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Pesiome

B 0630pHO# CTATbE NPEACTABAEHbI COBPEMEHHbIE NPEACTABAEHUS
O reHeTU4eCKUX U KAMHNYECKMX aCNeKTax NpobAeMbl CeMeHHOM
cpeAu3zeMHOMOPCKoi Auxopdaku (CCA), Ha3biBaeMo# paHee (nepu-
0AMYECKOM GOAE3HbION M ABASIIOLLLENCS CAOMOM HACTOM hOopMOi ayTo-
BOCMAANUTEAbHbIX CHUHAPOMOB. BboAbLLIOE BHUMAHME YA€AEHO NaTorex-
HbIM MyTaumam reHa MEFV, accounmpoBaHHbIM C MaHUGecTaunen
U TAXKeCTbIo NposBAeHui CCA. AGHA XapaKTePUCTUKA KAMHMYECKHX
nposBA€HMI 3060A€BAHMS, AMATHOCTUYECKHUX KPUTEPHUEB, MPUMEHSE-
MbIX Y A€TEH M B3POCAbIX,  TAK)KE KAQCCUGPUKALIMOHHBIX KOUTEPUEB
Eurofever / PRINTO (2019), BKAIOYQIOLLUX reHETUYECKME MAPKEPbI
B KQyecTBe OCHOBHoOro npusHaka CCA. B paboTe npuBeAeHbl peKo-
MmeHAaumun EULAR (2016) no Beaenuio naumneHTos ¢ CCA ¢ aHaAM3OM
OCHOBHbIX MOAOXXEHHI MO TPAAULMOHHOM TEepPAn1H C NPUMEHEHHEM
KOAXULUMHA U AAbTEPHATHUBHbIX NPENnApPAaToB U3 rpynnbl MHI'M6MTOPOB
WUA-1. AQH KPATKMI AHAAN3 PE3YABTATOB KAMHUYECKMX HOBAIOAEHUH
M PAHAOMMU3UPOBAHHbIX MCCAeAOBOHMﬁ, AEMOHCTPHUPYIOLLNX BbICO-
Kylo 3¢pheKTUBHOCTb U 6€30MACHOCTb KAHAKMHYMA6d B Ae4eHuU
pe3ucTeHTHbIx popm CCA M BTOPUYHOTO AMMAOMAO3A MOYEK.

KAatoueBble cAOBQ: ceMenHas CpeAu3IeMHOMOPCKAN AMXOPAAKQ,
reH MEFV, ayToBocnaAuTeAbHbl€ CUHAPOMBI, AMMAOUAO3, KOA-
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Summary

In the presented article contemporary conceptions
of genetics and clinical aspects of familial Mediter-
ranean fever (FMF) used to termed ‘Periodic disease’
and being the commonest form of autoinflammatory
syndrome have been discussed. Great attention is
paid to gen MEFV pathogenic mutations, which are
associated with sever FMF clinical manifestation.
FMF characteristic clinical picture, criteria for diag-
nosis in children and adults as well as classification
criteria Eurofever / PRINTO (2019) for FMF, consider-
ing genetic marker as major criterion, have been
presented. Management of FMF according to EULAR
recommendations (2016) based on traditional use
of colchicine and alternative treatment with IL-1
inhibitors is analyzed. Brief review of clinical data
and results of randomized trials have demonstrated
high efficacy and safety of canakinumab in resistant
FMF as well as in secondary amyloidosis treatment.

Key words: familial Mediterranean fever, MEFV gen,
autoinflammatory syndrome, amyloidosis, colchi-
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XMULMH, KAHOKUHYMQA6.

Beenenne

CewmeilHas cpejU3eMHOMOPCKAs JIUXO0-
panka (CCJI), Ha3pIBaeMasi paHee «IepHo-
JIMYEeCKOl OOJIE3HBI0Y», OTHOCUTCSI K TPYII-
e 3a00J1eBaHmil, KiaccupUIUPyEeMbIX
KaK ayTOBOCIIAJIUTEIILHBIE CHHAPOMBI
1 XapaKTepPHU3YIOIIMXCsI CHCTEMHBIM BOC-
TIaJIeHHEeM B OTCYTCTBHE ay TOMMMYHHBIX
peaximii [ 18]. CCJI mpencrapiser coboit
CaMyIo 4acTyro popMy ayTOBOCTIAJIUTEIIb-
HBIX CHHPOMOB, OHa IOpa)kaeT Mpeu-
MYIIECTBEHHO T€ 3THUUECKHUE I'PYIIIIHI,
MIPOMCXOXKICHNE KOTOPBIX OIPaHUYEHO
Boctounsmv CpennzemaomopseM. CCJI
OTHOCHUTCSI C MOHOTEHHBIM 3a00JIeBaHHSIM
C ayTOCOMHO-PEIIECCHBHBIM THIIOM HacJie-
nosaxus. B 1997 rony Obiia ycraHOBIIEHA
CBA3b MEXy MyTauusmu resa MEFV

cine, canakinumab.

(marenostrin-encoding fever), pacmono-
JKEHHOTIo B 16-# XpoMocoMe, U pa3BUTH-
em CCJI [4, 15].

Ocobernocthio peroruna CCJII, kak
U IPYTUX NEPUOANYECKHX CHHIPOMOB,
SIBJISIIOTCS SMM30/IbI JIMXOPAIKH, COYeTa-
IOIINECs C MPU3HAKaMH OJIMCEPO3NUTa
("arme acenTHYECKOro NEPUTOHNTA U [WITH |
IUIEBPUTA) ¥ MOBBIIIEHUEM 0CTpoda3o-
BBIX MapKepoB BocrasieHust. Kimmauaeckue
nposieiierust CCJI o6ycnoieHs! GHoso-
ruaeckuMu dddexTamu nmiprHa — Oernka,
koxupyemoro redoM MEFV. MyTtupoBaH-
HBI TUPUH BBI3BIBACT yCUJICHHBIN BOC-
HaJIUTENBHBIN OTBET, peain3yeMbIii HHTEp-
neiikuaom-1 (MJI-1). Cnenyer oTMETHTB,
4TO, HApsLy C AMM30aMH THIIMYHBIX JINO0
arunyHbIX atak CCJI, BO3MOXKHO CyOKIIH-

HHYECKOE TeYCHHE 3a00IIeBaHMs, KOTOPOE,
KaK ¥ MaHU(ECTHBIC (POPMBL, MOXKET MPH-
BECTH K HanboJ1ee THKENIOMY OCIIOKHEHUIO
CCJI - AA-amusnonziosy, ONpenessomeMy
HPOTHO3 ISl KU3HU Yy JIUI] C 3TUM ayTOBO-
CHaJIUTENbHBIM CUHIPOMOM [2].

B Hacros1ee BpeMs yCTaHOBIIECHO,
yto TskecTh Teuenuss CCJII, octpora
KIIMHAYECKOH MaHU(ECTAIUU U PUCK
pa3BUTHUS BTOPUYHOTO aMHUJIOUI03a
B 3HAUYUTEIbHOM CTENEHU 3aBUCIT
OT F'€HOTHIIa MallueHTa, BUJa MMaTo-
reHHsIx myTtanuit MEFV. Bonee Toro,
MIOKa3aHo, YTO HaJIM4YKe HeOJiaronpu-
SITHBIX BapHaHTOB MyTauuit MEFV
aCCOLIMMPOBAHO C HEAOCTATOYHBIM OT-
BETOM MAalMEHTOB Ha TPAJULIMOHHYIO
Tepanuio KONXUIKUHOM. C yuyeToM poiu
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Tabamua 1

YacToTa o6HAPY>XEeHUS MYTALMIA CPEAM AULL COOTBETCTBYIOLUMX HOLMOHAABHOCTEN

NonyAsuns YacToTa HOCUTEALCTBA
ApMaHe 1:5
Typku 1:5
EBpeH-aLukeHasn 1:4,5
EBpen-HeaLukeHasmn 1:3,5
Apabbl 1:4,3

CCbIAKG HO UCTOYHUK
CapkucsH T.P. u ap., 2007
Bakkaloglu A., 2003
Stoffman N. et al., 2000

Stoffman N. et al., 2000:
Sharkia R. et al., 2013

Sharkia R. et al., 2013

Tabamua 2

MpeanoAaraemas pacnpocTpaHeHHocTs CCA cpeau HaceAeHus lOra Poccum

CErEr Y1ucAeHHOCTb
HOCEAEHMS, HeA.
ACTpPOXaHCKQs 0BACCTb 1017514
Aabires pecnybamnka 454762
BoArorpaackas o6AaCTb 2521276
AarectaH 3063885
KabapamHo-baakapms 865828
KpacHoaapckuit kpai 5603420
Kapayaeso-Hepkeccus 466305
CapatoBckas 06AaCTb 2462950
CesepHas Ocetns — 701765
AACQHUSA
CTOBPOMOALCKMIA KPAM 2803573
PoctoBckas 06AACTb 4220452

NJI-1 B peanu3anuu ayToBOCHAICHUS
pu CCJI B mocneaHue ok pa3pado-
TaHbl AJIBTEPHATUBHBIE MTOAXOJIBI K Te-
panuu ¢ BKIFOYCHUEM WHTHOUTOPOB
WNJI-1 u apyrux aHTUUUTOKUHOBBIX
CpEJICTB, MO3BOJSIOMHUX JOOUTHCS
0oJiee MPOIOIKUTEILHON PEMHUCCHH
U YMEHBIIUTH PUCK Pa3BUTHUS aMUJIO-
na03a noyex [8].

