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Cimetina cepedsemnomopcvka auxomarxa (CCJI) — epodacene asmozananvie 3ax60plo6anis, w0 Xapaxmepusyemocs enizooa-
MU JTUXOMAHKU 13 3anaienmam ceposnux 000101ox. Cimelina cepeo3emmomopcoka JUXOMANKa HaAUUacmiule ypajcye Humenie
bacetiny Cepedsemnozo mopst — eepeis, sipmenis, mypkie ma apabie. /liaznocmuxa 3axeoprosanis € cKiadnow, tozo nepebie
Hazadye asmoimymui, ingexyitni, onxonoziuni ma memaboriuni saxeoprosanus. CiMelna ceped3eMHOMOPCOKA JUXOMAHKA
icmommno nozipuiye aKicmv Jcumms. navicnmie ma ixnwix 6amoxis. 3anisnira abo eidcymus diaznocmuxa CCJI npussodums 0o

PO3BUMKY aminoidosy ma HuUpKoGoi Hedocmammocmi.

Kantouogi cnosa: cimetina ceped3eMHOMOPCOKA TUXOMAHKA, 2APSUKA, CEPOUM, 3ANAIECHHSL, KOIXTUUH.

Beryn

CiMcﬁHa cepemzemuomopenka Jmxomanka (CCJT) — piza-
KiCHE BPO/IKEHE 3aXBOPIOBAHHS, SIKE XapAKTEPU3YEThCS
MIOBTOPHUMH €I1i30/IaMK JIMXOMAaHKU Ta cepo3uty. HanesxxnTs 10
TIEPBUHHNX iMyHO/IeITINTIB — IPYIHN aBTO3AATBHIX 3aXBOPIO-
BaHb [28]. ABTO3amasTbHI 3aXBOPIOBAHHS BHHHKAIOTH HA TJI
reHeTUYHUX JeeKTiB OLIKIB, SIKi € HErATUBHUMME PEryJISITOPAMU
nporiecy 3anajients. Ha BiaMiHy Bit aBTOIMYHHUX XBOPOO, KOJIN
MAafoTh MicCIle TIOPYIIEHHS Yy CHCTeMi aJalTUBHOTO iMYHITETY,
ABTO3AIAJIbHI MPOIECH PO3BUBAIOTHCS MPHU MOPYIIEHHSX BPO-
Jukenoro imyHitery [18]. Haiibisibiin yacTim postBOM CepO3UTY
npu CCJI € NepUTOHIT, KIHIYHIM eKBIBAJIEHTOM SIKOTO € OiJib
y skuBoti. CimeliHa cepe/iseMHOMOPChKA JJMXOMaHKa Ma€ HaIlio-
HaJIbHY NPUHATIEKHICT — HauacTille 3aXBOPIOIOTH KUTEJI
Gaceiiny Cepe/I3eMHOr0 MOPSI, TIPOTE XBOPITU MOJKYTh [IPEICTAB-
HUKH YCiX eTHIYHUX IPyIl. B Ykpaini 3aXBOpIOBaHHS MAJIOBIJIO-
Me, HACJIIKOM YOTO € $oro misHs abo BiCYTHS AiarHOCTHKA.
Y niteparypi CCJI Brepie sragyersest y 1908 porti, kosin Jan-
eway Ta Mosenthal ormcamm perauBshy nrxoManky 3 60seM
y JKUBOTI y 6-piunoi eBpelichkoi aiBuniku [14]. Tepmin «mepio-
JIMYHA JTUXOMaHKay yrepiie 3actocyBaB Reimann y 1948 porri,
a B 1955 porti Sohar naB HasBy xBopoOi — «CimeliHa cepenzem-
HOMOpPCbKa JimxoMankay [14]. Ocratouno etiosorito CCJI pos-
rajiano y 1997 porti npu BusiBsieni gecdextHoro reta y 16-it xpo-
Mocomi [15]. XapaKTepHUM YCKIQJIHEHHSAM 3aXBOPIOBAHHS
€ aMiioizio3 Tuiy AA, 1110 3a BiZICyTHOCTI JTIKyBaHHSI TIPU3BOIUTD
JI0 PO3BUTKY XPOHiIUHOI HUPKOBOI HezocTaTHOoCTi. /1o 1972 poky,
KOJIM JIUIS JIIKYBaHHS rovasm 3actocoByBaty kouixitmH, CCJI
Gysa daranbhom. [TokazaHo, 110 KOJIXIIMH He TIJIbKU BILIMBAE
Ha CUMIITOME XBOPOOM, aJie if [OoNepe/Ky€e PO3BUTOK aMiIoi o3y
[27]. Kosxins — npeicTaBHUK TPOIOJIOHOBOTO PSijly, OCHOB-
HUI TIPe/ICTAaBHUK KOJIXIIIMHOBUX ajKajoifiB. IIpoTusamnanbia
JlisT TIpeTiapary TMoB'si3aHa i3 oro 3[aTHICTIO 3HIKYBATH Mirpa-
1110 JIEMKOINTIB Y BOTHUIIIE 3aMaJIeHHs Ta IPUTHIYEeHHSIM (haro-
IIUTO3Y MiKPOKPHUCTAJIB COJel ceuoBOi KUCIOTH. BUKOpHUCTOBY-
erbest st rikysanns nogarpu, CCJI ta xsopobu Bexuera.

Irmi Hassu CCJI — nepioguuna XBopo6a, 100posKicHUiT
MapOKCU3MATLHI TEPUTOHIT, XBopoba Pelimana, BipMeHChKa
XBOpoOa.

Y crarti naBeneni aBa kminiuni Bunagkun CCJI B ykpain-
CBKUX JIiTe€ll Ta KOPOTKUI i1 omuc.

