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CemeliHasi cpeamM3eMHOMOPCKas IMXxopajKka — TUIMYHOE MOHOreHHoe 3abosieBaH1e ¢ ayTOCOMHO-PeLEeCCMBHBLIM TUITOM
HacnenoBaHus; 06ycioBAeHO MyTaunamm B reHe MEFV, koaupyiowem 6e/10K NUpuH. SIBAsSeTcs cpaBHUTENILHO PEAKOM naTo-
Jlormen B npaxkTuke neauaTpoB n peBmatosnoroB Poccuiickon depepauymun. B cTtaTtbe nNpuBOAATCH COBPEMEHHbIE AaHHbIE
0 pacrnpocTpaHeHHOCTU 3aboieBaHus, NpeacTaB/eHa MnoJHas Ha CEerofHAWHMI AeHb KIMHMYeCKas KapTuHa ayToBocnasn-
TeJIbHOro CUHAPOMA, PaccMaTpPUBAaIOTCA ANarHOCTMYECKME KPUTEPUM U METOAbI IEHEHNS NaLUEHTOB C CEMEMHON Cpean3em-
HOMOPCKOW JINXOPEAKOHM.
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BBEAEHUE

AyTOBOCNaNUTENbHbIE CUHAPOMbI ABASIOTCA rPYNnon 3a-
60neBaHNN, XapaKTEPUIYIOWNXCA LUKIUYECKON UKW nep-
CUCTUPYIOLLEN NIMXOPALKOW, M CBA3aHbl C MyTauuMsaMn B
reHax, KOHTPOSMPYOWNX paboTy BPOXKAEHHOMO WMMMYHU-
TeTa [1]. 9pa u3yyeHus ayToBOCMaNUTENbHbIX CUHAPOMOB
Havanacb B 1997 r., Korga rpynna y4dexbix u3 CLUA nog
pykoBogctBom D. Kastner nageHtndumumposana reH MEFV
(mediterranean fever), roMO3WUIOTHbIE MyTaLMKU B KOTOPOM
BbI3bIBAlOT CEMEWHYID CPEeAM3EeMHOMOPCKYI0 NIMXopaaKy
[1-3]. TeH pacnonoxeH Ha KOPOTKOM Mnjiede XpoMOCOoMbl 16

(MexayHapoaHblI KOHCOPUMYM MO CEMEMHOW Cpeau3eM-
HOMOPCKOM nuxopagke, 1997; ®paHUy3CKUIA KOHCOPLIMYM
no CeMewHON cpeanM3eMHOMOPCKOM nuxopagke, 1997);
60/IbLLIMHCTBO MyTauui o6HapyKeHo B 10-M 3K30He, pexe
BO 2, 3 unu 5-M 3Kk30Hax rexa [4]. len MEFV, koaupys 6enoK
NMUPWH, 3anycKaeT KacKkaj NpoLecCoB: MUPUH aKTUBUPYET
MHbNAaMMacoMy — BHYTPUKIIETOYHbIN 6EKOBbIM KOMMNEKC,
TOT B CBOIO 04yepeb — GepMeHT Kacnasy (CMH. KOHBepTa-
3a WHTepJieKMHa 1), KOTopbIA NpeBpallaeT HeaKTUBHYIO
dOpMY NPOUHTEPNENKUH 1 B aKTUBHYIO — MHTEPNENKKUH 1
(interleukin 1, IL1) [5-7]. AKTuBHaa Monekyna IL1, B3au-
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MOJENCTBYS CO CBOMM COOCTBEHHbIM PELLENTOPOM, BHOBb
aKTUBMPYET Kacnagdy Yyepesd CUCTEMY BHYTPUKIETOYHbIX MeC-
CeHXKepoB, YTO NPMBOANT B BblpaboTKe HOBOW nopumu 1L1.
Bnocneacteumn nmeHHo D. Kastner gan Ha3dBaHue GeHOMeEHY
camMOaKTMBaLMW BOCManeHnss — ayToBoCnalieHMe, a camu
3aboneBaHus, B OCHOBE KOTOPbIX NeXaT UAEHTUYHbIE Mexa-
HWU3Mbl, CTaNN Ha3blBaTbCHA ayToBOCNaNUTENbHbIMM [1, 5].
OTAnYnTENbHON OCOBEHHOCTbIO ayToBOCNANUTENbHbIX
3aboneBaHui IBNFETCA OTCYTCTBUE BbIPabOTKM ayTOaHTUTEN
W aHTUreHcneunodunyecknx T numdouMTOB, KakK Mpu ayro-
UMMYHHbIX cnHapomax [1]. MNepeyeHb ayToBOCNaNMUTENbHbIX
3a60/1eBaHNM MNOCTOSHHO paclKnpseTcs, OAHaKo UX 00b-
eMHSEeT OOWNN CUMOTOM — JIMXOopagKa, KoTopas MOoXKeT
HOCUTb KaK LIMKIMYECKUI, TaK U NEPCUCTUPYIOWMI XapaKTep
N COMPOBOXJAAETCA BbICOKOW NlabopaTtopHOM BOCMaiUTesb-
HOW aKTUBHOCTbIO — TMOBbIWEHWEM CKOPOCTU OcedaHus
aputpountoB (CO3J), KOoHUeHTpaunn C-peaKTMBHOro 6enka
(CPB), dnbpuHoreHa, celBOPOTOHHOrO amunonga A [8].

CEMEWHASl CPEAJUSEMHOMOPCKAS JINXOPAIKA

PacnpocTpaHeHHOCTb

CemenHas cpeansemHomopcKasa nuxopagka (CCJ) aB.-
NIeTCH cambIM PacnpocTpaHeHHbIM B MUPE BapuaHTOM ayTo-
BOCManUTENIbHOr0 CUMHAPOMA M OTHOCUTCA K rpynne nepu-
OMYECKMX (UMKInYeckunx) nuxopapok. CCJT xapaktepusy-
€TCS CaMOCTOSITE/IbHO MPOXOAAWMMHU 3NU304aMKU iMxopaa-
KW, cepo3uta U aptputa [9]. 3aboneBaHne UMEET YETKYIO
3THUYECKYIO NPeapPacnoiOXEeHHOCTb: MaBHbIMU HOCUTENSMU
MyTaLun B MUpE SABASIOTCS TYPKW, EBPEN, @ TaKKe KOPEH-
Hble YXUTeNM CTpaH cpean3eMHOMOPCKOro pervoHa (KOxHas
EBpona, CeBepHas AdpuKka, BauxHun BOCTOK, cTpaHbl
3akaBKasbs) [10]. B Poccuitckon depepauunn Hanbonee
yacto CCJ1 BcTpeyaeTcs cpeam nunL, apMsaHCKOM 1M asepbans-
YaHCKOW HauMoHanbHocTM [11].

B 6onblWMHCTBE C/y4aeB KIWMHUMYECKUE MPOSABIEHUS
CCJ1 cBA3aHbl € NATbIO Haubonee 4acTbiMU BbICOKOMNEHe-
TPaHTHbIMKM MyTaumsamu reHa MEFV (p.M694V, p.E1480Q,
p.M680I, p.V726A, p.M694I), KoTopble B 06LEN CMTOXKHOCTU
BCTpeyvatoTca npumepHo y 70-80% naumeHtoB [12, 13].
PacnpocTtpaHeHHOCTb Haubosee Yacton Mytaumm p.M694V
Kone6netcs ot 36,5% (B Apmernn, Cupun) go 65% B nony-
naummn espees [14, 15]. Bropoe u TpeTbe MecTo no pacnpo-
CTpaHEHHOCTU 3aHumaloT MyTaumn p.M680I (BcTpedvatoTcs
NPENMYLLECTBEHHO B apPMSIHCKOM M TypPeLKOW Nonynsuusx) n
p.V726A (pacnpocTpaHeHa B apabckux nonynaumsx) [14—16].

KnuHnvyecKasa KapTuHa

3aboneBaHne 006bIYHO NPOSBASETCA B AETCKOM BO3pac-
Te. 1o 90% Bcex cnyvyaeB CCJ1 ge6iotupytoT go 20-neTHero
Bo3pacTta [17], 85-92% cnyyaeB — po 10, 58-65% —
no 5 [14], ~15% — po 2-netHero Bo3pacTa [18]. B cTpaHax
bnuxHero BocTtoKa, rae MMeeT MecTo Tpaauums 6anM3Kopoa-
CTBEHHbIX 6pakoB (B Typumn — go 20-25%), cnyqan CCJl
B ceMbe OTMevatoTcs 6osee YyeM y 50% naumeHtos [18-20].