Smuaemuonorusa CCJI

Xotsa enunnynbie ciyuau CCJI
PETUCTPUPYIOTCS Y MpeICcCTaBUTENICH
Pa3HBIX 3THHYECKUX TPYIII, 3TO 3a00-
JIeBaHUE MPEUMYILECTBEHHO MOPAXKAET
MOTYJISIIIMY OJMKHEBOCTOYHOTO ITPOUC-
XOXKJIEHUS, HCTOPUYECKU HACEIISIIOIINE
tepputopuu Boctounoro Cpeauzem-
HOMOpBSI,— apaboB, TypPKOB, CBPECB,
apMsiH, TPEKOB, UTAJIbSIHIIEB, UPAHIIEB,
9THUUYECKUX €BpPEEB, MPOXKUBAIOIIUX
B CeBepHoii Appuke, EBpone (eBpeu-
cedapabl, pexe eBpeH-alIKeHa3H).
C ydeToM HapacTawlleil MUrpauuu
HACeJICHUS B TIOCJICAHUE JCCITUIICTHS,
CIIeLHATMCTaMU OTMEYAETCSl POCT YHC-
na ciyyaeB CCJI B cTpaHax, HaJIeKux
ot peruoHa CpeaIu3eMHOMOPBS, B 4aCT-
"Hoctu B CIIIA. Tak, B cnenuaiusu-
POBAaHHOM LEHTPE MO JUATHOCTHUKE
n neuennto CCJI npu Kanudophnii-

HauMoHaAbHbIN MpeanoAaraemoe
cocTaB (apmsiHe, YUCAO NALLMEHTOB
a3ep6anAXAHLLbI, TYPKH) c FMF
13600 28
17026 34
47 500 95
136112 273
21030 (BkA. 13965 TypKoB) 42
300400 601
19967 40
43409 87
35546 71
171805 344
164500 329

ckoM yHuBepcurere B Jloc-AHxelnece
HaOmonarotcst 6oee 700 manueHToOB
¢ 3TuM 3aboneBanuem [20].

Bwmecre ¢ TeM «HECpenIn3eMHOMOD-
CKOE» MPOUCXOXKICHUE MTAlIUeHTa HE UC-
kirogaeT nuarno3a CCJL. boree toro,
ONUCAHEI CIyYad C THITUYHOU KITMHU-
yeckoil kaprunoit CCJI y nun, uieHTu-
(hUIIPYEMBIX KaK «YUCTHIC» SIOHIIEI,
KuTalnel, eBponeinsl. [To fanHbIM
Ben-Chetrit & Touitou [7], perucrpu-
pyemas B sinoHckoi nonynsaauu CCJI,
XapakTepu3ylascs TeHOTUIIaMu
M6941 u E148Q), siBnsieTcs clieicTBHEM
MUTPALUUA HOCUTEJIEH MaTOTeHHBIX MY-
tauuit MEFV u3 Typuun no Benukomy
LIEJIKOBOMY ITYTH.

Onuaemuonorusi CCJI cs3ana ¢ Ho-
cuTenscTBOM reHa MEFV B pa3HBIX MO-
mynsanusx. Kak crnenyer u3 npeacrabieH-
HBIX B mabnuye | TaHHBIX, 9acTOTa O0HA-
PY’KEHHUSI MyTalUil 3TOrO I'eHa JOCTUraeT
20-25 % cpenu Ul COOTBETCTBYOLINX
HalMoHaJbHOCTEH. UTO KacaeTcs pac-
npoctpaneHHoctd CCJI B PO, To B cBsizu
C OTCYTCTBHUEM MOMYJSLUOHHBIX HCCIIe-
JIOBaHUN U HEJOCTATOUHO MOJIHBIM CTa-
TUCTUYECKUM Y4E€TOM MOKHO TOBOPUTH
0 pacueTHBIX nuppax, 0a3HPYOMIUXCT
Ha YUCJIEHHOCTH LEJIEBOr0 KOHTUHT€HTa
B peruoHax P® u cpeaHux nokaszarensx

yacToTsl peructpanuu CCJI B yka3aH-
HBIX 9THUYECKUX Tpymmax. B mabnuye
2 npuBeJEHbI JaHHbIE 110 NIpeAIonarae-
Mol pacnpoctpanenHoctu CCJI cpeau
HaceneHus lOra Poccun. Kak crnenyer
13 IPEJICTaBIEHHOIO aHaN3a, YUCIIO
MalKEeHTOB B I0KHBIX peruoHax Pd
MOXXET OBITH OOJIee THICSYH, a B IIEJIOM
o P® — 6onee 3 Thicsau. be3ycnosHo,
JU1sl IOJy4Y€HUs JOCTOBEPHBIX I0Ka3a-
TeJiel UICTUHHOM paclpoCTPaHEHHOCTU
CCJI HeoOX0qMMO MpOBEIEHUE MOJIe-
KyJISIpHO-T€HETUYECKOTO TECTUPOBAHUS
TPYIII pUCKa.

Itnosorus CCJI

B HacTos1ee Bpems 10Ka3aHo, 4TO
passutue CCJI 00ycrnoBneHO MyTaIusIMu
reHa MEFV, KomApyOIIEero CHHTE3 Oeka
MUPUHA WM MapeHOCTpHHA (CHHOHUM
MUPHHA). DTOT TeH, JIOKAJIN30BaHHbIH
B xpoMmocoMe 16.p13.3, cocrout u3 10
9k30HOB. Kak cienyer u3 pesynsraroB
MOJIEKYJIIPHO-TEHETUYECKOTO aHAIN3a,
y mur ¢ CCJI yamie perucTpupyroTcst My-
taiuu B 10-M sk30He MEFV, npuuem
BbI/IETICHBI HanboJiee 3HaYnMBbIe MaTo-
TeHHbIE MyTalllH (MX JICBATh) U MyTallix
HEONpeIeJICHHOTO 3HaYeHHs (UX IISITh).
K naroreHHsIM MyTanusM OTHOCSITCS
M694V, M6941, M6801, V726A, R761H,
A7448,1692del, E167D, T2671, Torma kak
BapUaHTaMH HEYCTaHOBJIEHHOTO 3Haye-
Hus sBisioTest E148Q, K695R, P3968S,
F479L, I591T. Kak noka3sIBaroT pe3yib-
TaTbl MOJIEKY/SIPHO-TEHETUYECKOTO aHa-
nu3a, camas yactast MmyTtanus — M694YV,
ompesenseMas B MOMYIALUAX apMsH, Typ-
KOB, apa0oB 1 eBpeeB. Bropast 1o yactore
MyTalus B TypEeLKOH MOMysILUU — 3TO
M6801, a y apMsH, apaboB 1 eBpeeB —
V726A. Ilpu 5TOM y JTULl apMsSIHCKOH Ha-
uroHasbHOCTH MyTauus M680I sieisercs
TpeThel 1o yactoTe. UTo KacaeTcsi reHo-
tuna M6941, To oH nMpenuMyIIeCTBEHHO
perucTpupyercs y npezcTaBuTeneii apao-
ckolt nomynsanuu. Y nanuentos ¢ CCJI
B SInoHnm vare oOHapy>KMBaeTcs reHO-
tun E148Q), 3areM 1o yacToTe cieayoT
M694I u L110P [7, 11].