Kniniunuii sunadox 1

Hisuunxa K., 4 p., zocnimanisosana 6 ingexyiino-oiaznoc-
muune 6iddinenns HACH «OXMAT/IUT> y xeimni 2010 poxy
31 ckapeamu na niosuwenns memnepamypu mira 0o 38—39°C
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xoacni 5—10 onie mpusaricmio 6id 3-x do 7-u Ouis, zenamo-
cnaenomezanii, anemito ma Gine y Jcueomi nio uac nanadie
JUXOMAHKU.

Y momenm nidsuwenns memnepamypu y Oumuny 3 ss6isuuch
MAAGICMb, OLb Y HCUBOMI, NPU NATGNAUE IOMIMATIOCH YuUjiivHe -
s NewinKu ma ceesinkuL, Hapocmaia amemis (pisenv 2emozioti-
ny suuicyeascst 00 60—70 z/1), pizko spocmanu rabopamopni
osnaxu sananenns: C-peaxmuenuil 6inox (0o 200 nz/n), IIIOE
(00 50 mm/200), nevikoyumos (15—40 I/n) i3 scysom Gopmyau
6160 (00 40% nanuuxosdeprux netimpodinia).

Y mixcnanadosuii nepiod cman dieuunxu 6ye nopyuLenum
He3HAUHO, N0BOOUNLACH 0060l AKMUBHO.

Hepunamanvnuii anamnes 6e3 ocobrusocmeti. Bamvku
disuunxu yxpainui. Xeopira Odisuunxa 6i0 napooxcenns.
Y eiyi 1,5 wmic. nepenecia canrbMonensbO3HUU CENCUC.
Houunarouu i3 3—4-micsunozo iy mypoysaiu SUWEONUCAHT
cxapeu, wo npussoouno 00 0ecamkie zocnimanizauii. 3a uac
X60p06U HEOOHOPA3060 (NPAKMUUHO NOCMITIHO) OMPUMYBANA
JKY8anmst anmubiomukamu matiice ycix zpyn, npome 6e3 x#oo-
Hoeo eexmy. Y eiyi 2,5 poxy diaznocmosano zicmioyumo3s
i3 kaimun Jlaneepeanca, nposoounocy 10z0 NPOMOKOIbHE
JKYBANHS NPOMSAZOM POKY — NOSUMUBHOL OUNAMIKU He
cnocmepizanocy. Hesnaune nonezmenns nepebizy nanadie
cnocmepizanoch npu yeeodenii 2110KoKOPmMuUKocmepoioie.

3a uac xeopobu Judepenyitina diaznocmuka nposooULach
i3 nepeurrumu imynodedivumamu, BLI-ingexuyicro, 6pyuervo-
30M, MYOEPKYALO30M, JCUUMANIOZ0M, THIUMU OakmepiaiviiL-
MU ineKyisimMu, BIPYCHUMU 2eNaAMUMAMU, CUCTIEMHUMU 30X60-
DI0BANHAMU CNONYYUHOT MKAHUNU, 3AXBOPIOBANHIMU CUCTNEMU
KpOBi, X80p06aMU HAKONUUEHISL.

Bepyuu do yeaeu paunniiic nouamox 3axeopro6anus,
CMePeomunticmy CUMNMOMIE 3AX60PIOBAHHSL, WO NOCMILIHO
NOBMOPIBANUCH TMA CYNPOBOOHCYBANUCH BUCOKUMU NOKA3-
HUKAMU 3aNALeHHS, BIOCYMHICMb NO3UMUEHOT OUHAMIKU NPU
JKY6aHHi anmubiomuxamu, XiMiOmepanesmuuHumMu npend-
pamamu, 2uOKoKopmukocmepoioamu, 6yio 3sanidospene
asmo3ananvie 3ax60pPI06amus.

Tenemuune obcmencenns nposedeno ¢ Imanii y wainiyi
m. Bpewis, Oe susigieno mymauino y zeni ceped3emMHomopcvkol
auxomanku [605G>A (+) 605G>A].

IIpusnaueno xonxivuu, npome 6ionosiov na npenapam 6yaia
naomo caabxoro. /[00amro6o npusHaweno anaxinpy — anmazo-
nicm inmepaeikinosux peyenmopis. Jlixyeanns npoeooumocsi
6 Imanii. Ha acanv, y danomy eunaoky mae micye Koixiyunpe-
ucmenmmna opma 3axeoplosanns, AKa 3YCMpiUaAemuvCs
Y meseaukoi xiwwkocmi nayienmis. Biomivaemocs nosumusna
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MMMYHOAOTIT/

Oounamixa — nepediz 3axX60PI06AHHS ICMOMHO AC2WUIL, NPOME
noeuicmio ycynmymu nanaou ne eoaemucs. Ocnosnum nedoi-
KOM JUKYBAHHS AHAKIHPOIO € BUCOKA 1020 BAPMICMb — MUCAUL
€8P0 UOMICSAUYSL.

Kniniunuii sunaoox 2

Hisuunxa /I., 10 p., zocnimanizosana y Kuiscoxuil micokuil
Oumsuuil yenmp KAiHiunoi imynorozii 0ns obcmedncenis
3 Mpusody zenamocnienomezanii ma nidospu na imynodegi-
yum. Cxapzu na nidsuwenms memnepamypu miia do 38—39°C
1 pas na 3—7 ouis, wo mpusaru npomsizom 1—2-x ouie, uacmi
eunadku 6mosanis ma diapei npu niOsuWEeHIT MeMnepamypu
mina, nepioouuno G, NPUNYXAICMY 20MLIKOBOCMONHUX CY20-
6is. Ilpu zocnimanizayii: zenamomezanisi (0o 3 cm 3-nio kpaiwo
pebepnoi dyeu), cnienomezanis (0o 2 cm 6i0nogiono), 36inn-
wennsa mimpamuunux 6ysaie y ecix epynax 6id 0,8 cm
00 1,5 cm, 6aidicmo wKipu ma cau3o8ux 000i0HOK.

