTIYHE MPOTU3AATbHE JIIKYBaHHS — 3aCTOCY-
BaHHS AHTUIUTOKIHOBUX IIpernapaTiB. XOpolLy IOIepeHIo
e(heKTUBHICTh TOKA3yIOTh aHaKiHpa (AHTATOHICT pelenTopiB
11-1), kanakinymab (MOHOKJIOHAIbHI anTUTLIA 110 11-1 B), pisio-
Hauent (inriGitop I1-1) Ta eranepuent (6g0KaTOp (aKToOpy
Hekpoay myxsui) [19,24]. IIpore smikyBaHHS KOJIXITIITHOM CJTi[T
ITPO/IOBIKYBATH HABITH Y KOJIXIIIMHPE3UCTEHTHUX BUTIA/IKAX.

OGrosopenHs

CimeliHa cepen3eMHOMOPChKA JIMXOMaHKa — pifIKicHe
3aXBOPIOBAHHS, 1[0 MOKe nepebiratn mig Mackoo iHdeKiii-
HOTO, aBTOIMYHHOTO, XipypPriuHOTrO, OHKOJIOTIYHOTO YU rema-
ToJIOTiYHOTrO 3axBopioBaHHs. CbOro/Hi BOHO BiJHECEHO /10
MEPBUHHUX IMyHO/edinnTiB (Tpyma aBTO3aMaJbHAX 3aXBO-
PIOBaHb), SIKi TPOSIBJISIOTHCS TMTOPYHIEHNM MeXaHi3MOM pery-
JiLii 3anasieHHst. ABTO3anasbHi 3aXBOPIOBAaHHS (CMHOHIM —

JITEPATYPA

«CUH/IPOMH T1EPIOIMYHOT JIMXOMAHKI» ) € BiZIHOCHO «<HOBUMU»,
OCKIJIBKH iX JIarHOCTHKA CTajla MOKJIMBOIO Jiuiiie OJIM3bKO
20 pokiB TOMY, Ko/t OyJIu BiIKPUTI NepIili reHeTuYHi MyTaltii.
Cepe/l yCiX CHH/IPDOMIB 11EPiOIMYHOI JINXOMAHKK Haityacrimie
gycrpivaerbest CCJI, Tomy 3a mijgo3pm Ha aBTo3anajbHe
3axpopioBanust CCJI € mepmmmM 3aXBOPIOBaHHSM, SIKE CJIiJT
BUKIOYMTH. OCKIJIBKM TeHeTWYHA [iarHOCTUKA B YKpaiHi
HOKHU [0 HAJATO YTPyjAHeHa (MOKJMBa Juiie y HebaraTbox
KOMEpIHHUX JabopaTopistx, Jiviie okpeMi MyTailii, obcre-
JKEHHSI € BHUCOBAPTICHUM), 3 JlialrHOCTUYHOIO METOIO CJIijl
3aCTOCOBYBaTH KOJXiuuH (JiKyBaHHs ex juvantibus, mio
€ MaimuM kputepiem piarnoctuku CCJI), Tomy 1110 Xopomnii
TepaneBTUUHUI edeKT crocrepiraerbest y O6auszbko 90%
MAIENTIB — 3HUKHEHHS, 3HMKCHHS YaCTOTH Ta BaXKKOCTI
cumnTomi xBopobu, a CCJI € 4u He €AMHUM 3aXBOPIOBAH-
HSM, siKe J00pe MiIa€Thest JIKyBaHHIO KOIXIIMHOM (OKpiM
nogarpu ta xBopobu Bexuera). Bizomo, mo 10% marientis
€ PE3UCTEHTHNUMHU /IO TAKOTO JIKYBaHHS, TOMY KOJIXIIIMH CJIi[
npuiiMaTi 0T, J0KU AiarHo3 He Gyjie MOBHICTIO CIIPOCTOBA-
no. Curijf 3a3HaunTH, 1110 NMAIEHTH i3 aBTO3alIaJIbHUMU 3aXBO-
PIOBaHHAMM PiIKO XBOPIIOTH Ha iH(eKIiiHi xBopoou. Husbka
HACTOPOJKEHICTh JIiKapiB 3 MPUBOMY [AHOi MATOJIOTIi MPHU3-
BOJIUTH 10 Mi3HBOI 200 BiacyTHBOI ii giarnocTuku. Xoua CCJI
HailGisbie ypaxeni skuteni GaceiitHy CepenseMHOro MOpsi,
BOHA MOJKe 3yCTPIUaTUCh Y TPE/ICTABHUKIB YCiX HAIlIOHAJIbHO-
cTell. 3a HalCKPOMHITINMU TiipaXyHKaMu, B YKpaiHi ITOBUH-
HO HaJiuyBaTuUCh OJU3bKO KIiJIBKOX [ECATKIB MNAIi€HTIB
i3 CCJI. Cporosini HalliOHAIbHA TTPUHAJIEKHICTD HE BXOJMUTD
Hi /IO BEJIMKUX, Hi 0 MAJIUX KPUTEPIiB JIarHOCTUKU 3aXBOPIO-
BaHHZ, a € JINIIe TOTIOMIXKHUM KpuTepieM. Yum piztire 3ycTpi-
YAEThCST MYTAIlisl, THM BaKYMM MOXKe BHUSIBUTUCH (DeHOTHIT
xBopobu [17,29]. Ilpukazom 1poro € narientka K.