WHTepec k monuMophu3My reHOTH-
na, accouunpoBansoro ¢ CCJI, Bmnos-
HE OIPaBJaH, NOCKOIbKY YCTaHOBICHA
CBSI3b MEXAY TSKECTBIO KIIMHUYECKUX
npossienuil CCJI, yactoroil pa3BuTHs
BTOPUYHOTO AMMUJION]103a U HATMYHEM
onpeneneHHslx mytanuit MEFV. Tax,
OOJIBIIMHCTBO CIICIUAINCTOB OTMEYAIOT,
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YTO Y TOMO3UTOTHBIX Hocuteneid M694V
HabIronaeTcs KIMHUYECKH MaHudecT-
Hast popma CCJI ¢ Gosnee yacTbIMU
snu3onamu obocrpenus. Kpome Toro,
Halu4yue yKa3aHHON MyTaluu acco-
LUUPOBAHO C 00JIee BEICOKUM PHUCKOM
aMUJIOKA03a MoYeK. B npoTuBonomnox-
HocTb 3ToMy MyTanus E 148Q B ax30He
2 paccmarpuBaeTcs Kak HanOosee Ona-
TONPUATHBIA BapHaHT, COYETAIOIINNCS
C MSTKUM Te4eHHeM Oole3Hu Jbo ¢ ee
CyOKJIIMHUYECKHUM BapuanToM [15].

ITo ganueiM N. Zadeh et al., nsate
Hanbosee yacTeIX MyTanuii M694V,
M6941, M680I, V726A, E148Q otBet-
CTBEHHBI 3a 85 % ciIydaeB KJIacCHUECKO-
ro teuenusi CCJI [20]. BmecTe ¢ Tem
aBTOPBI OTMEYAIOT, UTO HEPEKH CITydau,
KOIJIa Y MaLllUEHTOB COOTBETCTBYIOLIEH
STHUYECKOU MPUHAATIEKHOCTH C TUTHY-
Hoit kaptuHo#t CCJI oOHapyxuBaeTcs
MyTalus B OJHOW alljeny, 4To HE MO-
JKET paccMaTpUBAThCsI KaK MOJTBEPXK-
natomuit CCJI reHOTHI, TOCKOJIBKY THIT
HacJjenoBaHus 3a00JIeBaHUs — peliec-
CUBHBIN. B cBsI3U ¢ 3TUM crpaBeAInBO
YIBEpKIECHHUE O TOM, UYTO COMHUTEIIbHbIE
WIN JJaXKe OTPHLIATEIbHBIC PE3YIIbTaThI
T€HOTUIIMPOBAHUSA HE MOTYT paccMa-
TpuBarhcs Kak uckirovaromue CCJI
TecThl. B Takux cirydasx mokasas pac-
HIMPEHHBIH MOJNEKYISIPHO-TEHETHUECKUH
aHalIu3 C CEKBEHUPOBAHUEM APYTUX
yuactkos JTHK.

Uto xacaeTcs poCCUMCKON momy-
JISIIIUH, TO Y JIMII Pa3HBIX BO3PACTHBIX
rpymn ¢ KmMHu4eckuM auarsozom CCJI
yamnie perucTpUpOBaINCh MyTalUH
M694V, V726A, M680I, R 761H [3].

Cpenu nauMeHTOB ¢ MyTalUIMU
B rene MEFV (67 4enoBek) ObLT IPOBE-
JICH aHaJI3 UX TeHOTUINoB. Yarue Bcero
y nanueHToB ¢ CCJI BBISBISUIUCH MY-
TallUU B COCTOSTHUM KOMIIAyH-T€Tepo-
3urot — 41,79 %. Myrauuu rena MEFV
B FOMO- ¥ F€T€PO3UTOTHOM COCTOSIHUU
BCTPEUAIUCh C MPAKTUUYECKH OAMHAKO-
BoIi yactoroii — 29,85 u 28,36 % coot-
BeTcTBeHHO. Takum o6pazom, 71,64 %
6onpHBIX ¢ CCJI — xurteneir PocTos-
CKOW 00JacTH MMENH BE MyTaHTHBIE
amnenu B 3k30He 10 rena MEFV [3].
Crnenyer NoguepKHyTh, UTO 3TH pe-
3yJbTaThl B IOJTHON MEPE COMIACyOTCs
C MEXAYHapOIHBIMU HCCIEJOBAHUIMU
U MOATBEPKAAIOT CBSI3b KIMHUYECKH
manudecrHoit CCJI ¢ ykazaHHBIMU T1a-
TOTeHHBIMHU MyTauusiMu rena MEFV.

= BospactHagrpyma Jo 1969 rp.
= BospactHad rpyim nocie 2000 cp.
10026

95,0

= BospactHagrpyrma 1970-1999 rp.
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PucyHok. HacToTa permcTpaumm MyTaLmii CPeAM XUTeAerm POCTOBCKOM OBAQCTHM (MO BO3PACTHbBIM
rPYNNam), y KOTOPbIX MPOBEAEHO CEKBEHMPOBAHME 3K30HA 10 reHa MEFV.

IIarorenes CCJI

Kak cnenyer n3 npeacraBieHHBIX
JaHHBIX MOJICKYJISIPHO-T€HETHYECKOTO
aHaJM3a, ONpeJIeIeHHbIe MyTalllH Te-
HOB, OTBETCTBEHHBIX 3a CUHTE3 KJIIO-
yeBbIX (pakTopoB marorenesza CCIJI,
ornpeaessoT GpeHoTHInuecKue 0coOeH-
HOCTH 3a00JIEBaHUS ¥ PUCK Pa3BUTHS
ero ocioxHeHu. OOcyxaas narore-
He3 CCJI, HeoOX0UMO MOTYEPKHY Th,
YTO Pa3BUTHUE ayTOBOCHAJIEHUS TECHO
CBA3aHO C TUIEPIPOLYKIUEH IPOBOC-
MAJUTEJBHBIX areHTOB, MPEX/E BCETO
narenelikuHa- 1 (MJI-1B). [Taroren-
Hele mytanuu MEFV onpenensror
MPOAYKIMIO MYTaHTHOTO NMUPHUHA, Xa-
PaKTepHU3YIOIIErocst HCMHIHONPpYeMOi
aKTUBHOCTBI0. CIeACTBUEM ATOTO SIB-
JISI€TCSI HEKOHTPOIMPYEMBIH CUHTE3
nnTepneiikuna-1p (MJI-1p).

CyILecTBYIOT JIBE THUIIOTE3bI, O0BSICHS-
IOIMe MEXaHN3M BIIHSTHUSI MyTAlMi reHa
MEFV Ha pa3BuUTHE JaHHOTO 3a00JIeBaHHS.
CekBecTpalMOHHAs THIIOTE3a, COIVIACHO
KOTOPO MyTaHTHBIH TUPUH HE CIIOCOOEH
OKa3bIBaTh MOJIABIISIOLICE BIMSHHE Ha Ka-
cnaszy 1 — pepmeHT, HCOOXOMUMBIH ISt
npeBparieHust HeakTuBHOro npo-NJI-13
B aKTUBHYIO ()OpMY, UTO BEJIET K THIIep-
nponykuun UJI-1B n pasBuTHio Bocma-
nenus. bonee nonynapHoi B mocienHue
TOZIBI SIBJISIETCSI THIIOTE3a TMPUHOBOM MH-
(hrraMMacoMBbl, COrNIaCHO KOTOPO¥ IIMPHH
y4acTByeT B ()OpMUpOBaHUM HH(pIaMMa-
COMBI — BHYTPHKJICTOYHOTO CyIpamoJie-
KyJSIPHOTO KOMILIEKCa, y4aCTBYIOIIEro
B aKTHBHU3ALMY TIpOKacmassl 1, 4To Bener

K akTuBH3armu cuctembl MJI-1B. B cBoro
ouepesib, oronoruyeckue addexrsr MII-13
00yCJIOBIIMBAIOT 3MHU30/bI JINXOPAIKN
C COITyTCTBYIOLIIMM BOCIIaJIEHHEM B Opro-
HIMHE, UIEBpPE U cycTaBax [4, 15].

Kannauyeckast 1 MOJIeKyJISIpHO-
reHernyeckas quarnocruka CCJI

3HaueHue MCCIIe0BaHNs TeHOTHIIA
nanueHTa s BepupuKauuy Juarto-
3a CCJI, kak U JpyTruX MOHOTE€HHBIX
MNEePUOJUYECKUX CUHAPOMOB, MOMI-
TBEpXkAaeTcst TeM (paKkToM, YTO HAJU-
4yue U BapuaHThl MyTauuu rena MEFV
BKJIIOYEHBI B Ka4ecTBE Kilaccuduka-
nuoHHbIX kputepues CCJI cormacHo
PEKOMEHIAUIM MEXYHapOIHBIX
opranuzanuii Eurofever / PRINTO.
[Ipu 5TOM BBIJIETICHBI TTIOATBEPKIA0-
U 1 HETTOATBEP)KAAIOINI T€HOTUIIBI
CCJI, onHako maxke IpH HETIOATBEPK-
naromeM resorune auarao3 CCJI mo-
JKET OBITH YCTAHOBJICH NP HAIIMYUHU
Heo0X0MMOro Habopa KITMHHYECKUX
npusHakoB [9, 11].