Xeopina disuunka i3 1,5-piunozo 6iky, Koiu nOUaIU 6UHUKA-
mu enizodu 6UCOKOI memnepamypu miid, w0 4acmo cynposo-
0arcysanucy 6oaem y Hcusomi, 6u0BAnHIM ma Oiapeeio, inKoiu
MOHUIIMOM, APMPANZIEI0 Ul APMPUMOM BEIUKUX CY2100i6
(nepesasicno 20MiIKOBOCMONHUX) 34 MUNOM MOHOAPMPUMY,
monsunimom. Yacmo 6Ginv y scueomi 6y6 HACMILLKU BUPASHUM,
wo disuunxa nompebysaia Koncyivmauii xipypea. Y 6iyi
7 poxkis nposedeno anendexmomiio. IIpomsizom 3axeopiosaniis
giOMiuaIUCy CMilika cnienomezanis, nomipna anemis (pieni
2emozno6iny y mexcax 100 2/n). Enizo0u nuxomanxu 3 onucanu-
MU BUWE CUMNMOMAMU CYNPOBOOHYBANUCH AAOOPAMOPHUMU
NOKASHUKAMU 3aNaleHHs: NeuKouumos i3 3cyeom Gopmyau
aniso, nidsuwena IINIOE, sucoxuii CPB. Koau nanadu munanu,
disuunka nouyeanacy dobpe, ckape He Maid, MAKoHC HOPMAi-
3YBANUCH LAOOPAMOPHI NOKASHUKIL, 30 GUHIMKOM AHeMil 1e2K0-
20 cmynensi.

Taxuil nepebiz 3ax60pP106aHIS BUMAZAB YUCTEHHUX 20CHIMATE-
3auitl, nio Yac SKUX GUCIAGHSAIUCH HACMYNHI OlaZHO3U.: Hecneyu-
@iunuil supaskosuil Kouim, NOpmalvbia zinepmensis, XpoHiuHuil
zenamum, Heymounene CUCIeMHe 3aX80PI0BANHS CHOTYYHOT MKa-
HUNU, HeYMOUHeHUU Nepeuniull imynodegiyum, Xponiunuil
OeKOMNEHCOBANUTL TNOH3UIM, PEBMAMUYNA TUXOMANKA.

Iepunamanvnuil anamnes 6es ocobausocmeil. bamvio dis-
YUHKU BIPMEHUN, MAMU — YKPAIHKA.

Bpaxosyrouu nosmoprosanicmo cumnmomis na mii Kopom-
Kouacnux enizoois JUXOMAHKU, iX CMEepeomunuicmv, 6uUcoKi
NOKASHUKU 3aNaleHHsl Y Kposi, Oyio 3anidospene asmosandaiv-
ne saxsopiosanns. Kniniuni nposeu saxeopiosanns naibitue
KOPeno8au iz CUHOPOMOM NEPIOOUUNHOT IUXOMANKY 3 2inepimy-
noznobyainemicto D. Binvue mozo, y kposi diguunku maiu micue

E - S g

Pue. 1. YpaxeHH: LWKipy Npu CiMENHIN cepe3eMHOMOPCHKIl
NNXOMaHLi — «6eLumxonoioHa Bucunka»
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nideuweni pisni cuposamxosozo imynoziodyriny D (220 00/a
3a nopmu 0o 100 Od/n). Byno npusnaueno 6ionogione iixysan-
ns: nid vac nanadie auxomanku — 00Ho-, d6opasose 6/m yee-
Oennst npednizonony y 003i 1-2 me/xe/006y. Ha mni maxoi
mepanii nanadu manu snauno rezuuti nepediz, npome mpusa-
qicmo camux nanadie ma ix xinvkicmo ne aminrosanucy. Konu
nid uac uepz08020 enizo0y JUXOMAHKU MAMA NOGIOOMULA NPO
sucunanis, Habpsx y Oinsmui umox (max 36ana <«6euuxono-
Oibna sucunxa», puc. 1), anammnes saxeoprosans 6y we pas
nepeznanymuil.

Busisunocw, wo nio uac nposedenns anendexmomii anei-
oukc sanaienum He Oys, a MAJU MICUe O3HAKU NePUMOHimy
3a gidcymmocmi npuuunL, SKa 3mozia 6 1ozo noscrumu. Yepes
muicoeny Jiguunka nouara Ompumyeamu Koixiuun y 003i
1 mz2/000y. 3 yvozo uacy amaku x60podU BUHUKAOMY PIOKO —
3—4 pasu ua pix, ix nepebic ¢ neexum. /lo mozo x nanadu
BUNHUKAIOMb HA M Nponyckie nputiomy koaxiyuny. /liaznos
sepupixosano 6 Yeopusuni y eenemuuniii iabopamopii /leGpe-
yencvkozo ynisepcumemy 3a chpusinns npogecopa Jlacio
Mapodi (mymauyis 6 10-my exsoni eena MEFV — M694V).

Eninemiouiorisi Ta etiosorisi. CiMeiiHa cepe/IseMHOMOPCh-
Ka JIMXOMaHKa Ma€ aBTOCOMHO-PEIECUBHUI TUIT YCITa/IKyBaH-
HSI Ta MePeBaKHO ypaxkae skureniB Gaceiiny CepenzeMHOro
Mopst — apa0iB, TYPKiB, BipMeHiB, eBpeiB-cedapis Ta eBpeis-
amkenasi. [Tommpenicts CCJI cepes 3a3HaUeHUX HAI[IOHATb-
Hocteil kosmBaeThest Bix 1:150 o 1:10 000. Oxnak Bee 6inb-
1e 3'SIBJISIETHCST TOBIIOMIIEHD PO BUIAAKKA 3aXBOPIOBAHHS
cepejl IHIIMX ETHIYHUX IPYyIl, OCOOIUBO ITAJiiil[iB, IPEKIB,
anontis [8,10,13]. Y Cxingniit €Bporii, 3a HelaBHIMY JJaHUMHU,
yacrora Bunaakis CCJI cranoButs 6sm3bko 1:500 000 [26].