JInxopagka

Han6onee 4vactbin cumntom CCJl, oTMeYaeMbl MOYTH
y 90% peten n 100% B3pocnbix [18, 21, 22]. B 60nblIMHCTBE
cnydaeB CCJ1 npoao/mKuMTeNbHOCTb MPUCTyNna CocTaBaseT
OT 24 [0 72 4, 04HaKO onucaHbl KaKk 6ofiee KOPOTKME Mpo-
MENYTKM (< 24 4), TaK 1 60nee NPoAoIKUTENbHbIE (A0 5 cyT)
[23]. BonbHble CCJ1 3a4acTyio NPeayvyBCTBYIOT HaCTynaeHue

npuctyna (n1oxoe camo4vyBCcTBUE, 60N B KMBOTE, AUCKOM-
$opT). ANn3oabl NMXOPAAKM MOTYT BOSHWKATb OT HECKOTbKMX
pas B MecsiL, [0 HECKONbKKX B rof (MHoraa pexe) [23] n 6biTb
CMPOBOLMPOBaHbI CTPECCOM, MHTEPKYPPEHTHBIMU MHOEKLM-
AMU, GUINHECKOM Harpy3Kon, MeHCTpyaLmamu [24].

BoneBo cMHApPOM

Bbosib B MBOTE, CBA3aHHasA C aCenTUYEeCKUM (CTepusb-
HbIM) NEPUTOHWUTOM, FIBNSIETCS BTOPbIM MO YacToTe MposiB-
nenunem CCJl1, BcTpevaetca y 82-96% nauueHToB, AJUTCA
He MeHee 6 4 [15, 25] 1 xapaKTepuayeTcs NoNoXKUTENbHbIMU
nepuToHeanbHbIMM cUMNTOMaMu. B coyeTaHun ¢ nuxopag-
KOW M BbICOKOM nabopaTopHOM BOCMaiUTENIbHOW aKTUBHO-
CTblo 60/1b B XMBOTe y 60/bHbIX CCJT oWKNBOYHO TpaKTyeT-
CSl KaK OCTPblM anneHauuMT, OCMOXKHEHHbBIN NEPUTOHUTOM,
M nauueHTbl MHOTAa MOABEPraloTcs M3ULWHUM XUpypruye-
CKUM MaHuUNynsaumam (nanapotoMuu). AGLOMUHaSbHblE 60U
C CUMMNTOMaMM OCTPOM KULLEYHOW HEMPOXOLUMOCTH, OTMEeYa-
emble oTaenbHbIMKU NaumeHTamu ¢ CCJ1, cBA3aHbl CO cnaevyHon
60/1€3HbI0 — OCNIOXXHEHMEM PELIMANBUPYIOWMX NEPUTOHNUTOB
1 nanapotomui [26]. TaK, No AaHHbIM UCCNefoBaHUs TypeLl-
KOWM NONynsuuKn, YactoTa U3NULWHKUX 1TanapoTOMUIK cocTaBuna
29,1%, npu 3TOM HEKOTOpble MaLMeHTbl ObIIM MPOOMNEpU-
poBaHbl HEOAHOKPATHO: 74 nauueHTam ObliM BbINOSHEHbI
92 XMpypru4yecKknx BMellaTenbcTea [27].

Bbosin B rpyaHoOH KieTKe, CBSiI3aHHble C MNeBPUTOM, BO3-
HUKatoT y 21-84% B3pocnblX, TOrga Kak y [AeTer yacToTa
nnesBpuToB — He 6onee 18%. MHorne uccnegoBartenu cyu-
TaloT, YTO YacToTa NJEBPUTOB YBEMYMBAETCS C BO3PaCTOM
[18, 19, 22].

ApTtput npu CCJ1, Kak npaBuno, NpoTeKkaeT B popme He-
MUIPUPYIOWEro MOHOapTpUTa C MOPaXKEHWEM KOMEHHOrO,
rOfIEHOCTOMHOrO MNu Ta3obedpeHHoro cyctasos [17]. Yac-
TOTa apTputa cpeaun 6onbHbIX CCJ1 Konebnetca oT 26—37%
B apabcKux cTpaHax [14, 28] no 47% B Typuuu [29].
Haunbonblwas Yyactota apTpuToB (77,4%) onucaHa y eBpeeB-
cedapgoB [9]. Pasnnuma B 4acTtoTe apTpuTa cpeau pasHbix
nonynsiuum o6bsACHAETCA YPOBHEM PaCnpPOCTPaHEHHOCTH
BbICOKOMEHETPAHTHON MyTaumn p.M694V, obycnosnunBato-
en Hambonee Taxenbin deHotun CCJ1 [29]. B BbINOAHEHHOM
TYPELKNMU YH4EHbIMU NEeanaTpuyecKoM nccnefoBaHnm noka-
3aHO, 4YTO 4YacToTa rOMO3UIOTHOrO HocuTeNbCcTBa p.M694V
cocTtaBuna 36% cpean naumeHtoB ¢ CCJ1 ¢ apTputamu, Toraa
Kak B obuwen nonynauuun naumveHtoB ¢ CCJT — 28% [18].
Y HekoTopbix NauueHtoB ¢ CCJ/1 MMeeT MecTo XPOHUYECKUI
apTpuT (MeHee 10% OT Yncna nauMeHTOB € CyCTaBHbIM Mopa-
YEHWEM), KOTOpbIM NpeacTaBieH NM60 3HTE3UTacCoLUnpo-
BaHHbIM, MMG0 ONIMroapTUKYNSpHbIM cy6Tunom [30]. B rpyn-
ne nayneHtoB ¢ CCJ1 ¢ XpOHMYECKMM apTpUTOM 4YacToTa
MyTaHTHOro annenst p.M694V B romo3UrotTHom 60 reTepo-
3UroTHOM BapuaHTe gocturaeT 70%, cpeam AeTen ¢ OCTpbIM
apTputoM — 63%, B 06uen nonynsauumn aeten ¢ CCJIT — 54%
[18]. Cpeam B3pochbix nauneHTos ¢ CCJ1 pa3zBuTHE XPOHUYE-
CKOro aptpuTa oTMevaetcs B 1,3% cnyvyaeB, cepoHeraTms-
HOro cnoHaunoapTputa — B 2,3%, 4TO CyLWECTBEHHO Bbille,
yem B o6uen nonynaumm [29, 31, 32].

MNHTeHcHBHbIE 601 B HUXHMX KOHEYHOCTSAX (60/1M Hanps-
eHus) BcTpedatoTes y 50-66% naumeHtoB ¢ CCJ1, Kak
npaBmno, Tsxenon ¢opmbl, 06YCNOBNEHHON BaCKY/UTOM
[18, 33]. Apyron npuy4nMHOMm 60new B HUKHUX KOHEYHOCTSIX,
BO3HMKaLOLWMX nocne GU3N4eCKUX Harpy3oK BO BHEMNPUCTYI-
HOM nepwuoge, ABnstoTCA aHTe3onaTtum [33]. YcTaHOBNEHO,



4yT1o nauuneHTbl ¢ CCJ1 U3 U3pamna uMenu CMMMATOMbI, aHa-
NIOTMYHbIE @HKWIO3MPYIOWEMY CMOHAMNOAPTPUTY, BKIOYas
IHTE3UTbI U caKpouneuT. NHTepecHo, 4YTO BCe NauueHTbl
6binv HLA B27-HeratMBHbIMM, YTO yKa3blBaeT Ha cBA3b CCJ1
C aHKUI03UPYIOLLMM CMOHAUN0APTPUTOM [34].

KokHble nposiBneHus

Poxenogo6Hble BbICbIMAHUA — TUMWYHbIE MpPOSBIE-
Hus CCJ1 — oGHapy>XMBaloTCs, KaK NpaBuio, Ha nepeaHen
NOBEPXHOCTU FOSIEHN MUAK CTOMbI B BUAE GONE3HEHHbIX BO3-
BbILIAOLWMXCSH Ha[l YDOBHEM KOXMW MHOUNLTPATOB C SBNEHM-
AMW TMNEPEMUUN U NIOKANbHOW rMNepTepmMum. HactoTa Takux
BbICbIMaHW y 60bHbIX CCJ1 B pasHbiX NONyAaLMax Bapbupy-
et o1 3 10 46% [18, 25, 35]. o uMetowmnMes AaHHbIM, BbICbI-
naHua accoLMmMpoBaHbl C HOCUTENBCTBOM MYTAHTHOMO anne-
nsa p.M694V. B yacTHOCTH, B UCCef0BaHUK, NPOBEAEHHOM
B Typuuu, OblIO0 MOKa3aHO, Y4TO YacToTa annens p.M694V
B rpynne geten ¢ CCJ1 ¢ poxkenofoOGHbIMU BbICbINAaHUAMMU
coctaBuna 55%, Torga Kak B 06Llen rpynne naunmeHToB —
30% [18, 25, 35].