Yro KacaeTcsi KIIMHNYECKON AUarHoc-
tuku CCJI, TO y B3pOCHBIX NAIUEHTOB
OOBIYHO MPUMEHSIOTCS KpuTepun Temnb-
Xamomepa [13], a y mereit — mogudu-
HMpoBaHHbIE KpuTepuu Yalcinskaya-
Ozen [19], npeacraBieHHbIE B COOTBET-
CTBYIOIIUX mabnuyax 3 u 4.

JIi1st mocTaHOBKYM AuarHosa Tpedy-
eTcsl COOTBETCTBHE OJJHOMY M OoJiee
0OJIBIIMM KPUTEPHUSIM, HIIU IBYM U Ooliee
MaJIBIM KPUTEPHSIM, HIIM OJTHOMY MaJIoMy
TUTIOC TIATH ¥ 00J1ee MOAAEPKUBAIOIINM

e-mail: medalfavit@mail.ru
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Tabamua 3

Kputepum Teab-Xawomepa KOK OCHOBA KAMHMYECKOMH AMarHocTmku FMF y B3pocAbIx

Kputepuu amarHoctrku FMF

TUNMYHBIE NPUCTYTbI

BoAbLLIME KpUTEPUM ]2

[epPUTOHMT (reHEePAAM3OBAHHBIN)
MAEBPUT (OAHOCTOPOHHMI) MAM NEPUKAPANT

3. MoHoapTpuT (Ta306€APEHHOTO, KOAEHHOTO, FTOAEHOCTOMHOTO CYCTABOB)

1-3. HemoAHbIM MPUCTYN C BOBAEYEHMEM 21 U3 CASAYIOLLIX AOKQAM3IAILLMIA:

1. Xwusor
2. Tpyab
Manbie kputepmm 3. Cycrass

MPUHOAAEXHOCTb K COOTBETCTBYIOLLLEWN STHUYECKOM rpynne

4.  BOAb B HOrax Npw Harpyske

5. XopoLuuy OTBET HO TEPAMNMIO KOAXULLUHOM

1. Haanyme cayyaes FMF B cemelMHOM QHOMHE3e
2.

3. Bospact Hayaaa 3a6oAeBaHMd A0 20 AeT

4-7. XQpAKTEPUCTMKM MPUCTYNOB

4. THKEAbIM, MPUKOBLIBAKOLLLMI K MOCTEAM

MoaAepXUBalOLLME
Kputepmm

5. CnOHTOHHOE pa3peLUeHre NprcTyna
6. Haanime 6eCCUMNTOMHBIX MPOMEXYTKOB
7. ToBblLLEHUE YPOBHI AQDOPATOPHbIM MAPKEPOB BOCMAAEHUS

C BO3PACTAHUEM 3HAYEHMI 2] U3 CAEAYIOLLIMX MPU3HAKOB: KOAMYECTBO
aenkoumtbl, CO3, SAA nan combprHoreH

8. 3nu3oAbl NPOTEMHYPUK/TEMATYPUM

9. HenpoAyKTMBHOS AQMAPOTOMMS AW YAQAEHME (BEAOTON ANNEHAMKCA

10.  KpOBHOPOACTBEHHbIM BPAK POAUTEAEN

Livneh A, Langevitz P, Zemer D, et al. Arthritis Rheum. 1997; 40: 1879-85.

TabamLa 4

Kputepumn Yalcinskaya-Ozen kak 0CHOBA KAMHMYECKOM AMArHocTukn FMF y aeTei

Kputepuun
Anxopaaka
BoAb B xmBOTE
BOoAb B rpyam

ApTpUT

Onucaxue

Temneparypa B MOAMBILLIEYHOM BMOAMHE > 38 °C, NPOAOAKUTEABHOCTb 6-72 4, 2 3 NPUCTYNOB
MPOAOAXMUTEABHOCTb 6-72 Y4, 2 3 MPUCTYMNOB
MPOAOAXMUTEABHOCTb 6-72 Y4, 2 3 MPUCTYMNOB

MTPOAOAXKMTEABHOCTb 6-72 4, 2 3 MPUCTYMOB; OAUTOCPTPUT

Haandme cayyaes FMF B cemelMHoM aHamHese

KPHUTEPHSIM, UITH OJTHOMY MaJIOMy KpPHTe-
PO TLTFOC YETHIPEM | 00JIee U3 MIEPBIX
MATU TOJAECPKUBAIOIINX KPUTEPHUEB.

Jlst moctaHOBKM MarHo3a A0CTaroyd-
HO OZIHOTO KJIIMHWYECKOTO KPUTEPUS MPU
Hajmmuuu cemeitHoro anamuesa mo CCJI.

C yueToM 3HaUEHUSI MOJIEKYIISIPHO-
TEHETUYECKOTO aHaIn3a B Bepuduka-
nuu auarno3a CCJI, kak oTMedanoch
BBIIIE, OBIIIM pa3paboTaHbl U Npea-
JIO’)KEHBI KJIacCU(UKAIIMOHHEBIC KPUTE-
puu Eurofever / PRINTO (2019) [10].
B kauecTBe OCHOBHOTO NMpPU3HAKA OHU
BKJIIOYAIOT T€HOTHIT naruenTa. O0s-
3aTeJIbHBIM YCIIOBUEM COOTBETCTBUS
MMaIMCHTa KIACCU(DUKAITMOHHBIM KPH-
tepusm CCJI siBisieTcss oOHapyKeHUE
myTtauuu rena MEFV. Bo3MOXHEI clie-
JyIOLME BapUAHTHI:

1) Hamu4#e MONTBEPKIAIOIIETO TeHO-
tuna rena MEFV u kak MUHUMYM
OJIMH U3 CIEAYIOIUX KPUTEPUEB —
MPOIOJKUTENIBHOCTS 3nu3oaa 1-3
CYTOK, apTPHT, OOJIU B TPYIHOHN KIIET-
Ke, OOJIH B KUBOTE;

Yalcinkaya F, Ozen S, et al. Rheumatology. 2009; 48: 395-8.

2) HAIMYUE HETMOATBEPKTAFOIIETO T'e-
Hotumna reHa MEFV 1 kak MUHIMYM
JIBa U3 CIICAYIOIINX KPUTEPUCB: TIPO-
JIOJDKUTENBHOCT 31nn3ona 1-3 cy-
TOK, apTPUT, OOJH B TPYJHOM KIICTKE,
0O0JIH B JKHUBOTE.

[Monrepxnatouuii renorun MEFV
XapaKTepHU3yeTCsl TOMO3UTOTHBIMU HIIN
TpaHc- (MM OMaIeIbHBIMH) KOMITa-
YHI-T€TE€PO3UTOTHBIMU MYTALIUSIMH.
Henoareepxknatouuit renotun MEFV
JIMAarHOCTUPYETCSl B TOM Cly4ae, Korja
HMMEeT MECTO MyTalus B KOMITayH/I-TeTe-
PO3UTOTHOM COCTOSTHHH, T1I€ OIHA MyTa-
uus B rene MEFV narorennas, a Bropas
SIBIISIETCS] BAPMAHTOM HEONPENIEICHHOTO
3HAYCHUSI, T 00a OMaJICTHHBIX BapH-
aHTa HEOIPeIeJICHHOI0 3HAUEHUs1, WIH
OJlHa MaTOreHHasi MyTalusl B TeTepO3U-
rotHoM coctostauu [10, 11].