Y nepiiiomy KJIiHIYHOMY BUIIQJIKY JiarHo3 3alli3HUBCS HA
3,5 poKy, y apyromy — Ha 8,5 poky. Lle npusseso 10 Henotpi6-
HUX TOCHiTaTi3aIliil, piSHOMAHITHUX MaHIMyJIAmil (y ToMy
4uCIli XipyprivHUX — areHAeKToMis ), 00CTeKeHb, JTIKyBaHHSI
(4K, HANPUKJIA/, TIPOTOKOJIbHE JIIKYBaHHS TiCTIONNTO3Y MPO-
TSATOM POKY) Ta BUTPAYEHUX OIO/KETHUX Ta GaThbKIBCHKUX
komTiB. JIiKyBaHHS KOJXIIIMHOM HA/I3BUYANHO BasKJINBE
1 3 TOUKHU 30py IIONEePe/PKeHHS PO3BUTKY TAaKOTO TI'Pi3HOTO
YCKJIQHEeHHs, K aMijoifo3, M0 3 4YacOM IPHU3BOIUTH [0
XPOHIYHOI HIPKOBOI HETOCTATHOCTI.

[TizBoasun MiACYMOK, Ile pa3 TOTPIOHO HATOJOCHUTH, IO
CCJI, a takox iHIIM aBTO3AMATbHI 3aXBOPIOBAHHS, CJTi/I 3aITi/103-
PUTH Y BUIAJIKY TTOBTOPHUX «CTEPEOTUITHUX» EITi30/[IB BUCOKOI
JIMXOMAHKH Ta CEPO3UTY i3 KITHIYHIMU Ta JTaGOPATOPHUMHU O3Ha-
KaM¥ 3arlajleHHs], a TAaKOXK 32 HAsIBHOCTI TaK 3BAaHUX <CBITJIMX»
a00 BIJHOCHO «CBITJINX» TIPOMIKKIB y MIZKHAIIA/[0BUIT 1IEPIO/I.

1. Autoinflammatory syndromes / Gattorno M., Galeotti C., Caorsi R., Hent-
gen V. // EULAR Textbook on Rheumatic Diseases / Bijlsma J. W. J. ed. —
2012. — P. 372—89.

2. Ben-Chetrit E. Familial Mediterranean fever / E. Ben-Chetrit, M. Levy //
Lancet. — 1998. — Vol. 351. — P. 659—64.

3. Ben-Chetrit E. Non-response to colchicine in FMF-definition, causes and
suggested solutions / E. Ben-Chetrit, H. Ozdogan // Clin. Exp. Rheuma-
tol. — 2008. — Vol. 26. — P. 49—51.

4. Clinical and biochemical landmarks in systemic autoinflammatory
diseases / Cantarini L., Rigante D., Brizi M. G. [et al.] // Ann Med. —
2012. — Vol. 44. — P. 664—73.

5. Colchicine in the prevention and treatment of the amyloidosis of familial
Mediterranean fever / Zemer D., Pras M., Sohar E. [et al.] // N. Engl.
J. Med. — 1986. — Vol. 314. — P. 1001—1005.

6. Colchicine therapy for familial mediterranean fever. A double-blind trial /
Dinarello C. A., Wolff S. M., Goldfinger S. E. [etal.] // N. Engl. J. Med. —
1974. —Vol. 291. — P. 934—7.