Tew, BifnoBigaabHUIl 32 PO3BUTOK XBOPOOU, 3HAXOMUTHCSI
Ha KOPOTKOMY Iiedi xpomocomu 16p13.3 (puc. 2), mosna-
yenuil sk MEFV (ME — mediterranean ta FV — fever).
IIposyKTOM 11b0T0 reHa € GIJIOK 1ipuH (MapeHOCTPHH), SIKHii
€KCITPECYETHCST MEPEBAKHO HA TPAHYJIONUTHX. Bimomo
288 myrariiit rena MEFV, arne neijjomo, 4t Bci BOHM BUKJIU-
katotb 3axsoptoBatus (http://fmf.igh.cnrs.fr/ISSAID /infe-
vers). Haituactimumu myrarisimu €: M964V, V726A, M694S,
M680I, E148Q. Ix snaxonars y 6;msbKo 2/3 xuresis baceii-
ny Cepe/zeMHOTO MOps, 1[0 € HOCISIMU T€HETHYHOI MYTallii.
Haiivacrime 3ycrpivaerbest myraiiisi M694V (metionin 3ami-
HeHni Ha BaTiH y Komoui 694) — 20—67% sumnanxkis [12].

Ten MEFV ckuanaerbes i3 10 ex3oHiB (Koayouux perio-
HiB). Exszonu 2 ta 10 € Haitbinbuimu Ta came y HUX CIIOCTepi-
raeTbCs HAWBUINE YMCJIO MYyTalliil. 3HAYHO pijiie MyTariii
BUHUKAOTH B ek3onax 3, 5 ta 9. Ilpu CCJI naituacrinmmmmn
myTtanigmu y reni MEFV € M694V (3amina metioniny
Ha BaJsin y komoni 694) Ta V726A (3amina Baniny Ha ajanin
y KOzIoHi 726), 1110 TIPOSIBISIETHCS Y TOPYIIEHHI CTPYKTYpH
npozyKTy reHa — Gisnka nipuny. Bepyuu o ysaru, o CCJI
Ma€ ayTOCOMHO-PEIeCUBHUN TUI YCIAAKyBAHHs, Js TOTO,
o6 3axXBOPIOBAHHS MPOABUJIOCH, HEOOXiAHi ABI MyTaii
MEFV. Biabluicth reHetndyHux JabopaTopiii MpoBOAUTH
CKPUHIHT Ha MyTallii B ex30Hi 10 i juiie y 1esikux — CKpUHIiHT
Ha myranito E184Q (3amina riyraminy Ha ruyTaMiHOBY
KucyaoTy y kozoni 184) B ex3omni 2 [22].

1 ‘ 2 - 3 4 5 ‘6 7 |8 |9 10 )
T -_l_-_i'l_i’l'r:

E1480 M680I M694V V726A
V694l

Mé6941

Pue. 2. CTpyKTypa reHa cimeiiHoi cepeHb03eMHOMOPCbKOI
JINXOMaHKMN
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Mexanism matorenezy CCJI octatouno He 3'sicoBaHUIL.
Aje 3a pesysbTaTaMU UNCJIEHHUX AOCTI/DKEHb BIiZIOMO, IO
nipuH (MapeHOCTPUH) BiJ[irpa€ y HbOMY KJIIOYOBY PpOJIb.
Y HOpMi TIpUH € HEraTHUBHUM pPETYJATOPOM 3allaJeHHS.
3 oiHOro GOKY, BiH iHTIOY€E ITI€pPEeTBOPEHHST HeaKTUBHOI (hopMu
npo-1JI-1B B axtuBHUil nposananbHuii 1urtokin I1JI-10,
a 3 IHIIOTO — TIiBUINYE aNoNTO3 3amMaabHUX Kiaitun [25].
3a HagBHOCTI MyTallii reHa, Koju TipuH abo aedeKkTHWi,
abo IIOBHICTIO BiZICYTHIl, 3amajieHHsi cTac HEKOHTPOJIbOBa-
HIM, IO TTPOSIBJISIETHCST Y BUTIISI TOCTPUX aTak XBOPOOU.

Kiniuni o3naku

Y nonazx 90% mnarienTis nepiini o3HaKu XBOpoOHU 3'sIBJIsI-
10THCST TPOTATOM Trepiux 20 pokiB &uUTTs, y 60% — TpoTsarom
nepumx 10 pokis sxutTs [14]. 3a3Buyail Haax XapakTepu3y-
€TbCA PAIITOBUM IIiJIBUIICHHAM TEMIIepaTypu Tija /10 BUCO-
Kux 1udp, mo rpusae Big 12 rogun 10 4-X i6 3 M0AANBIIOIO
IIBU/IKOIO PETpecieio CMMITOMIB. SIK TpaBmio, CUMITOMHU
3'SABJISIIOTHCST 0€3 JKOAHUX 11yCKOBUX (DAKTOPIB, mpoTe y jiesi-
KUX MAI[€HTIB Hamajy Moxe GYyTH CIPOBOKOBAHMM 3HAYHUM
(ismuHIM HaBaHTAKEHHSIM, €MOIIITHAM CTPecOM YW, Harlpu-
KJ1aj1, MeHcTpyartieo. licsst namamy HacTae «CBiT/IMil> iHTEpBA,
poTe HEPIAKO MaioTh Micie CyOKIIHIUHI 03HAKK CHCTEMHOT
3anasibHoil peakilii. YactoTa atak y NaIri€eHTiB HaJA3BUYANHO
pi3HOMAHITHA: BiJi OHOTO pa3y Ha THXK/CHD /IO OJHOTO Pasy
Ha Kigbka pokiB. HaBiTh y KOXHOTO OKpemoOro maiieHTa
Y4acTOTa aTak YIPOJAOBXK XBOPOOH MOKe 3MiHIOBATHCH.
Y TunoBomy BUIAJKY BHCOKY TEMIIEPATypy Tijla CyIpOBO-
JUKYE cepo3uT, 1o € BiduTHoio kapTroio CCJI [23]. IIpu CCJI
HANYaCTIINM IIPOSIBOM CEPO3UTY € MePUTOHIT. bisb y sKuBOTI
TPUBAJIICTIO BiJl OJHOTO O [BOX /HIB BHUHUKAE y IIOHAJ
95% naitienTiB. Bin Mose GyTH SIK JIOKQJIbHIM, TaK 1 TeHepai-
30BaHUM. Y 6araThOX BUIA/KAX TAKUM MAI[EHTAM 13 KITHIKOIO
TOCTPOTO JKMBOTA IMPOBOJIUJIOCH OTIEPATUBHE BTPYYAHHS
3 BUJIQJICHHAM HesallaJeHoro arenaukca. [Hkomu, BHACIIIOK
PEeIMINBHUX HAla/[iB CEPO3HOTO NEPUTOHITY, 3yCTPIYa€ThCS
371yKoBa XBopoba [23].