Kaunnueckas kaprtuna CCJI
Cremyer OTMETHTb, UTO KIIUHUYECKAs
kaptuHa CCJI xapakrepu3yeTrcs HoIIMop-

(13MOM, KOTOPBIiT 00YCIIOBIIEH HE TOJIBKO
TEHOTHUIIOM MAalUeHTa, HO U BIMSHUEM
cpenoBsIX (akropoB. Kiaccnueckoe Te-
yeHne CCJI npencrasisier coboii Hemnpo-
BOLIUPYEMBIE PELIUIUBUPYIOLINE aTaKU
Juxopanku (0onee Tpex MHU30/10B), CO-
YeTaloIecs ¢ OOJISIMU B )KHBOTE, B TPYIH
u (W) B CyCTaBax BCIIE/ICTBUE CEPO3H-
Ta 1100 cuHoBHTA [ 1, 4]. 3a0oneBanue
00BIYHO MAaHU(ECTUPYET B ICTCKOM HIIN
IoHOIIeCcKoM Bo3pacte: y 80 % nedrot
B Bo3pacte 710 10 net, y 90% — 1o 20 net.
IIponomKUTENbHOCTD AMU30J0B — 24—72
yaca, IPUMEPHO MOJIOBUHA MALIUEHTOB
OTMe4a.T KOPOTKYyIo npoxpomy. Hacrora
aTak KoJjeOJIeTcsl OT eXeHeAeNbHBIX
JI0 YpE3BBIYAITHO PENKUX (Pa3 B HECKOIIBKO
net). B cpeaHeM npu KIMHUYECKN MaHU-
(ecTHBIX PopMax perHCTPUPYETCS OTHA
araka B Mecsll. B psje ciryuaeB nanueHTsl
OTMEUAIOT CBSI3b 00OCTPEHUS C BUPYC-
HOM nH(eKIMeH, PHU3NIecKoi Harpy3Koi
7100 SMOLMOHAIEHEIM CTPECCOM, TeMITe-
paTypHBIMH TIEpeTagaMu, MECTIHBIMHU
y HKEHILHH.

IIpu ananuze KIMHUYECKOU Kap-
tuHbl CCJI He0OXOIMMO YUYHUTHIBATH
BEPOSITHOCTh HETUIIUYHBIX 3MU30/10B
CCIJI, Tak Ha3bIBa€MbIX HEITOJIHBIX
aTaK, OIMYAIOLIUXCS HEBBIPAXKEHHON
TeMIEepaTypHOH peakiuel Ui ee oT-
CyTCTBUEM, 00JIee KOPOTKUM SITH30-
JIoM 0omH (pesxe yIIMHEeHHE MTeproaa
00JIeBOTO CHHApPOMA), MECHBIIIEH HH-
TEHCHBHOCTBIO OOJIM, OTCYTCTBHEM
MepUTOHEANIbHBIX 3HAKOB, HAJIUYUEM
YMEpEHHOH apTpairuu 0e3 sIBHBIX MpH-
3HAKOB CHHOBHTA [14].

Camas gacTast popma Iomcepo3u-
Ta — 3TO aCENTHYECKUI IEPUTOHUT, MPO-
SIBJISTFOLIIMIACS. pE3KOil OOJIBIO B )KUBOTE,
CHMITTOMaMH Pa3JpakeHHs] OPIOIIMHBL,
YTO B COUYETAHUH C BBIPAXKEHHBIMU OCTPO-
(ha3oBbIME TIOKa3arersiMu [ 12] Hepemko
CIIy’KUT OCHOBAHUEM JJIsI ONEPaTUB-
HBIX BMEIIATEILCTB. Tak, 0 JaHHBIM
9.M. Dcenosa u coasrt. [5], y 11 mauu-
€HTOB U3 21 yenoBeka ¢ KIMHUYECKH Be-
pudumposanHbM rarHo3oM CCJI Obum
OIlepaTHBHbIE BMELIATENILCTBA, IPUUEM
y 4 4enoBeK — HeOIHOKPAaTHbIE. DTOT (haKT
TOBOPUT O BaXKHOCTU CBOEBPEMEHHOMN
nuardoctuky CCJI 1 B I1aHe npeaypesk-
JICHUS HEONIPABAAHHBIX alNEeHAKTOMUI
U IPYTHX UHBA3UBHBIX BMCIIATEIBCTB.

Jpyroii Tunn4yHON Qopmoii nonmce-
pO3UTa ABISETCS IIEBPUT, Yalle OIHO-
CTOPOHHUI, C THTUYHOH IUIEBPaJIbHOM
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0O0JIbIO, O/IBILIKOM, KalllJIeM, IIIYMOM
TpeHus 1eBpol. Pexxe HabmogaeTcs
MAaCCHBHBII BBINOT B 30HE MOPaKEHUsL.
IlepuxapauT, kak MIpOSIBIECHUE TIONHUCE-
po3uTa, HaOIOIAETCsl 3HAYUTEIIBHO PEKe
00 MOXKET EPEKPHIBATHCS KITMHUKON
nnesputa. Bmecte ¢ TeMm Hanuuue pe-
TPOCTEPHAILHOI OOJIH, YCHITMBAOIIEHCS
TIpH IITyOOKOM BJIOXE JIMOO B MOJIOKEHUN
Ha JICBOM OOKY, IPU3HAKOB CEPIEYHOM
HEJOCTaTOYHOCTH B COUETAHHHU C TUIIHY-
HBIMH U3MEHEHHSIMH Ha 3JIEKTPOKap/an-
orpaMmMme M 3X0-KapauorpapuyecKiuMu
MpU3HAKAMU MOATBEPKAAET AUATHO3
repuKapanTa. BaxxHbIM IpU3HAKOM
nepukapauta npu CCJI aBnsgercs ero
TPaH3UTOPHBII XapakTep.

Cycrasnblil cuagpoMm npu CCJI
XapaKTepU3yeTcsl PeUAUBUPYIOIUM
MOHO- UJIM aCUMMETPUYHBIM OJIUTO-
apTPUTOM C AJTUTENBHOCTBIO aTaKU
B cpennem 4—7 gueit. Ciaenyet nmox-
YEepKHYTh, YTO Uallle HaOII0gaeTcs
apTpaJrus B KpyIHBIX cycTaBax (Ko-
JICHHOM, Ta300€ApEHHOM, TOJIEHOCTOII-
HOM, IIJIGYEBOM), HEXENU 00bEKTUBHbIE
MIPU3HAKU apTPUTA, XOTSI COBPEMEHHbBIE
METO/bl BU3yaIU3allui MOTYT HOATBEp-
JIUThH HaJU4YKMe N30BITOYHOTO BBITNIOTA
B cycTaBax JH0O NMpU3HAKN CHHOBH-
Ta. Onucansl cay4an CycTaBHOM 0omnn
B BUCOYHO-HHKHEUEIIIOCTHOM CYCTaBe,
TPYAUHHO-KIIOYHMYHOM U WIIEOCAKpab-
HOM COUJICHEHMSIX.

IMopaxenus koxu npu CCJI BcTpe-
YaIOTCS PeXKe U XapaKTepU3YIOTCs Po-
KEMOOOHOH (IPE3UNICIIOUTHON) pH-
TEeMOI1, Kak PaBUIIO, PACIOJI0KEHHOMN
Ha pa3rudaresIbHBIX MOBEPXHOCTSIX KO-
He4YHocTel, pazmepom oT 10 1o 35 cm?,
COXPAHSIOLIENCS B TEUCHUE HECKOIBKUX
nueit. [Tanpnanys nopakeHHbIX ydacT-
KOB 0OJIe3HEHHA, IPaHMIbl SPUTEMbI
yeTKue. B oTimune oT poxuCcTOro Boc-
naJieHus, pOPMHUPOBaHUsI OyJlI HE MPO-
HCXOJUT.

CrnenyeT NOAYEPKHYTh, YTO B OTCYT-
CTBUE JICUECHHUS BBICOK PUCK Pa3BUTHSL
OCJIO)KHEHUM, NPUBOAAIINX K CyIle-
CTBEHHOMY CHIDKECHUIO KQUeCTBA KU3HU
U COKPAILEHUIO €€ MPOAOIKUTEIBHO-
ctH. PennauBupyromuii acenTuueckuit
MIOJINCEPO3UT C MOPAKEHUEM OPTaHOB
OpIOLIHOM MOJOCTH M MAJIOTO Ta3a Be-
JeT K OpMUPOBAHUIO ClIacK, HapyIIao-
IIMX MOTOPHYIO (PyHKIIMIO KUIICUHHKA,
a 'y )KEHIIWH aAre3uBHBIN Iporecc B 00-
JIACTH MPHUIATKOB MaTKH MOXKET ITPHUBO-