JlaGopaTopHbie NpU3HaKu

N3 nabopatopHbIx nposisneHnin CCJT Hanbonee TMNUYHbIMU
ABNAIOTCSA NOBbILIEHWE B MOMEHT MPUCTYNa YPOBHA MapKepoB
octpon dasbl, Takux Kak COJ, CPb, dnbpUHOreH, CbiIBOPOTOY-
HbI amunong A. Bo BHENPUCTYNHOM nepuoje y 60/blInHCTBA
nauMeHToB nokasatenn ocTpodal3oBOM aKTUBHOCTU GbICTPO
NPUXOAAT B HOPMY M COXPaHSAIOTCA B ee npegenax 4o cre-
aytowero npuctyna [36]. OgHako y ~20% nauuneHTtoB ¢ CCJl
napameTpbl aKTUBHOCTU BO BHEMPUCTYNHOM NEpUoae HE CHU-
aloTcs, 4YTO, KaK NpaBuio, CBUAETENbCTBYET O THAXKEIOM
deHoTMNe, BbICOKOACCOLMUMPOBAHHOM C HalMYMEM FOMO3M-
rOTHOr0 HOCUTENbLCTBA MyTaHTHOro annens p.M694V (no 50%)
[37]. UMeHHO mauuneHTbl ¢ NepcucTupytowen nabopaTtopHon
0CTPOPa30BON aAKTMBHOCTbIO B MEXMNPUCTYNMHOM Mnepuose,
0CO6EHHO Ha Tepanuu KONXMULIMHOM, SBASIOTCSH FPYNMNON pUCKa
no passutuio AA-amunongosa [37, 38]. 10 HEKOTOPbLIM AaH-
HbIM, MOBbILWEHHble 3HavyeHns CO3 n CPB B MeXnpUcTynHom
nepuofe otmevatotca y 14 n 12% neten COOTBETCTBEHHO, MpU
3TOM 56% NaLMneHTOB C NEPCUCTUPYIOLLEN aKTUBHOCTbLIO ABS-
loTCH roMo3urotamu no myrauum p.M694V [18]. MNokasaHo
TaKXe, YTO MOBbIWEHHbIM YPOBEHb CbIBOPOTOYHOITO amMMUIOU-
na A (CAA) BO BHEMPUCTYNHOM MEpPUOAE KOPPEUPYET C BbiXKK-
BaemocTbto NaunenToB ¢ CC/1[39].

[AnarHocTuyecKkue Kputepum

CornacHo coBpeMeHHbIM npeactaBneHmnam, CCJT guarHo-
CTUPYETCH KIUHUYECKU C Y4ETOM ITHUYECKUX OCOBEHHOCTEN
MU ceMenHoro aHamHesa [40]. [eHeTMYecKkoe nccnegoBaHue
HEeobX0AMMO TONIbKO A9 MNOATBEPXKAEHMS 3aboneBaHus,
HO He aBnseTcs obs3atefibHbiM [41].

UcTopus pa3paboTku gMarHoctuyecknx Kputepmnes CCJ1
6epeT cBoe Hayano ¢ 1967 r., Koraa no pesyabratam uccne-
noBaHua 470 naumeHToB ¢ CCJ1 aBTOpbI Npeanoxmnmn 3 o69-
3aTefIbHbIX KpUTEPUA U 3 AOMONHUTENbHbIX:

ob6s3aTesibHble:

1) KOPOTKME 3NU304bl PELUAUBUPYIOLLUX IMXOPALOK C pas-

HbIMW MHTEPBanamu;

2) 6oneBble aNn30/bl C BOB/IEYEHWEM XMUBOTA, FPYAHOM KNeT-

KW, CyCTaBOB, KOXMW, COMPOBOXAalOLWNECH NUXOPaaKow;
3) oTcyTcTBME APYrUX NPUYUH ONA Pa3BUTUA AAHHOMO CO-

CTOSIHVUS;

[OMOJIHUTE IbHbIE:

1) aMunouaos, NOATBEPKAEHHbIN KIMHUYECKU NPU Hedpo-
6uoncuu;

2) ayTOCOMHO-PELECCUBHbIM TUM HacneagoBaHus;

3) cpean3eMHOMOPCKOE MPOUCXOXKAEHWE MaLMEHTOB, B YacT-

HOCTU eBpeun-cedapabl UM apmsHe.

B nocnepgyoolwem Ha OCHOBaHWU UMEIOWNUXCH KpUTEPH-
eB O6blIM NpeanoxeHbl HOBble Bepcun — Tel-Hashomer
(Tabn. 1) n ynpolLeHHbIM BapuaHT Livneh (tabn. 2), Ha3BaH-
HblM MO MMEHWM MNepBOro asTopa nybnukauum [20, 42].
OgHako ¢ 1998 . pyKoBOAMTENEM MCCnefoBaTebCKOM
rpynnbl M. Pras [43] 6bl1 NpeanoXeH ynpoLweHHbIn Bapwu-
aHT rpynnbl KPUTEPUEB C COXPAHEHWEM NepBOHa4YaNbHOro
HazBaHug — Tel-Hashomer (ta6n. 3), 4TO MOXET BHOCUTb
HeKoTopyto nyTaHuuy. Kputepun Tel-Hashomer 6binun ycrta-
HOBJIEHbI Ha MOMNYyNSALUMK B3POCbIX NalLMEeHTOB eBPEenCcCKon
HaLMOHaNbHOCTM M OCTalOTCA MOKa CaMbIMW HaAEXHbIMU
AMarHocTuyecknmu nokazatensamu CCJ1 B mupe [44, 45].

MNo3gHee F. Yalcinkaya u coaBT. paspaboTtanun Habop ne-
AMaTpUYecKux Kputepues ansa anarHoctnkm CCJ1 Ha ocHoBe
nonynsLMu nNaLmMeHToB TYPELKOro NpoUCXoXKaeHus (Taén. 4)
[20]. Tpynna y4yacTHWMKOB, BK/OYEHHas B MccnegoBaHue,
COCTOSI/1a TO/IbKO M3 MaLMEHTOB, MMEKLWMX MO 2 MyTaLuu
B reHe MEFV BHe 3aBUCUMOCTU OT KIIMHUYECKON KapTUHbI.
HekoTopble Kputepuu, Bxoasauine B anroput™m Tel-Hashomer
(BO3pacT, HaLUMOHaAbHOCTb, KPOBHOE POACTBO poauTenen),
He y4yuTblBaNUCb, NMPU TOM 4YTO Uccnefyemas rpynna 6bina
npegcTaBneHa 4eTbMU TYPELLKOM HaLMOHaNbHOCTHU, rae 4oNs
6/IM3KOPOACTBEHHbIX 6PaKOB OTHOCUTENLHO BesivKa [18-20].
B HacTosiLlee BpeMs 3TU KpUTEPUU MOTYT ObiTb NMPUMEHEHDI
TONBbKO AN5 NaUMEHTOB TyPeLKOM HaLMOHaNbHOCTU, UMEID-
wmx no 2 Mytauuun B reHe MEFV [46].