7. Criteria for the diagnosis of familial Mediterranean fever / Livneh A.,
Langevitz P,, Zemer D. [et al.] // Arthritis Rheum. — 1997. — Vol. 40. —
P. 1879—1885.
8. E148Q/M694| mutation in 3 Japanese patients with familial Mediterran-
ean fever / Kotone-Miyahara Y., Takaori-Kondo A., Fukunaga K. [et al.] //
Int. J. Hematol. — 2004. — Vol. 79 (3). — P. 235—7.
9. Early suppression of familial Mediterranean fever attacks by single medi-
um dose methyl-prednisolone infusion / Erken E., Ozer H. T., Bozkurt B.
[et al.]// Joint Bone Spine. —2008. — Vol. 75. — P. 370—2.
Familial Mediterranean fever associated pyrin mutations in Greece /
Konstantopoulos K., Kanta A., Deltas C. [et al.] // Ann Rheum. Dis. —
2003. — Vol. 62 (5). — P. 479—81.
Familial Mediterranean fever at the millennium. Clinical spect-
rum, ancient mutations, and a survey of 100 American referrals
to the National Institutes of Health / Samuels J., Aksentijevich 1.,
Torosyan Y. [et al.] // Medicine (Baltimore). 1998.
Vol. 77. — P. 268—97.

10.

11.

94

ISSN 1992-5913 Cospemennas neguatpus 4(68)/2015



YntamTte Hac Ha canTe: http://med-expert.com.ua

12. Familial mediterranean Fever in the world / Ben-Chetrit E., Touitou I. // H. A. Majeed, M. Barakat // Eur. J. Pediatr. — 1989. — Vol. 148. —
Arthritis Rheum. — 2009. — Vol. 61. — P. 1447—53. P. 636—41.

13. Familial Mediterranean fever is no longer a rare disease in Italy / 22. Mutation and haplotype studies of familial Mediterranean fever reveal
La Regina M. N. G., Diaco M., Procopio A. [et al.] // Eur. J. Hum. new ancestral relationships and evidence for a high carrier frequency
Genet. — 2004. — Vol. 12 (2). — P. 85—6. with reduced penetrance in the Ashkenazi Jewish population / Aksentij-

14. Familial Mediterranean fever. A survey of 470 cases and review of the evich ., Torosyan., Samuels J. [etal.] //Am. J. Hum. Genet. — 1999. —
literature / Sohar E., Gafni J., Pras M., Heller H. // Am. J. Med. — Vol. 64. — P. 949—62.

1967. — Vol. 43. — P. 227—53. 23. Onen F. Familial Mediterranean fever / F. Onen // Rheumatol. Int. —

15.  French FMF Consortium. A candidate gene for familial Mediterranean 2006. — Vol. 26. — P. 489—96.
fever // Nat Genet. — 1997. — Vol. 17. — P. 25—31. 24. 0Ozgocmen S. Anti-TNF agents in familial Mediterranean fever: report of

16. Gedalia A. Familial Mediterranean fever / A. Gedalia // Nelson Textbook three cases and review of the literature / S. Ozgocmen, O. Akgul // Mod.
of Pediatrics / Behrman R., Kliegman R. M., Jenson H. B., eds. — Rheumatol. — 2011. — Vol. 21. — P. 684—90.
16th ed. — Philadelphia : WB Saunders, 2000. — P. 727. 25. Ozkurede V. U. Immunology in clinic review series; focus on autoinflam-

17.  Genotype-phenotype correlation in a large group of Turkish patients matory diseases: role of inflammasomes inautoinflammatory syndro-
with familial mediterranean fever: evidence for mutation-independent mes / V. U. Ozkurede, L. Franchi // Clin. Exp. Immunol. — 2012. —
amyloidosis / Yalcinkaya F., Cakar N., Misirlioglu M. [et al.] // Rheuma- Vol. 167. — P. 382—90.
tology (Oxford). — 2000. — Vol. 39. — P. 67—72. 26. Periodic fever syndromes in Eastern and Central European countries: res-

18. Horror autoinflammaticus: the molecular pathophysiology of autoin- ults of a pediatric multinational survey / Toplak N., Dolezalova P., Constan-
flammatory disease / Masters S. L., Simon A., Aksentijevich I. [et al.] // tin T. [et al.] // Pediatr. Rheumatol. Online J. — 2010. — Vol. 8. — P. 29.
Annu Rev. Immunol. — 2009. — Vol. 27 (1). — P. 621—68. 27. The changing face of familial Mediterranean fever / Livneh A.,

19. Interleukin-1 targeting drugs in familial Mediterranean fever: a case Langevitz P, Zemer D. [et al.] // Semin Arthritis Rheum. — 1996. —
series and a review of the literature / Meinzer U., Quartier P, Alexandra Vol. 26. — P. 612—27.