JMTH K Oecrutonuio. J[pyruMm cepbe3HbIM
ocnoxHenueM CCJI aBnserca AA-
aMMJIOUI03 C OPAXKEHUEM BHYTPEHHUX
OpraHoOB, IIUTOBUIHOM JKENE3bl, SIMUCK.
PacnipocTpaneHHbIe OTI0XKEHHS aMUIIOH-
J1a 00Hapy>KMBAIOTCS Y MAlMEHTOB CTap-
nre 40 ner. Camas yacrast KIIMHUYECKas
CHUTYyalUs, ONPEEIIAIOIIast IPOrHO3 IPU
ocnoxaennoir CCJI,— 3to ammiounio3
HOU€EK, KOTOPBIN Pa3BUBAETCS UCTIOABOIID,
CYOKIIMHUYECKH, MaHH(eCTHPYS UL
Ha CTaJU1 HEPPOTUIECKOTO CHHAPO-
Ma 1 (WIM) TOY€YHON HEJOCTaTOYHO-
ctu [2, 17]. OGHapyxeHa CBI3b MEXKIY
4acTOTON pa3BUTHSI aMHJIOU03a ITOUEK
U TIPUHAIEKHOCTBIO K OIPEIEICHHBIM
STHHUYECKUM rpynnam. Tak, yCTaHOB-
JIEHO, YTO y €BPEEB, NPOKUBAOIIUX
Ha TeppuTopun CeBepHoil Adpuku,
y apmsiH 4 TypkoB ¢ CCJI vame peru-
CTPUPYETCS aMUIIONI03 OYEK, TOI/a Kak
Y €BpEEeB-allIKeHa3! TAKOE OCIOKHEHNE
pasBuBaercs peako [20]. bonpmmHcTBO
9KCIEPTOB OOBSCHSIOT BBICOKHI PUCK
pa3sBUTHsI aMWIIOK103a IIOUEK HATTMUUEM
HeOJIaronpusTHOTO TeHOTHIIA, XapaKTe-
PHU3YIOLIETOCs TOMO3UTOTHOM MyTaluen
M694V, xots 00cy>knaercs u poiib TeHa,
KOAMPYIOIETO CUHTE3 CHIBOPOTOYHO-
ro AA-amunounna (SAA), kak dakropa,
BIIUSIIOILETO HA PUCK ATOTO OCIOKHEHHS
npu CCJI. Oto npearnonoxenne 6a3upy-
ercsi Ha ToM ¢akre, 4To SAA1 a-amnensb
y nauuenToB ¢ CCJI HaXxonuTcs B TECHOM
B3aMMOCBSI3H C aMIJIOU030M [ 14].

Pexomenaanuu EULAR (2016)

no Begennio nauuentos ¢ CCJI
CoracHo KOHCEHCYCY, TIOCTUTHYTO-

My 3KCIIepPTaMH U3 Pa3HBIX CTpaH, ObLIH

c(OPMYITHPOBAHBI PEKOMECHIAIMH, 0100~

pennble EBpornelickoll MpoTUBOpEBMAaTH-

yeckou nuroi [16].

1. Huarnoctukoit u neuenuem FMF
JIOJDKHBL 3aHUMAThCSl Bpadu, UMe-
FOIIAE OTBIT BEJICHUS MAllHEHTOB
C TaKOM MaToJIorueH.

2. Koneunoii nenwto neuenuss FMF
SIBJISICTCS JJOCTHXKEHUE ITOJTHOTO KOH-
TPOJISl HaJl HECIIPOBOLIMPOBAHHBIMU
MPUCTYIaMH U MHHUMH3ALHS CYyO-
KJIMHUYECKOTO BOCITAJICHUS B MEX-
MIPUCTYIHBIA NEPUOJ.

3. JleueHue KOJXUITUHOM JIOJDKHO OBITH
HayaTo cpasy Mocje yCTaHOBKH KJIH-
HHUYECKOTO JUarHosa.

4. Tlpuem npemnapara MOXeT OBITh KaK
OJIHOKPATHBIM, TaK U B pa3liesieH-

10.

I1.

12

13.

HBIX J103aX, B 3aBUCHMOCTH OT TO-
JIEPAHTHOCTH W MPUBEPKCHHOCTH
K JICUCHHUIO.

[lepcucTrpoBaHue MPUCTYIIOB WA
CYOKITMHUYECKOTO BOCTIAJICHUS 5B-
JeTCS MOKa3aHUEM JIJIs yBeJIHYIe-
HUSA 10361 KOJIXHUITUHA.

ITanueHTOB, HE MAMOMUX OTBETA
Ha MaKCUMAJIBHO JIOITyCTUMYIO JI03Y
KOJIXHITFHA, HEOOXOIIMO CUUTATh pe-
3MCTEHTHBIMH. TakuM OOJIBHBIM ITO-
Ka3aHO JICYUCHUC TCHHO-MHXCHCPHBI-
MU OHOJIOTHYCCKUMU ITperapaTamH.
Jleuenne FMF noykHO OBITH MH-
TEHCU(UIUPOBAHO MPU HATUYUU
y manueHTa aMmuwiongosza AA mo-
CPEICTBOM UCIOIH30BAaHUS MaKCH-
MallbHO JIOMYCTHMBIX 103 KOJIXH-
[[UHA U, IPU HEOOXOJUMOCTH, T'CH-
HO-UHXXCHEPHBIX OMOJOTHYECKHX
MpernapaToB.

[epuomns! puzmyeckoro KOO IMOIH-
OHAJILHOTO CTPECcca MOTYT MPEACTaB-
JATH cOOOH TpHUTTEpHBIE (PaKTOPBI TS
Pa3BUTHS HOBBIX MPUCTYIIOB, I10 STOU
MPUYHHE TOMYCTUMO BPEMEHHOC yBe-
JINYEHHE JT03bI KOJIXHMIIMHA.

OTBeT Ha JIeYeHHE, TOKCUIHOCTH
mpernapara U IpUBEPKEHHOCTD K Te-
paruu JOKHBI MOHUTOPHUPOBATHCS
KaXJIble 6 MECSIIEB.

ITauuentam ¢ CCJI, nomyyaromum
KOJIXUIIMH, TOJDKCH MPOBOJIUTHCS
PEeTYISIpHBIH MOHUTOPHUHT YPOB-
HS TIEYCHOUHBIX (pepmenToB. Eciu
WX YPOBCHB IOBBIIICH OoJice yeM
B JIBa pa3a OT BEpPXHEU I'paHHUIIBI
HOPMBEI, J103a KOJIXUIIMHA JOJKHA
OBITh YMCHBIIICHA.

VY nanueHToB CO CHIKEHHOH (yHK-
el MoYeK OTMEYaeTCsl Bo3pac-
TaHUEe pUCKa MOOOYHBIX F(P(PEKTOB
KOJIXHITIHA, YTO MOXKET TOTPEOOBATH
CHIDKCHHS J03HI ITperapara.

. TokcuuHOCTH KOJIXHIIUHA SABJIACTCA

CepBhE3HBIM Oclio)kHeHneM. Heob-
XOJMM TIIATEJILHBIN MOAXOI K pac-
MO3HABaHUIO M IPEJOTBPAILECHUIO
ee pa3BHUTHSL.

B cityyae korna BO3HHKaeT NpUCTYI,
B 00513aTEITLHOM HOPSIIKE JOJKHBI
OBITh PAaCCMOTPEHBI APYTHE BO3MOXK-
HBI€ TIPUYUHBI JAHHOTO COCTOSHUSI.
Bo Bpems mpucTyna 1oymkeH ObITh
MPOJOJDKEH MPpUEeM OOBIYHON JI03BI
KOJIXMIIMHA B COYETAHHU C HECTE-
POMIIHBIMU TPOTHBOBOCHAIHUTEIb-
HBIMH IIperapaTamu.
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14. TIpueM KOJIXUIMHA HE TOJDKCH OBITh
MpeKpaleH Bo BpeMs 3adatwus, Oe-
PEMEHHOCTH WJIM JIAKTALUHN — UMe-
I0IAACad HAa CETONHSAIIHUN NEHb
JI0Ka3arelibHas 0a3a He MOATBEPXK-
JlaeT HEOOXOAMMOCTD BBITIOJIHEHUS
aMHHOLIEHTE3a.

15. B uenom MyX4YuHBI HE OJKHBI
NpeKpamarb NpueM KOJIXHUIHHA
BO BpeMs 3a4aTHsl, OTHAKO B PEIKUX
cIy4asx a300CHEPMUU HIIA OJIUTO-
CIIEPMHUH, CBSI3aHHBIX C IPUEMOM
npemnapara, JOIyCTUMO BPeMEHHOE
YMEHBILICHHUE €T0 /10351 JTN00 OTMEHA.

16. ITanuentam ¢ CCJI u XpoHUUECKH-
MU apTpUTaMH B psiJie CITydaeB He0O0-
XOIUMO Ha3HAYCHUE JIOTIOJIHUTEIb-
HBIX MEAMKaMEHTO3HBIX CPEICTB,
K IpuMepy 00J1e3Hb-MOTUPHULINPY-
IOLIMX aHTUPEBMATHUYECKUX ITpera-
paToB, BHYTPUCYCTaBHBIX HHBEKINI
CTEPOUI0B WU T€HHO-UHKECHEPHBIX
OHMONIOrMYeCKUX NpernapaToB.