Mpu conoctaBneHnn BanugHOCTU KputepueB Yalcinkaya
n Tel-Hashomer B cmeluaHHOW rpynne, cOCTosIlEN U3
100 nauueHTOB dpaHLy3CKOro npoucxoxgexHus ¢ CCJl,
W rpynne cpaBHeHns U3 40 nauMeHTOB C MEPUOLUYECKUMMU
nuxopagkamu (npemmyuiecteeHHo PFAPA) 6binv ycTaHoBAE-
Hbl COMOCTaBMMble BbICOKas YyBCTBMUTENBHOCTL (100 1 99%
COOTBETCTBEHHO) WM HU3Kasf cneundUYHOCTb 06Eenx cxem
(50 1 45% coOTBETCTBEHHO), OAHAKO NPU MPUMEHEHUU BCEX
Tpex neanaTpuyecKnx KpuTepueB YyBCTBUTENbHOCTb CHMU-
*anacb 00 77%, HO cneunMdUYHOCTb MoBbiWwanacb A0 95%.
ABTOPbI UCCNEfOBaHUSA CHUTAIOT, YTO BbICOKAs YyBCTBUTESb-
HOCTb BaKHee BbICOKOW crneumdU4HOCTH, YTO OrpaHMymnBaeT
NPUMEHeHNe NeanaTpPUYecKmUX KpUTEPUEB B APYrUX BbiGOP-
Kax nauueHToB ¢ nogo3peHnem Ha CCJ1 [45]. Mo apyrum
[JaHHbIM, YyBCTBUTENbHOCTb M CNEeuMOUYHOCTb KpUTEpues
Tel-Hashomer u Livneh coctaBnsior 6onee 95 n 97% coort-
BETCTBEHHO A/19 KaXA0ro U3 Hux [42], Toraa Kak ana neguar-
puyeckmx Kputepues Yalcinkaya — 86,5 n 93,6% [20].

KnuHunyeckune peHotunol CCJ1

CCJ1 nogpasaensiercs no TedeHuto Ha 3 deHotuna [47].
®eHoTun | xapaKktepnayeTcs ABHOW KIMHWYECKOW KapTUHOM
3abo0/1eBaHus, KOTopas NPOSBAAETCA 3NU304aMu JIMXOPALKM
W apTputa, WAM NEpPUTOHWUTA, MAEBPUTA WM POXKENOA06-
HOW 3puUTEMbI, WIM KOMOMHALMEN BbllIENEPEYNCIEHHOTO
¢ AA-amunongosom. [ns aton GopMbl reHeTu4ecKas auar-
HOCTMKa He aBnseTcs 06a3aTe/lbHOM BBMAY OTHETIMBOM
KNMHUYECKON KapTuHbl [47]. ®PeHoTtun Il xapaKktepusyeTtcs
€AMHCTBEHHbIM MposiBlieHneM — Hanudmem AA-amwunou-
[103a y NauuneHTa 6e3 npegwectsyolwmx cumntomos CCJI.
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Ta6auuya 1. Kputepun guarHoctrkun Tel-Hashomer (1997) [42]
Table 1. Tel-Hashomer diagnostic criteria (1997) [42]

1. TepuToHUT

2. TneBpuT O4HOCTOPOHHWI UK NEPUKaAPAUT

3. MoHoapTpuT (Ta306eApEHHbIN, KONEHHbIN, rONEHOCTOMNHbIN CycTaBbl)
4. Jlnxopagka

1-3. HenonHas ataka* ¢ BoBne4YeHMEM OHOW UK Gonee NoKanusaumi:

1 — uBOT
2 — rpyaHas KneTka
3 — cycraB

4. BOonu HaNPSXKEeHWUS B HUXKHUX KOHEYHOCTSX
5. Xopoluur OTBET Ha Tepanuio KONXMLMHOM* *

1. CemeWiHble cnydan ceMenHoM cpean3eMHOMOPCKOM IMXOPaAKK ***
2. TpvHagnexHOCTb K COOTBETCTBYIOLEN ATHUHECKOM rpynne***
3. Bospact Havana 3a6oneBanus < 20 net
4—7. XapaKTepUCTUKK aTaKu:
4 — TA)Kenas, NPUKoBbIBatoWas K noctenu
5 — CMOHTaHHOE pa3pelleHune
6 — Hann4me NPOMEKYTKOB OTCYTCTBMUS CUMNTOMOB 6ONIE3HU
7 — TPaH3UTOPHOE NOBbIWEHWE YPOBHS XOTS Gbl O4HOr0 1Aa6opPaTOPHOro MapKepa BOCNaneHs — KOMYecTBa IENKOLMTOB B KPOBH,
CO3, CAA u/unu pubpuHoreHa
8. 3nu304bl NPOTEUHYPUK/TEMATYPUM
9. HenpoayKTMBHas nanapoToMus Unu yaaneHue «6enoro» (6e3 GaermMoHO3HOro BocnaneHus) anneHanmkea
10. KpoBHOE poacTBO poauTenen

[narHos ceMenHom cpean3eMHOMOPCKOM TIMXOPaAKN MOXKET BbITb YCTAHOBMIEH HA OCHOBaHWK 1 60/1bWOro Uan 2 ManblX KPUTEPUEB UK
1 manoro Kputepusa n 5 nogaepxuBatomx

MpumedaHue. * HenonHomn cunTaeTcs ataka, KOTopasi HOCUT PELMAMBUPYIOLLMIA XapaKTep, CONpoBOXaaeTcst 60N1eBbIM CUHAPOMOM

W OTIMYaETCs OT TUMUYHOM (MONHOM) aTaKK Hannynem 1—2 NpU3HaKOB U3 HUKECNEAYIOLMNX:

TemnepaTtypa Tena HopmasbHas unu Huxe 38°C;

aTaku JIMHHEE UM KopoYe, 4eM 06bI4HO (HO He Kopoye 6 4 U He NpoaomkuTenbHee 1 Hepn);

HeT MPU3HAKOB NEePUTOHUTA BO Bpemsi aB6A0OMUHANLHOW aTaKu;

aboMWHanbHas aTaka HOCWUT NIOKANM30BaHHbIN XapaKTep;

) @pPTPUT MHbIX CYCTaBOB, KPOME YKa3aHHbIX BbILLE.

** XOpoLKWM OTBETOM Ha Tepanuio KONXULIMHOM cHUTaeTcs apdEKT, NP1 KOTOPOM OTMEYAIOTCS PeflyKLMs Ynucna, NPOLOIKUTENBHOCTHU

W MHTEHCUBHOCTM MPUCTYMOB BMIOTb 40 UX MOSTHOrO KyNUPOBaHMS; yMEeHbLIEHWE BMIOTb 0 HOPMaNM3aLMu peakTaHTOB OCTPOMN dasbl.
*** [Nof ceMerHbIM aHaMHE30M NMOHUMAETCS HanyMe aHaNornyYHbIX clydyaeB 3a60NeBaHUs Cpean POACTBEHHUKOB (CTeNeHb PoacTBa
He yTouHseTcs). (Heo6XoaMMO OTMETUTb, YTO B OPUTMHANBbHOM UCTOYHUKE HE NMPUBOAATCS ONpeaeNeHUs TEPMUHOB: «<XOPOLLUI OTBET

Ha Tepanuio KONXULMHOM», «CEMEWHbIN aHaMHe3», «<KPOBHOE POACTBO POAUTENEMY).

*¥%% JTHUYECKMMM TpynnamMm pucka pa3paboTinKm KpUTEPUEB cUUTaNK eBpeeB-cedapaoB, apabos, apMsH U TYPKOB.

Note. * An attack is considered to be incomplete if it is recurrent, accompanied by pain syndrome and differs from a typical (complete)
attack by the presence of 1-2 following signs:

1) body temperature is normal or below 38°C;

2) attacks are longer or shorter than usual (but not shorter than 6 hours and not longer than 1 week);

3) no signs of peritonitis during abdominal attack;

4) abdominal attack is localized;

5) arthritis of other joints, except the above.

** A good response to colchicine therapy is considered to be an effect when there is a reduction in the number, duration and intensity of
attacks, up to their complete relief; decrease to normalization of the acute phase reactants.

*** Family history means the presence of similar cases of the disease among relatives (the degree of kinship is not specified). (It should be
noted that the original source does not provide definitions of the terms: ‘good response to colchicine therapy’, ‘family history’, ‘parental
blood relationship’).

**%% Criteria developers considered the Sephardic Jews, Arabs, Armenians and Turks to be the ethnic groups at risk.

grebhe

[narHocTMKa ocHOBaHa Ha CEMEMHOM aHamHese: Hanuyue
POACTBEHHUKOB C GEHOTUNOM | UK Hanuyme mytaluum B reHe
MEFV. ®eHotunn Il xapaktepu3syeTcs 6€CCUMNTOMHbLIM Teye-
HMEeM 3ab0oneBaHUs NpU HalnyMU He MeHee [BYX MyTauuw
B reHe MEFV n BbIIBNSAE€TCSA B CEeMbSX, IAe MMEeTCs KaK
MWHMMYM OAMH NauueHT ¢ goKadaHHon CCJ1. OcobeHHOCTb
[aHHOro peHoTnNa 3aKkyaeTcs B NOSTHOM OTCYTCTBUM KNK-
HWYECKOM KapTWHblI 3aboneBaHUs Npu HaaUYUKU BbICOKOMeE-
HETPaHTHbIX MyTauun [47].