J. F. [etal.] // Semin Arthritis Rheum. — 2011. — Vol. 41. — P.265—71.  28. The International Union of Inmunological Societies (IUIS) Primary Immu-

20. Long-term colchicine treatment in children with familial Mediterranean nodeficiency Diseases (PID) Classification Committee / Raif. S. Geha
fever / Zemer D., Livneh A., Danon Y. L. [et al.] // Arthritis Rheum. — M.D., Luigi. D. Notarangelo M.D, Jean-Laurent Casanova M.D. [etal.] //
1991. — Vol. 34. — P. 973—7. J. Allergy Clin. Immunol. — 2007. — Vol. 120 (4). — P. 776—794.

21. Majeed H. A. Familial Mediterranean fever (recurrent 29. Touitou |. The spectrum of Familial Mediterranean Fever (FMF) muta-
hereditary polyserositis) in children: analysis of 88 cases / tions / I. Touitou // Eur. J. Hum. Genet. — 2001. — Vol. 9. — P. 473—83.

CemeiiHaa cpeaM3eMHOMOpPCKas nmxopaaka

J1N. Yepunwosa, A.I1. Bonoxa, H0.C. Crenanosckmii, P.B. MoctoBenko, /].B. inywesckas, 0.B. [mHka, A1.E. boiiko

HaLI,I/IOHaHbHaﬂ MeanunHCKada akagemMua nocnegmnnioMmHoro O6pa3OBaHI/I9I um. M.J1. LLlynlea, r. KI/IeB, YKpaI/IHa

HaumoHanbHasa aetckas cneunannampoBanHas 6onbHuua «OXMATLET», r. Kues, Ykpanna

3anagHOyKPaHCKMIA LEHTP OETCKOM UMMYHONOMNK, T.

CemeiiHas cpeamseMHomopckas nuxopagka (CCJT) — BpoxaeHHOe ayToBOCNnanuTeNbHOe 3a60/1eBaHMe, KOTOPOE XapaKTepruanpyeTcs anu30aamu MxXopagKn
11 BOCNaneHus Cepo3Hbx 060n04ek. CemeitHas cpean3eMHOMOPCKas NMX0pajKa Yalle BCEro nopaxaeT xwuTeneil 6acceitHa Cpesn3emMHOro Mopsi — eBpees,
apMmsH, TypoK 1 apaboB. [narHocTuka 3a60neBaHus JOCTATOYHO CMOXHASA, ero TEYEHNe HAMOMUHAET ayTOMMMYHHbIE, MH(DEKLMOHHbIE, OHKONOTNYeckne 1
meTabonuyeckue 3ab6onesanns. CemennHasa cpean3eMHOMOPCKAs NXOPaaKa 3HAYUTENbHO YXYALIAET Ka4eCTBO XKU3HN NAUNEHTOB U UX poguTeneit. Mo3aHsas
puarHocTuka CCJT nnw ee 0TCYTCTBME BNEKYT 32 COOOM pasBUTUE aMUNONA03a U NMOYEHYHON HEA0CTATOHHOCTY.

KnioueBble cnosa: cemeiiHas CpeAn3eMHOMOPCKAs NUXopaaKa, Cepo3nT, BOCNaneHue, KONXULuH.
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Family Mediterranean fever

L. Chernishova, A.P. Volokha, Yu.S. Stepanovskyi, R.V. Mostovenko, D.V. Yanushevskaya, 0.V. Ginka, Ya.E. Boiko

P.L. Shupik National Medical Academy of Postgraduate Education, Kiev, Ukraine

The National Children’'s Specialized Hospital <OKHMATDET», Kiev, Ukraine

West Ukrainian Pediatric Immunology Center

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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HMAMO wm. M.J1. Wynuka. Aopec: r. Kues, yn. Borateipckas, 30; Ten. (044) 412-26-98.

MocTtoBeHko Pauca BacunbeBHa — 3aB. MHOEKUNOHHO-60KCpoBaHHOro otaenenns HACB «OXMATAET».

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

fHyweBckas [lapbs BauecnaBoBHa — Bpay MHOEKLMOHHO-60KCpoBaHHOro otaeneHns HACB «OXMATOET».

Appec: . Kues, yn. B. HopHoBona, 28/1; Ten. (044)236-69-42

Mnka O.B. - 3anagHoyKpanHCKWI CRELMann3npoOBaHHbIN AETCKUI LEHTP UMMYHONOMMN.

Appec: r. JIbBOB, yn. AHncTepckas, 27

Boiiko ApuHa EBreHbeBHa — K.Mefl.H., A0L,., AETCKMA UMMYHOJION, AETCKNM peBMaTosor 3anaaHoykpamHCKOro
cneunanM3npoBaHHOIO AETCKOro LeHTpa ummMmyHonorun. Agpec: r. JIeBoB, yn. AHncrepckas, 27; ten. (032) 270-85-94.

Crartbsi noctynuna B pegakumio 16.02.2015 .
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