17. Ipu 3arspxkHON PeOpribHON Muai-
THH Ha3HAUCHUE IIIOKOKOPTUKOUIOB
MPUBOAUT K Pa3peLICHUI0 CUMITO-
MoB 3a0oseBanus. [Ipumenenne He-
CTEpOUIHBIX IPOTUBOBOCTIAIUTEIb-
HBIX IpernapaToB U UHIMOUTOPOB
HHTEpIIeHKUHA- | TaKkKe MOXKET OBITh
paccmotpeno. bone3snb-Monudunu-
pyoLue aHTUPEBMaTUUECKHE TIpe-
Taparbl IPEJUIOKEHBI JUIS JICUSHUS
Ooseii B HOrax, 00yCIIOBICHHBIX
¢u3nyecKol Harpy3Kou.

18. [ly11 malieHTOB ¢ OTCYTCTBUEM IIPH-
CTYIOB B TEYEHHE 5 JIET U HOPMaJlb-
HBIM yPOBHEM OCTPO()a30BBIX MOKa-
3arerneii 1oIKHa OBITh paCCMOTpEHA
HEOOXOIMMOCTh CHHXCHHS J103bI
npenapara Mnocjie KOHCYIbTalluu
ONBITHOTO CIENHalUCTa IpU yc-
JIOBUM JJIUTEIBHOTO MOHUTOPHHTA
COCTOSIHUSL.

B pexomennanusx EULAR nog-
YEPKUBAETCS, YTO LIEIIbIO JICUCHUS
SBIISIETCS JOCTH)KEHUE KOHTPOJIS HaJ
OCTpPBIMHU aTaKaMH, MUHUMHU3aIHs
XPOHHUYECKOTO M CyOKJIIMHUYECKOTO
BOCHAJICHUS, IPEIYNPEKTCHUE OCIOXK-
HEHUH W obecriedeHne MprueMIeMoro
Ka4yecTBa )KU3HU.

Kpome Toro, B pekoMeHAaUAX yKa-
3aHO, YTO KOJIXMIMH SIBISIETCS 0a30BbIM
MEIUKaMEHTO3HBIM CPEACTBOM IS JIe-
yenus CCJI. B nenom oH obecrnieunBaer
JIocTaroyHo 3()(HEeKTUBHBIN KOHTPOIb

3a0o0JeBaHMs, HE BBI3bIBAsI CEPbE3HBIX
HEXeNaTeNbHBIX ABIeHuN. O0nienpu-
HSITBIE CXEMBI JICUEHUS KOTXUIIUHOM
NpenycMaTpUBAIOT CTAPTOBYIO A03Y
or 0,5 mr y nereit no 1,0—-1,5 mr
Y B3pOCIBIX, XOTSI HEKOTOPHIE CIIELH-
JIMCTHI MPEANOYUTAIOT TPUMEHSITh
HU3KHE CTapTOBBIE J03bI U Yy B3POCIIBIX.
Bonee Beicokue 10351 (BBIIE 1,5 MT)
MOTyT OBITh IPUMEHEHBI Ha CTapTe
IIPH BBICOKOW aKTUBHOCTHU M HAJIMYUHU
amunougosa. B nociaenyromem npo-
HCXOJIUT dCKajauus J03bl I0J KOH-
TponeM mMapkepoB Bocnaienus (CPII,
SAA) 1o MakcUMaiIbHOM — 2 MI/cyT
y nereil u 3 Mr/cyTt y B3pOCIHbIX. 3a-
JIOTOM YCIIEIIHOW Tepanuu sBIseTCs
NPUBEPKEHHOCTh MALIUEHTOB U XO-
po1iasi IEpeHOCUMOCTh BBICOKUX H03
konxulHa. Bmecre ¢ TeM, 10 JaHHBIM
JIUTEparypsl, He MeHee 5 % MalueHToB
HE OTBEUAIOT Ha JIEYEHUE KOJIIXHIIMHOM
U CTOJIBKO K€ MPEPHIBAIOT JIEUCHUE
U3-3a IVIOXOU NEPEHOCUMOCTH ITOTO
npemnapara. B cBg3u ¢ 3TUM UHTUOU-
Topel MJI-1 paccmaTpuBarTcs Kak
rperaparbl BTOpOH JINHUH B cllydae
HEJIOCTIDKEHUS 1eJH JIeUeHUs JIN00
HEMEepPEHOCUMOCTH KOJIXUIMHA [8, 16].

B nocnennue roasl nony4eHsl JaH-
HBIE, CBUJETENbCTBYIOIIHUE O BOZMOX-
HOCTH TOBBIIIEHHS 3P (HEKTUBHOCTH
u 6e3onacHoctu sedeHus CCJI ¢ mo-
Mo1bio nHrnouropos MJI-1. Lensrit
PsI KIMHUYECKUX HAOJIOIEeHHH, pe-
3yJBTAThl OTKPBITHIX MPOCIIEKTHBHBIX
HCCIIEIOBAHUM, a TAKKE PaHIOMU3U-
POBaHHBIX IUIAIIE00-KOHTPOIMPYEMBIX
HCIBITAaHUH MTOKa3aJu BBICOKYIO (-
(heKTUBHOCTH U OE30M1aCHOCTH UHTH-
ourtopos MJI-1 [8]. Tak, momHBIH OT-
BET Ha JICUCHHUE OBLI Mmosry4ueH B 76,5 %
ClIy4aeB IPU NPUMEHEHUH aHAKWHPBI
u B 67,5% — npu NpUMEHEHNN KaHAKH-
nymaba [6]. [To pesynpraram nccieno-
Banus CLUSTER, kanakuayma0 B 103¢
150 Mr pa3 B 4 Hefenu NPOJEMOHCTPH-
poBai 3 HEKTUBHOCTD IO CPABHEHHUIO
¢ r1ane0o B TOCTH)KEHUH pa3peIleHUs
WHACKCHOTO 000CTpeHus K 15-My THIO
U OTCYTCTBHE HOBBIX 000CTpEHHH B Te-
yeHue 16 Henens nedenus. Kpome Toro,
B 9TOM K€ HCCIIE/IOBAaHUH ObLIA ITOKa-
3aHa 3QPEKTUBHOCTh KaHaKMHyMa0a
B JICUCHUU JPYTUX ayTOBOCHAIUTEIb-
HBIX CUHJPOMOB.

D¢ PeKTHBHOCTh KAaHAKUHYMa0a
Obl1a TOATBEPXK/ICHA B peallbHOM Ipak-

TuKe. beicTpas u crolikas peMuccus
3aboneBanus y nanueHtos ¢ CCJI Obuia
JIOCTUTHYTa uepe3 2—3 mecsila — Kak
kJimHu4eckast (y 79 % manneHToB de-
pe3 2 Mecsila JIeueHusl) Tak U CepoIIo-
ruyeckas (y 92 % nauueHToB nocie 3
MecsLeB JedeHus ). BakHO oTMeTHTS,
YTO MO BIMSHUEM TEparuyi KaHaKHHY-
MaboM MPOU30IIIO JOCTOBEPHOE CHU-
*KeHue ypoBHI SAA, npudem Oonee yem
y MOJIOBUHBI NAIUEHTOB JOCTUTHYTO
3HaueHne SAA Hike 20 Mr/mi nocie
40 menens nedeHus [6]. Itor pakT
TOBOPHUT O BO3MOXKHOCTHU KOPPEKIUU
pUCKa pa3BUTHs aMUJIOU103a Y MallU-
entos ¢ CCJL

OcoObIii HHTEpEC MpeCTaBIIEeT
BO3MOKHOCTH IIPUMEHEHUST HHTMOU-
TopoB NJI-1 B le4eHUN OCIOXKHEH-
HbIX ¢popm CCJI, mpexzae Bcero npu
aMUJIOUJ03€ MOYEK C HapyLIEHUEM UX
¢ynkuu. B Takux ciaydasx npume-
HEHUE KOJIXUIIMHA B LIEJIEBBIX J03aX
OTPAaHUYEHO CHMXKEHHOU CKOPOCTHIO
K1yO0oukoBOW ¢uibsTpanuu. Exun-
CTBEHHBIM CPEJICTBOM 0O0JIE3HB-MO-
nuduIUpyronel Teparnuu 0cTaeTcs
naruoutop MJI-1, onbiT mpuMeHeHUs
KOTOPOTO ITPEJCTABIICH B IMyOIMKALINT
B. Sazeri et al. [17]. ABTopamu qaHo
onucanue kauHuyeckoro cirydas CCJI
y HoApocTKa 14 J1eT ¢ TOMO3UTOTHBIM
reHoturioM M694V u mopgonorude-
CKU JI0Ka3aHHBIM aMHUJIOU030M MOYEK,
Yy KOTOPOT0, HECMOTPS Ha BBICOKYIO
J103y KOJIXMIIMHA 2 MI/CYT, peliINBU-
pOBaJIN €XEMECAUHbIE TSKEIbIe aTa-
ku CCJI u nporpeccupoBan MoueBOH
cuHapoM. JledeHne kaHaKHHyMaboM
MPUBEJIO K IOJHOMY KyHNHPOBAaHUIO
KJIMHHYECKHX U J1a0OpaTOPHBIX MPH-
3HAKOB BOCHAJICHHUS YK€ Uepe3 Mecsll,
a nocienyomas Tepanus B TEUCHUE
2 J1eT No3BOJUIIa JOCTUUYb CTOMKON
PEMUCCHUU U CYIIECTBEHHOIO YMEHb-
HICHUS IPOTEUHYPHH.