OcnoxHeHusa CCJ1

Haunbonee yactbim ocnoxkHeHuem CCJ1 gaBngetcs MUK-
pouuTapHas aHemusi, CBfi3aHHas C MNEPCUCTUPYIOWUM
XPOHWYECKMM BOCManeHMeM. Yactota aHeMuu, No [AaH-
HbIM pa3sHbIX UCCefoBaHWK, BCTpeyanacb y 53% nauu-
eHToB [48], KoTOpbIM BnepBble aAnarHoctuposanu CCI1,
y 31% nauMeHTOB, KOTOPble HAaXOA4MUChL Ha Tepanuu Kos-
XMunHoM [48]; y 6% feTen aHemMus HOcuna NepcucTu-
pylOLWMIA XPOHUYECKN xapakTtep [18]. Y 48% peten c



Ta6nuua 2. Kputepun amarHoctmku Livneh (1997) [42]
Table 2. Livneh diagnostic criteria (1997) [42]

1-4. TuNUYHbIE NPUCTYMbI:
1 — Pa3nnTtoi NepuToHuT
2 — OIHOCTOPOHHUI NNEBPUT NN NEPUKAPANT

4 — N3onnpoBaHHasa nMxopajka
5. HenonHble abaoMuHanbHble NPUCTYMbI

1 — 601u B rpyaHOWM KieTke

2 — apTpuT/apTpanruu
3. Bonu HanpsiKeHUS B HUKHMUX KOHEYHOCTSX
4. XOpOoWWn OTBET Ha KONXMLMH

3 — MoHoapTpuT (Ta306€eAPEHHbIN, KONEHHbIN, rONIEHOCTOMNHbIN CycTaBbl)

1-2. HenonHble NpucTynbl ¢ BoBneYeHmem 1 unu 6onee noKkanusauui:

[narHos cemenHom cpean3eMHOMOPCKON TMXOPaAKM MOXKET BblTb YCTAHOBMEH NPW Hannyum 1 601bLIOro UK 2 Malbix KPUTEPUEB

Ta6nuua 3. Kputepun auarHoctvku Tel-Hashomer (1998) [43]
Table 3. Tel-Hashomer diagnostic criteria (1998) [43]

2. AA-amunono3s 6e3 yKazaHus Ha Apyrylo BO3MOMXHYIO MPUYUHY
3. XOpoLIKni OTBET Ha Tepanuto KONXMLMHOM

1. PeuvavBupytoLmne ann3oabl MMXopagaKu
2. PoxenogobHas aK3aHTeMa

BepoaTHbIi anarHo3: 1 601blioi u 1 Manbii KpuTepumn

1. Peuuavsupylomne ann3oabl IMXopagKu, CONpoBOXaatoWMecs NepuToHUTOM, CUHOBUTOM WU MIEBPUTOM

3. CemeWiHasa cpean3eMHOMOpPCKas MnxopagKa y POACTBEHHUKOB NePBOM TMHUK POACTBA

OnpeaeneHHblt AnarHo3s: 2 60/blWNX KpUTepUs Uan 1 60NbLLOK U 2 ManbixX

Ta6nuua 4. MNeanatpuyeckre Kputepum Yalcinkaya [20]
Table 4. Yalcinkaya paediatric criteria [20]

JlnxopagaKa (< 38°C, akeunnspHas, NpoAoIKUTENbHOCTb 672 4, = 3 aNn3040B)

Bonu B KMBOTE (MPOAOSIKMUTENBHOCTL 6—72 4, = 3 3N1M300B)

Bonu B rpyaHoOM KneTKe (MPOA0IKUTENBHOCTL 6—72 4, = 3 3N1M30408B)

ApTPUT (MPOAOSIKUTENBHOCTb 6—72 4, = 3 3NU30/10B, OJIMr0aPTPUT)

HacnefnctBeHHOCTb MO CEMENHON CPeAN3EeMHOMOPCKON NMXOpaaKe

[lnarHo3 ceMeiHoOM cpeM3eMHOMOPCKOW IMXOPALKU MOXKET GbITb YCTAHOBNIEH HA OCHOBaHUM = 2 KPUTEPUEB

nepcucTupyolen aHemuen 6bina BbiIIBiEHaA MyTauusd
p.M694V B roM0O3UroTHOM cocTosiHum [18, 48].

B uucne ocnoxHeHnunt CCJ1 cnegyeT OTMETUTb pPa3BU-
TMe cnneHomeranmmn (y 10-60%) [47, 49, 50], 3agepKu
pocta y aeten [47], CHUMXKEHME MWHepasbHOM MIOTHOCTU
KOCTHOM TKaHu (y 22-30%) [47, 51]. Y B3poCnbIx NnauueH-
TOB OTMEYalOTCs CHUMKEHME KayecTBa KWM3HW, Aenpeccus
W PacCcTpoOMCTBO MNCUXMKKU, a Takke Gecnnogue wau npe-
AEBPEMEHHbIE POAbl Y KEHLMH, MOBbIWEHHbIA PUCK pas-
BUTUSA cepAeyHblx 3aboneBaHnn u AA-amunouposa [47].
OCHOBHbIMM MPUYMHAMU UHDEPTUSIBHOCTU CHUTAIOT BIIUSHKUE
KOMXMUMHA Ha NOABMXHOCTb CMEepMaToO30MAOB Y MYKYMH,

Yy MEHWMH — Ha MNOABMKHOCTb PECHWUTYATOro 3nUTENUs
MaTo4YHbIX TPY6. C 6eCnnofMem y KeHLLMH CBA3bIBAIOT BbICO-
Kylo BOCNaNUTENbHYIO aKTUBHOCTb 3a60/1IeBaHNs, ONocpeao-
BaHHO B/IMAIOLLYIO HA FOPMOHasbHbIM QOH, a TaKKe cnaeu-
Hyl0 601€e3Hb BCNEACTBUE PELMANBUPYIOWMUX NEPUTOHUTOB
[26, 52, 53]. BocnanutenbHasa akTUBHOCTb TaKXKe SBNAETCH
NMPUYMHON HEBbIHALUMBAHUSA GEPEMEHHOCTU U MpexaeBpe-
MEHHbIX pofoB [48].

CambIM onacHblM ocnoxHeHnem CCJ1, BAMAIOWMM KaK
Ha Ka4yeCTBO MU3HMW, TaK U Ha ee NPOAOSIKMUTENbHOCTb, B-
nsaetca AA-amunonpo3. B uccnepoBaHum 470 naumeHToB
13 M3pannsg ammnongos pas3Hou oKanusaumn 6bi1 3aduK-
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cupoBaH B 26,9% cny4vaes [9]. Hanbonee cepbe3HbIM Bapu-
aHTOM §BASETCA aMUAOMAO03 C MOYEYHbIM MOPaXKEHUEM.
B nonynsiuMoHHOM mMccneaoBaHWKM, BbINOAHEHHOM B Typuuu,
OblN0 yCcTaHOBMEHO, 4TO AA-aMWIOMAO3 MOYEK pa3BuBa-
ca y 12,9% naumeHtoB ¢ CCJl. OcHOBHbIMM daKTopamu
pUcKa, NMOMUMO BbICOKOMEHEeTpaHTHOM myTauun M6E94YV,
OblnnM 60nee No3AHWK BO3pacT NOCTaHOBKM AnarHo3a CCJl
W HanM4YnMe ammMnonao3a y poACTBEHHMKOB (OTHOLIEHMWE LWaH-
coB 4,54; p < 0,001) [29].