Hepiako y nporec 3amydaiorbes ii iHu ceposHi 060JI0H-
ku. Hampukiiaz, 0JHOCTOPOHHIH IIJIEBPUT 3yCTPIUA€ETHCS IPHU-
6sm3n0 y 40% mnanientis. Cunosit Bunukae y 50—-75% mnaii-
€HTIB Ta Tepebirac y BUIJSAI MOHOAPTPUTY i3 BHUITOTOM
Yy KOJIIHHWH, JIKTbOBUI, TTPOMEHEBO-3all SICTHUH UM iHIII
Besnki cyrio6u. [Ipore ypaskeHHst Cyri00iB HEPiAKO 0OMEKy-
€Tbcs apTpadrieto. llepukapaut € piIKicCHUM MPOSIBOM XBOPO-
6u — memte 1% [1]. YpakeHust mkipu 3a THIIOM GeluXoro-
ni6HOI BUCHTIKKM onucaHo y 7—40% mnauieHTis, U0 IHKOIM
norpebye audepeHiiHol giarnocTik i3 puermoHo. Takox
3aXBOPIOBAHHSA MOJKE IIPOSIBJSATUCH BY3JIMKOBUM TIOJTiapTepii-
toM, myprypoio [llenseiin—Ienoxa, opxiToMm, acenTUYHUM
MeHinritom Ta Mianriero [11]. IIpu nbomy osHaku apTpury,
apTPAJITIst Ta MiaJIrist Ie MOKYTh 3GepiraTuch mpoTsroM Tpu-
BAJIOTO Yacy IicJd NPUITMHEHHS HATIAJLY.

[Ipu CCJI naituacrime 3yctpidaerbes M694V /M694V-rewo-
tun. Hocii Takux mMyTaniil MaioTb paHHiil 104aTOK 3aXBOPIO-
BaHHS Ta BUCOKY 4acToTy apTputy [12].

Tpusanicts kutta nanientis i3 CCJI 6e3mnocepennbo
3aJI€KUTD Bijl BYaCHOTO Ta a/IeKBATHOTO JIIKYBaHH:, 1110 CKe-
poBaHe Ha TONEPE/KEHHS PO3BUTKY aMiloinosy, 30kpeMa
PO3BUTKY HUPKOBOI HEJIOCTATHOCTI.

JlaGopaTopHi 00CTeKEHHS

Jlaboparopni nposisu CCJI € necrnienudivnumm Ta Xapax-
TEPU3YIOThCS HASTBHICTIO MaPKEPiB 3a11aJbHOTO MTPOIIECY: JIeii-
KOITUTO3 i3 3cyBOM (hOPMYJIH BJIiBO Ta BUCOKI PiBHI TOCTPO-
(asnnx nokasnukis — Bucoki IIIOE, C-peaxtuBnii 6il0K,
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dibpunoren, C3 i C4 Giiku crCTEMH KOMILIEMEHTY, a TAKOXK
niziBuieHi piBui aminoiny A. [TIporeinypis, sik o3Haka amijio-
1103y, PO3BUBAETHCS MPOTSATOM HAraTbOX POKIB Biil MOMEHTY
3aXBOPIOBAHHS, IEPEBAKHO Y HEJIKOBAHUX MAI[EHTIB [4].

Iliarno3 ta audepeHiriiinuii 1iarnos

[1o 1998 poxky piarnoz CCJI rpyHTyBaBCs Juiie Ha KITiHiY-
HUX cumIrToMax. HasiBHICTb KOPOTKOTPUBAJIMX €11i3071iB JINXO-
MaHKH, 10 CYIPOBOKYIOTHCS 3alaeHHAM THX 4M 1HIITMX
CEPO3HUX ODOJIOHOK, PO3BUTOK aMisIOII03y HUPOK Ta BiAIO-
Bi/lb Ha JIIKYBaHHS1 KOJXIIIMHOM OyJIi OCHOBHUMU KPUTEPisAMU
]IS TIOCTAHOBKHM JliarHo3y. ETHiYHe MOXO/KEeHHS NallienTa Ta
ciMelHII aHaMHe3 MOKYTh JOMOMOTTH KJIHIIMCTY, TTPOTe ITi
o3Haku He € kimouoBumu y aiarHoctuiti CCJIL. [Iudepenttiii-
HUil AiarHo3 BKJIOYa€ (BYHKUIOHAJIBHUI Oiib y JKUBOTI,
CUHJIPOM TIOZIPA3HEHOT0 KUIIEYHWKY, PElUIUBHI iH(PEeKIiiHi
3aXBOPIOBAHHS Y JIiTEH, 3aXBOPIOBAHHS CUCTEMH KPOBi, aBTOi-
MYHHI 3aXBOPIOBaHHSsI, TOCTPY Xipypriuny matosorito, ¢pidpo-
MiaJITiio, @ TaKOXK 3aXBOPIOBAHHS, IO CYNPOBOKYIOTHCS
[EPIOJINYHOIO JIMXOMAHKOIO: CUH/IPOM HEPiOJNYHOI JIHXO-
MaHk# i3 rinepimynorsmobymainemicio D (HIDS), cummpom
TIePiOZINYHOT JIMXOMAHKH, aCOIHOBAHMUI i3 perienTopoM (hakTopy
Hekpoay nyxiuH (TRAPS), cunapom nepioiyHoi JIMXoMaHKy,
aTo3HOr0 CTOMATHUTY, MIMHHOI ajzenonatii ta dapunrity
(PFAPA)*, inmmMu aBTO3amaibHUMI 3aXBOPIOBAHHIMMU.