B maTtepuanax koHTrpecca
EULAR — 2020 6b1111 IpeicTaBIeHbI
JIaHHBIE TI0 CPAaBHUTEILHOH 3((EeKTHB-
HOCTH KaHaKMHyMaba B JieaeHnn AA-
amunouosa. I[Ipu neyeHun kaHaKuHYy-
MaboM 17 marueHTOB MOJIHBIA OTBET
nonydeH y 49,1 % (Hopmanmzanus kpea-
TUHUHA, OeJIoK /10 | T/CyT), YaCTHYHBINA
OTBET — Y 6,2 % (CHM>KEHUE IPOTEHHY-
pun Ha 50,0 %), mporpeccupoBaHue —
y 21,7 %, cmepTHOCTB cocTaBuina 8,7 %
B IpyIIe NallMeHTOB ¢ (GMIbTpalei
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Hwke 60 mi/muH. [TomydeHHbIe pe3ybTa-
TBI ITO3BOJISIFOT 00CYKIaTh BO3MOXKHOCTb
MIPUMEHEHUS KaHAKHHYyMa0a B JICUCHUH
BTOPUYHOTO AA-aMWION103a y Halu-
€HTOB ¢ KonmxuuH-pesuctenToit CCJL

Takum o00Opa3omM, KIMHUYECKUEC
u reHetnueckue acrektsl CCJI TecHO
B3aMMOCBSI3aHbI U SIBJISIOTCS OCHOBA-
HHEM JUTA pa3pabOTKH MaToreHeTHYe-
CKH 000CHOBAaHHBIX TCPANICBTHYCCKUX
noaxonos. Hecmotps Ha To uto CCJI
HE OTHOCHUTCS K YHUCIIy pacrpocTpa-
HEHHBIX PCBMATHYCCKHX 3a00JICBAaHUH,
MH(OPMHUPOBAHHOCTH Bpauel oOmiei
MPAKTUKH, CIICIIHATICTOB PA3HOTO IPO-
¢mitst 00 3TOM ayTOBOCHATIUTEIBEHOM
CHHJIPOME Ype3BhIYaHO BakHa. CBO-
eBpEeMEHHas MPaBIIIbHAS JUATHOCTUKA
CCJI mo3BOJIMT HE TOJBKO M30eKaTh
HEOOOCHOBAaHHOTO IPUMCHCHHSI aHTH-
OMOTHKOB W TIPEIOTBPATHTh XUPYPrHUC-
CKHC BMEIIATEIECTBA, HO ¥ IPUMEHUTH
PEKOMCH/IOBAHHYIO TAKTUKY JICUCHUS
C LIENbIO JOCTHKEHUS PEMUCCUU U TpeI-
ynpexaeHus aTarbHBIX OCIIOXKHCHUH.
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MpumeHeHne metotTpekcarta B coveTaHnn ¢ rhTNFR: Fc acpcpekTuBHO

NPeAOTBPALUAET CTPYKTYPHbIE MOBPEXAEHUSA CYCTABOB

ABTOpr HEeAQBHO MPOBEAEHHOTO PAHAOMMUIMPOBAHHOTO
KOHTPOAMPYEMOTO OTKPBITOTO MCCAEAOBAHMUSA, PE3YABTATHI
KOTOPOro onyBAMKOBAHSI B Scientific Reports, MPULLIAM K Bbl-
BOAY, YTO MPUMEHEHUE MeToTpekcaTa (MTX) B co4eTaHmmn
c 6uoaHarorom ataHepuenta rhTNFR:Fc (rmubpuaHoro 6eaka
PEKOMBUHAHTHOIO peLLENTOpPa dOAKTOPA HEKPO3A OMyXOAM-A |l
u Fc-doparmenTta IgG YeAoBeKa) MOXET 2GPIPEKTUBHO NPEAOT-
BPALLLATb PA3BUTUE CTPYKTYPHbIX MOBPEXAEHMIM CYCTABOB Y MO-
LLUEHTOB C OKTUBHOM GOOPMOM PEBMATUYECKOTO apTputa (PA).

MccaeaoBaATEAM U3YHAAM DDA EKTUBHOCTL M BE30MACHOCTb
NMPUMEHEHMS METOTPEKCATA B KOMOUHALMKM C MOAAEPXKMBAIO-
LLLeM Tepanuer A oTMeHOoM rhTNFR: FC y NOLMEHTOB C QKTUBHOM
doopmom PA. B uCCAEAOBAHUE BKAIOYMAM 89 MALMEHTOB C OKTMB-
HbiMm PA. Hepes 52 HeaeAn NAUMEHTOB PACMPEAEAUAM B CAEAYIO-
LLpe rpynnbl Tepanum: MTX B codetaHmm ¢ rhTNFR:Fc B TeueHme 52
HeAeAb (32 naumeHrTa), MTX B coveTtanmm ¢ rhTNFR:Fc B TeveHme
24 HeaeAb (31 nAuMeEHT) MAM MTX B KOYECTBE MOHOTEPAMMK (26
MALMEHTOB).

OCHOBHOM KOHEYHOM TOYKOM BbIAO MOBPEXAEHME CYCTABOB,
OLLEHMBAEMOE C MOMOLLLBIO 0BLLLErO MHAEKCa LLiapna B moam-
domkaumm BaH aAep Xamae (mTSS). B rpynne MTX B codeTaHmm
c rhTNFR:FC24 yTpa4eH KOHTAKT AAS MOCAEAYIOLLLETO HODAIOAEHMS
C OAHUM NAUMEHTOM. Ha 24-11 11 52-1 HeaeAsx nokasaTeAb mTSS,
MO CPOBHEHUIO C MCXOAHbBIM YPOBHEM, ObIA HXKE B OObeAMHEH-
HowM rpynne npumeHenus rhTNFR: Fc, 4em B rpynne moHoTepanmm
MTX (cm. puc.).

Boaee Toro, y naumeHTos B 06beamnHeHHoM rpynne rhTNFR:Fc
HabAoaaAach Boaee Beicokas YacToTa oteeta ACR 50 M ACR70
MO CPABHEHUIO C MALMEHTAMM B rpynne MoHoTepanum MTX.

COrAQCHO pe3yAbTATAM MCCAEAOBAHUSA, MPUMEHEHNE
KOMOBUHaUMKM MTX 1 rhTNFR:FC No3BOASET NPEAOTBPATUTL MO-

* MTX « rhTNFR:Fc52
MTX + rhTNFR:Fc24
o omMTX

9

CpegHee HIMeHeHHe MTSS No CPaBHeHHD
C MCXOAHBIM YPOBHEM

[} 24 52
Hegenw
Ana Kaxpon BpeMeHHONA TOYKW NOKA3aTenH NPUBEAEeH: B BHAE CPEAHErD
THMECKOTD WA,

PucyHok. MoKA3aAM KOHEYHOM TOYKM (M3MeEHEHME MTSS MO CPABHEHMIO
C MCXOAHBIM YPOBHEM) Yepes 24 1 52 HEAEAM B TPEX TPYMMOX.

BPEXAEHWE CYCTABOB Y MALIMEHTOB C OKTMBHOM cbopmon PA.
Kpome 10ro, KOMBUHMPOBAHHAS Tepanmd MTX n rhTNFR:Fc
XOPOLLIO NMEPEHOCUTCH.

OAHCQKO B ByAyLLLEeM HEODXOAMMO MPOBEAEHUE KPYMHO-
MACLUTABHOrO NPOCNEKTUBHOTO MCCAEAOBAHMA B KOTOPTAX AAS
M3y4EeHMA BAUAHMA NoAAep KMBatoLLLEN Tepanmm ThTNFR:FC nAmn
€e OTMEHbI B XOAE AedeHMns PA HO pEHTreHOAOrMYecKoe npo-
rpeccupoBaHme 3060AEBAHMS.

Ucrto4ruk: Scientific reports
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