leHoAanarHocTuka

[eHeTMYyeckoe TecTMpoBaHWE (MOMEKYNAPHO-reHeThYe-
CKOe TeCcTMpoBaHWe METOAOM CEKBEHMPOBaHMUSA No CaHrepy)
NPOBOAMUTCH NaLMeHTam C COOTBETCTBYIOLLEN KIIMHUYECKOM
KapTuHon [41]. Y aCMMNTOMHbIX MaLWEeHTOB (Kak npasuno,
3TO MajleHbKWe AETH, y KOTOPbIX MyTaLun O6Hapy*KeHbl npu
niaHoBOM o06CnefoBaHWM B KavyecTBe cu6COB npobaHaa
¢ CC/, nn6o fetn ¢ nonumopduamom no p.E148Q, nnmn myta-
LUMAMK, HE OTHOCALWMMUCH K MATU BbICOKONEHETPaHTHbIM,
YKa3aHHbIM Bbllle) OCHOBaHWeM Ang Tepanuun Moryt 9BUTbCH
Hanuyme npuctyna CCJ1 (Tak HasbiBaembit deHotun ),
nepcuUcTUpyroWwen BoOCNaNUTENbHON aKTUBHOCTM WAW MpOo-
TEMHYPUK, BbISBAEHHbIX nabopatopHo [40, 41]. OnucaHbl
npuMepbl, Korga nauueHTbl, 9BASSACb rOMO3Urotamu (Bce,
KpoMe 5 yKa3aHHbIX Bbllle BbICOKOMEHETPaHTHbIX, OTBE-
CTBEHHbIX 3a pa3sutue CCJ1), MOryT He UMETb KIIMHUYECKMUX
WA NabopaTopHbIX NPOABAEHNI 3ab0neBaHus, PaBHO Kak
M reTepo3nroTHOEe HOCUTENIbCTBO «BblCOKOMEHETPAHTHOMN»
MyTauun MOXET COMPOBOXAATLCA KIIMHUYECKOW KapTUHOWM
CCJl [35, 54, 55].

[na nauMeHToB C aTUMUYHbIMU NPUCTYNaMU WIK NPU
Ha/lMYnUU TreTepo3UroTHOro HocutenbCTBa U GeBPUNbHBLIX
3MNU3040B LenecoobpasHbiM ABNSETCA Ha3HadyeHue Kon-
XUUMHA Ha cpoK 3—6 Mec C Lefblo OLUEHKU ero BAUSHUSA
Ha XxapaKTep TeyeHus 3abosieBaHUS (4acToTa M BbipaeH-
HoCTb npucTynos) [40, 41]. B cnydae KynMpoBaHWS aNM30408
NINXOpadKN KoNxuuMHOM 3abonieBaHME MOXET OblTb pacle-
HeHo Kak CCJ1.

JleyeHune CCJ/l

KynupoBaHue ocTporo npucrtyna

Ons KynupoBaHusa octporo npuctyna CCJ1 06bI4HO MC-
NoNb3yT HECTEPOUAHbBIE MPOTMBOBOCMANUTENbHbIE Npena-
patbl (HIMBIM) n aHtunupetukn [56]. HecmoTpsi Ha BbICO-
KYl0 9GbEKTUBHOCTL MIOKOKOPTUKOCTEPOUAOB B KYNMUPOBaHUK
OCTPOro BoCMnaneHus, oT UX NpuMeHeHuns y nauueHtos ¢ CCJ1
cnefyeT BO3AepKaTbCs, MOCKONbKY Mpenapartbl 06ycnos-
IMBAIOT FOPMOHO3aBUCMMOCTb, KOTOpas XxapaKrepuayert-
C YKOPOYEHMEM MEXKMPUCTYNHOro npomexytka [56, 57].
B HacToslee BpeMs NPoIOHTMpoBaHHas CUCTEMHAs MHOKO-
KOPTUKOCTEPOUAHAA Tepanus peKoMeHAOBaHa TOMIbKO AN
neyenus Takoro nposisneHus CCJ1, Kak MHTEHCUBHbIE 601K
B HUXHKUX KOHEeYHOCTAX [56, 58].

Ba3ucHas tepanus CCJ1

OcHOBHbIM npenapatoMm ansa nedenHus CCJ1 aBnsetca
KONXMLUMH. dpa NPUMEHEHUS KONXMLUMHA HavYanack B 1972 .,
Korga amepuKaHckun Bpad S. Goldfinger ony6nukosan
pe3ynbTaTbl NEPBOro NPMMEHEHUS NpenapaTta y NalueHToB
¢ CCJ1 [59, 60]. OCHOBHOM MexaHW3M KONXWMLUMHA CBSA3aH
C €ro aHTUMUTOTUYECKUMM 3DDEKTOM: CBA3bIBAACH C Tyby-
JINHOM MWKPOTPYBOYEK, KONXMLMH NPEnaTCTBYET MUrpaLun

HEeNTpPodUNOB B o4ar BocnaneHus, obecrnevymBas TeM cambiM
NPOTMBOBOCNANUTENbHbBIN 3bdeEKT [61].
[03bl KONXMUKMHa Y AeTen 3aBUCAT OT Bo3pacTa:
e 0,5 wmr/cyt — po 5 ner,
e 0,5-1,0mr/cyt — B 5-10 ner,
e 1,5mr/cytr — ctapwe 10 net [61].

MakcumanbHasa 4o3a ans B3pOC/bIX COCTaBASET 3 Mr/CyT,
oans geten — 2 mr/cyt [40, 61].

[lo3a KONXMLMHA MOXET ObiTb NOBbILEHA MPU TAXKENOM
Te4yeHnn 601e3HU (PE3UCTEHTHON K CTaHAapPTHbLIM A03aM KOJi-
XWMUMHa, COMPOBOXKAAEMON pa3BUTMEM amuIongo3a U Apy-
rMX OCMOXHeHWI) [18, 48], T.e. ANa KONXULUMHA XapaKTepHbl
[10303aBUCUMbIE NMPOTUBOBOCMNANUTENIbHBIE XapaKTePUCTUKK
[61]. Llenb Tepanuu KOAXMLUMHOM 3aK/loHaeTcs B yMEHbLUe-
HWW 4acTOTbl U BbipaxeHHoCTV npuctynos CCJ1 u ymeHbLUe-
HWUM PUCKa pa3BUTUSA BTOPUYHOro AA-ammnonosa.

YacToTta NosHOro, 4YacTMYHOro OTBETA U PE3UCTEHTHOCTH
K Tepanuu KONXWMLMHOM OTIMYalOTCA B pas3HbIX UccneaoBa-
HUAX. [JOCTUKEHME MNONHOW PEMUCCHUM (KYyNUpPOBaHME NPUCTY-
NnoB ¥ HOpManu3auus BOCNaanuTeENbHOM aKTUBHOCTU Ha GOoHe
Tepanuu KONXuLUMHOM) oTmMe4vaeTcs y 51-68% naumeHToB,
YaCTUYHbIM OTBET Ha KONXULUMH (YpexeHne 4acToTbl U Bblpa-
YEHHOCTU MPUCTYNOB NMOO COXpaHsowasnca ocrtatovyHas
BOCManuTenbHas akTUBHOCTb BO BHEMPUCTYNHbINA Nepuoa) —
y 27-46% [29, 58]. Noa pe3nCTEHTHOCTbIO K KOAXULIMHY
NOHUMaETCs Hannyne 6onee 6 TUMMYHbIX 06OCTPEHMI B ol
unu 6onee 3 TUNUYHbLIX 0BOCTPEHU B TeyeHue 4—-6 Mec,
60 Hanu4yme HenosHblX 060CTpPeHun, Korga obs3aTefib-
HbIM YCNOBWEM SBMISETCS NOBbIWEHME YPOBHS ABYX 1 6onee
13 3 mapKkepoB octpon ¢a3sbl (CPB, CO3J, CAA) mexay 060-
CTPEHUAMMU, NMOO eC/v NaLMEeHT He OTBEYaeT Ha MaKCUMalb-
HYIO NepeHOCUMYIo A03y KonxuuuHa [40, 62]. Pe3UCTeHTHOCTb
K KONMXMLMHY onucbiBaeTcs Ha ypoBHe 2,7-10% B pa3HbiX
ncecnegoBanuax [19, 25, 29, 63]. Pe3UCTEHTHOCTb K KOJIXULK-
Hy SIBNSIeTCA NPU3HaKoOM Taxenoro ¢eHotTuna 3abonesaHus,
aCCoLMMPOBAHHOIO C HOCWUTENLCTBOM reHotuna p.M694V
[29, 35]. B uccnepgoBaHuu, npoBegeHHOM B TypuUMK, MOKa-
3aHO, YTO FOMO3UIOTHbIMW HOCUTENSIMKU MyTauun p.M694V
Obln 64% KONXMUMHPE3UCTEHTHbIX aeten ¢ CCJ1, 28% —
C 4YaCTUYHbIM OTBETOM U 17% NaLWeHTOB, AOCTUILLMX NMOSTHON
pemuccumn Ha KoxuumHe [18].