Jlns piarnoctiku CCJI GyJiu 3aIpoIIOHOBaHi PisHOMaHITHI
KpuTepii, mpoTe HAOIIbILY TOMYJISAPHICTS 3100y/u KpuTepii
Livhen, 1110 rpyHTYIOTbCS Ha CTaTUCTHYHIN g0CTOBIpHOCTI [7].

Kpumepii Livhen

Benuxi xpumepii

Tumnosi arakn (>3 oxHakoBi Mik co6or0, TeMrepaTypa Tija
> 38°C, tpuBasticTp ataku 12—72 TomuHmn), Mo CyTPOBO/IKYIOTHCS:
TIEPUTOHITOM;
1JIeBPUTOM (OIHOCTOPOHHIM) UM IT€PUKAPAUTOM;
MOHOAPTPUTOM (CTErHO, KOJIHO, KiCTOUKA);
i30J1bOBAHA rapsiyKa.

Mani kpumepii

1. HertoBni ataku (TUITOBI aTaky 3 HACTYITHUMU OJTHUM Y1
nBoma BuHATKaMM: 1) Temmepatypa tisa <38°C; 2) TpuBaioTh
6—12 roguu abo 3—7 aHiB; 3) BifCyTHI O3HAKY [IEPUTOHITY 3a
HASsIBHOCTI GOJIIO Y JKUBOTI; 4) JIOKaIi30BaHuil Gijib Y JKUBOTI;
5) apTpuT iHIIUX cyrI06iB, HisK CTErHO, KOJIHO Y1 KiCTOYKa)
1pU 3a/TydeHHi OAHi€l un Gisiblie YacTuH Tija:

® KUBIT,

e Tpy/HA KJITKa;

e cyryob.

2. Binp y norax npu HeaHauHOMY (hisMUHOMY HAaBaHTAKEHHI.

3. Xopolia BiilIOBi/ib HA JIKYBaHHS KOJXIIHHOM.

Jodamxogi kpumepii:

sunagxku CCJI y poamuis;

Bi/ITIOBi/IHA €THIYHA TPUHAJIEKHICTh;

110YaTOK 3aXBOPIOBaHHSA Y Billi 710 20 POKiB;

araka BajKKa, BKJIAJIA€ XBOPOTO Y JIi’KKO;

CITOHTAHHA PEMICisI CUMIITOMIB;

Y MI>KHAIIQJIOBUH TIE€Pioji CHMIITOMH BiJICYTHI;

TpaH3UTOPHA 3alla/JbHa BiAOBiAb i3 0HUM 41 Gisbine

JabopaTOPHUM TIOKA3HUKOM 3alajeHHs: JeHKOIUTO3,

migsumiena IIIOE, cupoBarkosuii amimoig A, miz-

BullleHi piBHi (HiGpUHOTEHY TOIIIO;

®  eIi30/UYHA IPOTEIHYPist/TeMaTypis;

®  «CTEPWJIbHUI TIEPUTOHIT» NpH JanapoTomii i3/6e3
BU/IAJICHHST He3aIaJeHoro aleHInKCa,;

® KPOBHA CHOPITHEHICTh POANYIB.
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s nocmanosxu xaininnoezo diaznosy CCJI neo6xiono:
>1 eeauxux xpumepiie abo >2 manux xpumepiie, aoo
1 manuil xpumepiii ma >5 dodamxogux xpumepiis, a6o
1 manuii kpumepii ma 4 3 5 nepwux dooamrxosux kpumepiis.

JlikyBaHHS

Meroio sikysanns CCJI € 6opoTbba i3 rocTpuMu aTakamMu
XBOPOOM, YCYHEHHsI HalajiB Ta CHCTEMHOTO 3arajeHHst
i ToTepe/isKeHHsT aMisioifo3y. Koaxinme € mpemapatom Bu-
6opy, 3acTOCOBYEThCs i3 mouyarky 70-X POKiB Ta joci Hes-
Mminuuit st rikysanbst narientis i3 CCJI [5]. Bin € Bucoko-
eeKTUBHUM SIK JIJIsT TIONIEPE/KEHHST aTak XBOPOOH, TaK i JUist
notepe/yKeHHs po3BUTKY aminoinody [6]. IMokpamanus
CTaHy HAI[iEHTIB Ha TJI JIKYBaHHS KOJIXII[HHOM BUKOPHUCTO-
By€ThC K piarnoctuanuii kpurtepiit npu CCJI. Oxnak ontu-
MaJbHOI /103U KOJIXIIIMHY i [0Ci He BCTAHOBJIEHO. Y iTell KOJI-
XiluH 1pusHavaeTbes y 1031 0,02—0,03 Mr/kr/mnody, makcu-
MasibHa 1060Ba 103a — 2 Mr/n00y 3a 1-2 npuiiomu [16]. Joc-
JIJIPKEHHS 1TOKA3yI0Th, 10 PAKTUYHO II0BHA PEMICisl CHMIITO-
MiB Hacta€ y 2/3 MaIli€HTiB IUTSYOTO BiKy, 4acTKOBA —
y 1/3. PesucrenTHICTD /10 JIKYBaHHS KOJXIIIMHOM CIIOCTepi-
raetbes e y 5—10% sunanxkis [3,20,21]. JlikyBanust Koj-
XIIMHOM € JIOBIYHUM 1 He 3aJesKUTh Bifl Ba)KKOCTI XBOpPOOH,
YACTOTH aTaK Ta MIBUAKOCTI PO3BUTKY aMiJOiI03Y.