Be3onacHOCTb 1IeKapcTBeHHOoM Tepanun CCJ1

OfHON M3 BaXKHbIX NPO6JIEM PE3UCTEHTHOCTU K KOMXMLIU-
Hy ABndeTcs npob6nema ero HenepeHOCMMOCTU B BbICOKMX
fo3ax. OCHOBHbIMM CUMMNTOMaMW HenepeHOCMMOCTU KOJ-
XMUMHa aBnstoTcs Anapes, TowHota (> 1/100), Tpomboum-
TOMEHUs, NenKoneHus, ctomatut, anoneuus (< 1/100) [60].
Pexe (< 1/1000) BO3MOXHO pas3BUTUE XONepomnogobHOro
CUHAPOMA, MPUBOASALLErO K 06€3BOXMBAHMIO, LOKY, OCTPOK
NoYe4YHON HEeAOCTaTOYHOCTW, renaToLennoNapHON HepocTa-
TOYHOCTH, AUCCEMUHUPOBAHHOMY BHYTPUCOCYAUCTOMY CBEp-
TbIBaHWIO, ANUNENTUYECKUM NpUNagKaM, KOMe 1 cmepTu [62].

BonbLWMHCTBO NOGOYHLIX IPDEKTOB Ha Tepanuio KONxXu-
LMHOM BO3HMKaeT B pe3ynbraTe NMpuUMEeHeHWs npenapata
B BbICOKMX A03ax. O4HaKO TOKCMYHOCTb MOXET pa3BmnBaTbCs
M Npu npueme CTaHAApPTHbIX A03 Y TeX MauMeHToB, KOTOo-
pble MPUHUMAtOT COMyTCTBYOWME MnpenapaTbl, BAMAOLWKE
Ha MeTabonn3M KONXMLMHA, YTO OCOOEHHO aKTyalbHO AN
B3POC/bIX MaLMEeHTOB C KOMOPOWMAHbIMW 3ab0oneBaHUAMM.
B cBa3u ¢ atnm nauuneHTam ¢ CCJ1 ¢ 0CTOPOXKHOCTbIO cneayeT
Ha3HayaTb MaKpoNnAHble aHTUOUOTUKMU (IPUTPOMULMH, KNa-



PUTPOMMULMH), @aHTUTMNEPTEH3UBHbIE Npenapatbl U3 rpynnbl
6/10KaTOPOB KallbLMEBLIX KaHanoB (AMNTMA3eM, HUKapau-
MWH, Bepanamun), NpoTUBOrPUOKOBLIE (KETOKOHA30/, UTpa-
KOHa30/) U aHTUapUTMUYEcKMe cpeactBa (XMHUAMH, aMuUO-
[lapoH, nponadeHoH), UMMyHoZenpeccaHTbl (LIMKIOCMOPUH,
Takponmmyc) [61, 62]. OgHaKo, HECMOTPS Ha BO3MOMXHOCTb
pa3BUTHSA NOBG0OYHbIX 3IPDEKTOB, KONXUUMH CHUTAETCH OTHO-
cuTenbHO 6e30nacHbIM Npenapatom [64—-66].

CornacHo MHEHWIO 9KCNepPTOB, *eHwuHam ¢ CCJ1, nnanu-
pylowmnm 6epeMEHHOCTb, a TaKKe nocne 3a4aTns PeKOMeHy-
€TCA COXPaHATb TEPANMIO KOMXMLMHOM, TaK KaK OHa CHUXKaeT
PUCKM BbIKMAbILLEN W NpexaeBpeMeHHbIX pogos [52, 53].
OTCyTCTBME YBENMYEHUS YNCNa NMOPOKOB Pa3BUTUA Y AETEW,
poXaeHHbIX oT poauTtenen ¢ CCJ1, NpUHUMAaBLINX KONXULIMH,
ABNSETCA JOKa3aTeNbCTBOM ero 6e30MacHOCTH, a CHUXEHME
pUCKa BbIKMABILLEN U NPEXAEBPEMEHHbIX POAOB, PAaBHO Kak
1 6naronosny4yHble UCXodbl Taknx 6epeMeHHOCTEN, — OCHOBA-
HWEM K ero npuemy Bo Bpems 6epemeHHocTH [52, 53].

AnbTepHaTMBHaa 6uMonorvyecKkas Tepanusa

B Hay4HOM nnuTEepaType OnN1caHo MHOMXECTBO MOMbITOK MpK-
MEHEHMS APYrMX UMMYHOMOZYIMPYIOWNX npenapaToB Ans
nedenuns CCN1 B cnyvyasix Pe3UCTEHTHOCTU WU HEMEpPEHo-
CMMOCTU KONXULMHA. B 1Mx uncne azaTMonpuH, MHIIMOUTOPSI
daKTopa Hekpo3a onyxonen (tumor necrosis factor, TNF) «
(aTaHepuenT, MHOAMKCMMab, aganumymab), 6nokaTtopbl IL1
(aHaKMHpa, KaHaKMHYMab), Npa303uH, TannaoMus, nHtepde-
poH anbda. N3 Bcero MHOXecTBa npenapaTtoB TONbKO 6/10-
Katopbl IL1 nokasanu cBoto 3ODEKTUBHOCTb AN Tepanuu
KONXUuUMHpe3ncTeHTHbIX popm CCJ1 [67, 68]. CneayeTt oTme-
TUTb TOT daKT, 4to 6nokaTopbl TNFa, Kak npaBwno, Hedo-
CTaTO4HO 3PGDEKTUBHBI B KAYECTBE CPEACTBA NPOPUIAKTUKM
npuctynoB y nauueHtoB ¢ CCJl. OgHaKo B cnydasx, Koraa
6nokatopbl TNFa HasHadvatoTca naymeHtam ¢ CCJT U XpoHu-
YECKUM apTPUTOM, OHM OKa3blBaloT BAWSAHUE HE TONbKO Ha
apTpuT, HO U Ha TevyeHue CCJ1 [69].

Bnokatopsi IL1

Cpean 6nokatopoB IL1 B peanbHON KAMHUYECKOM NpaK-
TUKE NMPUMEHSASIUCb aHaKWHPa (ONUcaHne KIMHUYECKUX CIy-
YyaeB), puWnoHaLEeNnT U KaHakMHyMab (paHAOMW3MPOBaHHbIE
K/IMHUYECKME UCMbITaHUA). B cnydyasax npuMeHeHWs aHa-
KWUHpPblI B TeyeHue 2-18 mMec B Ao3e 1-2 Mr/Kr B AeHb
ana peten n 100 mr B aeHb ans B3pocnbix ¢ CCJ1 nokasa-
HO ObICTpOe JOCTUXKeHMe da3bl HeaKTMBHOro 3aboneBa-
HUS U KyNnMpoBaHMa NabopaTopHbIX MPOSBAEHUN 6ONE3HM
[67, 68]. U3 12 nauwneHToB C Tshkenow CCJ1, nonyvyaBLIMX
Tepanuio puaoHauenToMm B Ao3e 2,2 Mr/Kr (MakCMManbHO
160 ™mr), y 8 cyleCcTBEHHO YMEHbLUIMAACh YacToTa NPUCTyNoB
no cpaBHeHMO ¢ nnauebo [70]. Yactota npuctynos CCJ1
y NauueHToB, Nofly4aBLUMX PUIOHALLENT, cocTaBuNia B cpel-
Hem 0,8 B MecsL, MO CpaBHEHUIO C 2 NPUCTyNnamMmu B mMecsl,
B rpynne nnaue6o. Bmecte ¢ TeM npenapart He BMAN Ha Npo-
LOMKMTENbHOCTb MPUCTYNOB. HepoctatkaMu nccnegoBaHus
ABNSAIOTCH MaNeHbKU pasmep BbIGOPKKU, HecbanaHCcMpoBaH-
HOCTb MO MOJy, reTeporeHHOCTb MauMeHTOB MO BO3PacCTy,
Nno NOKa3aHWaM K Ha3HavyeHuo punoHauenTa [70].