EdektnHi 3aX0/11 111010 JIKYBaHHS TOCTPUX aTaK XBOPO-
OU IIPAKTUYHO BiCYTHI. 3aCTOCYBaHHSI IaPAllETAMOJLY, HECTe-
POIZHUX MPOTHU3ANANBHIX 3aC00IB, TJIOKOKOPTUKOCTEPOIIiB
Ta CYyBOPUH JIZKKOBHIT PEsKIUM MATOTh JIATIE CIabKUi Teparnes-
tnuynuii edexr [2,9].

Ha pasi anprepHaTtuBHe JiKyBaHHS KOJIXIITMHPE3UCTEHT-
nwux Bunajakis CCJI npaktuyno BizicyTHe. Bemuki vasii nokia-
JIAT0THCsT Ha GiosioTiuHe MpoTH3anaibHe JiKYBaHHST — 3aCTOCY-
BaHHSA AHTUIMTOKIHOBHUX MpemnapatiB. XOpOomry IONepesHio
e(eKTUBHICTb MMOKa3ylOTh aHaKiHpa (AHTArOHICT PElenTOpiB
11-1), kanakinymab (MoHOKIOHANBHI aHTHTIIA 10 1-1 B), pimno-
marent (inribitop I1-1) Ta eraneprent (67g0Katop (akropy
Hekposy myxinH) [19,24]. IIpore JiKyBaHHS KOJIXIIIMHOM CJIi/T
IIPO/IOBIKYBATH HABITH Y KOJIXIIIMHPE3UCTEHTHUX BUTIA/IKAX.

OGroBopenust

Cimeilina cepea3zeMHOMOPChKA JIMXOMaHKa — piKicHe
3aXBOPIOBAHHS, 1110 MOKe T1epebiraTy miji Mackow iHbeKIiii-
HOTO, aBTOIMYHHOTO, XipypriuHOro, OHKOJIOTiYHOTO UM reMa-
ToJIOTiYHOTO 3axBopioBanis. CborojfHi BOHO BijHECEHO [0
NepBUHHUX iMyHOMedIUTIB (rpyra aBTO3aMaJbHUX 3aXBO-
PIOBaHb), SIKi IPOSIBJISAIOTHCS TOPYIIEHUM MeXaHi3MOM pery-
JIAIM1 3anaenns. ABTo3amayibii 3aXBOpIoBaHis (CUHOHIM —

JIITEPATYPA

«CHUHIPOMY TIEPiOAIMYHOI IMXOMAHKN» ) € BITHOCHO «<HOBUMU»,
OCKIJIBKY iX JIIarHOCTUKA CTajla MOYKJIMBOIW Jiuiiie GJIU3bKO
20 pokiB TOMY, KoJi¥ OyJiu BiZIKPUTI HepIili reHeTUYHI MyTaltii.
Cepejt ycixX CUHIPOMIB TTepPioIMYHOI TUXOMAHKU HaituacTiie
gyctpivaerbest CCJI, Tomy 3a mio3pm Ha aBTO3aMajbHe
3axBopioBanHsa CCJI € mepmmM 3aXBOPIOBaHHSM, SIKE CJIiJL
Buksiountt. OCKiJIbKM TeHeTUYHa J/iarHOCTUKAa B YKpaii
HOKHU [0 HAATO YTPyAHeHa (MOKJMBA Juiie y HebaraTbox
KOMEpIIHHKUX J1abopaTopisx, Juiie okpeMi MmyTailii, oOcTe-
JKeHHSI € BHUCOBapTICHUM), 3 JIIaTHOCTUYHOIO METOIO CJIi[T
3aCTOCOBYBaTH KOJXinuH (JiKyBaHHs ex juvantibus, mio
€ manuMm Kputepiem piaraoctuku CCJI), ToMy 110 Xopomuuit
TepareBTHUHUI edekT crocrepiraeTbest y 6auszbko 90%
MAIEHTIB — 3HUKHEHHS, 3HUKEHHS YaCcTOTH Ta Ba)KKOCTI
cumnromiB xsopobu, a CCJI € uu He €IMHUM 3aXBOPIOBAH-
HSIM, sIKe J00pe MiAaeThes JTIKYBAHHIO KOJIXIIUHOM (OKpiM
nogarpu ta xsopobu bexuera). Bigomo, mo 10% narientis
€ PE3UCTEHTHNUMHU /IO TAKOTO JIKYBaHHS, TOMY KOJIXIIIMH CJIiJ
OpUiiMaTh 0T, JIOKU AiarHo3 He Gyjie MOBHICTIO CIIPOCTOBA-
Ho. CJtij| 3a3HAYNTH, 1110 HAIIEHTH i3 aBTO3ANAILHUMU 3aXBO-
PIOBaHHIAMM PiIKO XBOPIIOTH Ha iH(eKIiiTHI xBopoOou. Husbka
HACTOPOJKEHICTH JIiKapiB 3 MPHUBOMY [AHOI MATOJOTIi MPH3-
Haiibinbine ypaskeni sxurteni Gaceiiny CepenzeMHOro Mops,
BOHA MO’Ke 3yCTPiuaTUCh y TPEACTABHUKIB YCiX HAI[IOHATBbHO-
cTell. 3a HalCKPOMHITINMU TiipaXyHKaMH, B YKpaiHi TTOBUH-
HO HaJiuyBaTuCh OJU3bKO KiJIBKOX [ECATKIB MAIi€HTIB
i3 CCJIL. Cporoani HarioHaabHa MPUHAIEKHICTH HEe BXOIUTD
Hi /10 BEJINKUX, Hi 0 MATUX KPUTEPIiB A1arHOCTUKH 3aXBOPIO-
BaHHS, a € JINIIe TOTIOMIXKHIM KpuTepieM. Yum piztie 3ycTpi-
YAEThCS MYTAllisl, THM Ba)KYMM MOXKE BUSABUTUCH (heHOTHIT
xBopobu [17,29]. IIpukaanom 1poro € namienrka K.

Y nepiromy KITiHIYHOMY BUTAJKY iaTHO3 3aMi3HUBCS HA
3,5 poky, y aipyromy — Ha 8,5 poky. Lle npussesio 10 HenoTpi6-
HUX TOCHiTasli3aliil, pisSHOMaHITHUX MaHINysAniil (y Ttomy
YHCJI XIpYPriyHUX — areHJAeKTOMIs), 06CTeKEHb, JTiKyBaHHs
(sIK, HANIPUKJIAM, TPOTOKOJIbHE JIKyBaHHS TiCTIOMUTO3Y TPO-
TSTOM POKY) Ta BUTPAYeHUX OIOKETHUX Ta OGATbKIBCHKUX
xomTiB. JIiKyBaHHSA KOJIXIIMHOM Ha/A3BUYAllHO BaxKJIUBE
i 3 TOYKM 30py HONEPEeKEHHS PO3BUTKY TAKOTO IPiZHOTO
YCKJIQJHEHHS, K aMijoifo3, M0 3 4YacOM IPHU3BOIUTDL [0
XPOHIYHOI HIPKOBOI HETOCTATHOCTI.

[TizBozsun TACYMOK, Iife pa3 TOTPIOHO HATOJIOCHTH, IO
CCJI, a Takox iHIIT aBTO3AMATbHI 3aXBOPIOBAHHS, CJTiJl 3aITi/103-
PHUTH Y BUIIQJKY HOBTOPHUX <«CTEPEOTHITHUX» €ITi30/1iB BUCOKOI
JIMXOMAHKH Ta CEPO3KTY i3 KJHIYHIMMU Ta JaGOPaTOPHUMU O3HA-
KaMM 3allajleHHs, 2 TaKoK 3a HaABHOCTI TaK 3BAHUX <«CBITJINX»
ab0 BIIIHOCHO «CBITJINX» TIPOMIZKKIB Y MiKHAIIAJOBUI TIEPIO]L.
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CemeiiHasa cpean3eMHOMOpPCKasa IMxopagka

J1N. Yepunwosa, AI1. Bonoxa, H0.C. Crenanosckmii, P.B. MoctoseHko, /.B. inywesckas, 0.B. [mHka, A1.E. boiiko

HauunoHanbHasa MeguumHckas akagemMmst nocneamnioMHoro oépasosanus um. M.J1. LLynuka, r. Knes, YkpavHa

HauvoHanbHasa netckas crneuvannavpoBaHHas 6onbHuua «OXMATLET», r. Kues, YkpavHa

3anagHoyKpanHCKWUA LLeHTP AeTCKOM UMMYHOMI0Mru, T.

CemeitHas cpegu3emHomopckas nuxopagka (CCJ1) — BpoXxaeHHOe ayToBOCNanuTeNbHOE 3a60/1eBaHNe, KOTOPOE XapaKTepruanpyeTcs aNU304amu MxopagKn
1 BOCManeHns cepo3Hbix 060no4ek. CemeiiHas cpean3eMHOMOPCKas NMXopajKa Yalle BCero nopaxaet Xuteneit 6acceiiHa Cpeam3eMHOro Mopsi — eBpees,
apMsH, TYpoK 1 apabos. [narHocTuka 3a60neBaHus [JOCTATOYHO CNOXHASA, Ero TEYEHWNE HANMOMUHAET ayTOMMMYHHbIE, H(DEKLMOHHbIE, OHKONOrNYECKNe 1
meTabonuyeckue 3abonesanns. CemennHasa cpean3eMHOMOPCKAs NNXOPaJKa 3HAYUTENbHO YXYALIAET Ka4eCTBO XKU3HN NAUNEHTOB U UX poguTeneit. Mo3gHas
anarHocTuka GCJT nnn ee oTcyTCTBUE BAEKYT 32 COO0I pa3BuTie aMinIong03a U MOYEYHON HeJ0CTaTO4HOCTU.

KnioyeBble cnosa: cemeliHas CpeAn3eMHOMOPCKas NUXopaaKa, Cepo3nT, BOCNaneHue, KONXULmH.
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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

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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fiHyweBckaa Japbsa BauecnaBoBHa — Bpay MHPEKLMOHHO-60KkcMpoBaHHoro otaenexnma HOCE «OXMATAET».

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

Manka O.B. - 3anagHoyKpanHCKWiA cneumann3poBaHHbIin OETCKUI LEHTP UMMYHOMOMMN.

Appec: r. JleBoB, yn. JHuctepckas, 27

Boiiko puHa EBreHbeBHa — K.Mefl.H., A0L,., AETCKMA UMMYHOJION, AETCKNA peBMaTOoor 3anaaHoykpamHCKOro
cneunanM3anpoBaHHOro A4eTCKOro LeHTpa uMmMmyHonorun. Agpec: r. JIbBoB, yn. AHuctepckas, 27; ten. (032) 270-85-94.

Crtartbsi noctynuna B pegakumio 16.02.2015 .
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