B wnccnegoBaHmn CLUSTER 6bi10 MoKa3aHoO, 4TO Ha
Tepanuio KaHakvHymabom (B pose 150-300 mr Ha BBe-
feHve Kaxable 4 Hepn) Yepe3 16 Hepn OTBETMAM (Kymupo-
BaHMe MNpUCTyna: OLEeHKa aKTMBHOCTM 3abosieBaHua Bpa-
YoM < 2 MO BMU3yalbHOM aHanorosBou WwkKane ot O go 10;

CPBE < 10 mr/n, CAA < 10 Mr/n UK CHUXKEHUE OLUEHKN aKTUB-
HOCTM 3aboneBaHus, ypoBHa CPB n CAA > 70%, a Takxe
OTCYTCTBME HOBbIX NpPUCTYNoB) 61% nauuneHToB (19 n3 31),
B rpynne nnaue6o — 1onbKo 6% (2 13 32) [71]. Kpome Toro,
BpayebHas OLEHKa aKTMBHOCTWM 3aboneBaHuss < 2 6bina
3admKcrpoBaHa y 65% naumMeHToB, NoydYaBLUMX KaHaAKUHY-
Mab, 1 TonbKo y 9% B rpynne nnaue6o. CHUXKeHUE YpOoBHS
CPB < 10 mr/n n CAA < 10 mr/n 6b110 AOCTUIHYTO, COOTBET-
CTBEHHO, y 68 1 26% nauueHToB, NoNyYaBLINX KaHaKMHYMmao,
no cpaBHeHuto ¢ 6 n 0% B rpynne nnauebo [71]. Y B3pocnbix
nauveHToB ¢ CCJ1 B OTBET Ha Tepanuito KaHakMHymabom
B TevyeHne 12 Hep (B ao3e 150-300 mr Ha BBeleHME KaxK-
able 4 Hepn) Habnganacb HopManuM3auua nokasatenen COJ
n CAA. Kpome TOro, y BCex nauMeHTOB OTMEYEHO COKpa-
LileHWe 4acToTbl NpUcTyrnoB 6onee 4yeMm Ha 50%, nNpucTynbl
coxpaHanucb y 56% nauMeHToB, a pa3BUTUE O4YepeaHOoro
npucTyna nocne BBeAEHUS NOcNeaHeN [03bl KaHaKnHymaba
(150-300 mr) HacTynano B cpoku oT 31 o 78 cyT (MeanaHa
71 cyT) [25].

B nccnepoBaHum no npumeHeHuto 61oxkatopoB IL1 6bin
aKKyMynuMpoBaH OnbIT 21 LeHTpa U3 pasHbiX reorpadpuye-
CKMX pernoHoB Typuuu [72]. B nccnegoBaHnn yyacTBOBa-
v 172 nauumeHTa, cpeaHuin Bo3pacTt — 36 neT (o1 18 fao
68 nerT), cpeaHui Bo3pacT aebiota CC/1 — 13 neT (anana-
30H 1-48), cpeaHas go3a KonxuvuuHa — 1,7 mr/cyt (ama-
nasoH 0,5-4,0). AHakuHpy nonyyan 151 naumeHT (96,4%
nonyyanu no 100 mr/cyt, 3,6% — no 50-300 wmr/cyr),
KaHakuHymab — 21 (67% nonydanu no 150 mr Kaxkable
4 Hepn, 24% — no 150 mr Kaxable 8 Hep, 9% — no 150 mr
Kaxable 12 Hep). MNpoLonKUTENbHOCTb Tepanuu 610oKaTo-
pamu IL1 6bina He MeHee 6 Mec, OCHOBaHWEM A4N19 ee Npu-
MEHEHUA — PE3UCTEHTHOCTb K KONXMLMHY (Y 84%) 1 aMmuno-
npo3s (y 12%). 3a Bpemsa HabniogeHus (ananasoH 6-98 mec,
B cpeaHem 20 mec) yactoTa atak CCJ1 cHM3unach B cpegHeMm
c16,8 00 2,4 Br104 (p <0,001); 42% NnaumMeHTOB, PE3UCTEHT-
HbIX K KONXWLMHY, HEe UMenn aTak. CyllecTBEHHO CHU3UIUCH
CbIBOPOTOYHbIE YypoBHU CPB — B cpeaHem ¢ 49,4 (min-max
0-220) 50 9,3(0-110) mr/n, ypoBHn CO3 —c 43,2 (2-129)
no 18,7 (0-154) mm/4, cytoyHas 3KcKpeuus Genka —
¢5,50803,6r/cyT[72].

Y 17 nauMeHToB ¢ KONXuuUMHpesncteHtHon CCJ1 n aoka-
3aHHbIM AA-aMMNOMLO30M C MOpParKeHUeM MnoyeK Tepanus
6noKkatopamu IL1 conpoBoXaanacb CyWeCcTBEHHbIM CHUXKe-
Huem ypoBHer CO3 n CPB 1 nx Hopmanuadauuen y 12 yeno-
BEK; CYTO4YHasl 9KCKpeuus 6enka cHuaunacb ¢ 1606 o
519 mr/cyT (p = 0,008). Bce naumMeHTbl UCXOAHO MofayyYanu
aHakuHpy B po3e 100 mr/cyt, a B cnyd4ae npoBedeHus
3aMecTUTeNlbHOM MoYe4yHoM Tepanuu (remoguvanusa Wau
neputoHeanbHoro auanusa) — no 100 mMr yepes CyTKM.
Y 7 nauMeHTOB B nocneaytolem 6blia NpoM3BeaeHa 3aMeHa
Ha KaHakuMHymab B fo3e 150 mr Kaxkable 4 Heq, y 2 nauu-
€eHTOB A03a 6bina nosbiweHa o 300 mr Kaxable 4 Hepn
Nno NPUYMHE NENKOMNEHUU, UHBEKLIMOHHbLIX PeaKLni U Head-
deKTUBHOCTU. NPOJONKMUTENBHOCTL HAGMIOAEHUS COCTaBuna
ot 3 go 58 mec (megmaHa 16 mec) [73].

Ewe B ogHOM uccnepgoBaHum (n = 14, n3 HMX Tpoe B BO3-
pacte 13 neT) 6blN0 NOKa3aHO, YTO B peanbHOM KIMHWYeE-
CKOM MpaKTuKe Ha ¢oHe Tepanun KaHakMHymabom (B Ao3e
ot 150 mr kaaple 4 Hep fo 150 mr Kaxkable 8 Hep) Obina
[IOCTUrHyTa 6bICTPas U CTOMKas pemuccus 3aboneBaHns — Kak
KNMHMYyecKas (y 79% naumeHToB Yepe3 2 MecC fieyeHus), Tak
1 nabopatopHas (y 92% nauuneHToB nocne 3 Mec neyvexus) [74].
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0630p NUTepaTyphbl

PEKOMEHJALIUM EBPOMNENCKOM
NPOTUBOPEBMATHUYECKOM JIUrU NO BEAEHUIO
MALMEHTOB C CCJ1 (EULAR, 2016)

1. B wnpgeane gnarHOCTMKa M cTapToBas Tepanus 60JbHbIX
CCJ1 DOMKHbI OCYLLECTBAATLCSA BPAYOM, UMEIOLLMM OMbIT
BegeHusa naumeHToB ¢ CCJ1.

2. ThaseHcTBylOWas uenb Tepanun CCJ1 — 3To JOCTUXEHME
NMONHOIO KOHTpoAns Hag npuctynamu CCJT U MUHUMK3aE-
LMS CYGKIMHMYECKOro BoCcMnaneHus (LeneBble 3HaYeHums
CPB < 10 mr/n, CAA < 10 mr/n).

3. Tepanus KONXMUKMHOM JOMXKHa OblTb Ha4yaTa cpasy nocne
YCTaHOBEHUS KIMHUYECKoro guarHo3a CCJl.

4. KonxuumH Hal3HavyaeTcs OAHO- MW ABYKPATHO B CYTKM
B 3aBMCMMOCTMU OT MEPEHOCMMOCTU U KOMMIAEHTHOCTU
nauueHTa.

5. CoxpaHeHWe aTak WM CYOKIIMHMYECKOro BOCMaseHus
SABNSETCSA NOKa3aHMEM K YBENMYEHUIO J03bl KONXULMHA.

6. KomnnaeHTHble nauueHTbl, He OTBevYalolwue Ha MaKCu-
ManbHO MNEPeHOCHMMYKD A03Y KOMXWMUMHA, AOMKHbI pac-
CMaTpUBaTbCA KaK KONXULMHPE3UCTEHTHbIE. ITUM NaLu-
€eHTaM NoKa3aHOo Ha3HayeHue anbTepHaTUBHON GUONOrM-
4YeCcKoM Tepanuu.

7. JleyeHune CCJ1 fONKHO BbITb UHTEHCUPULIMPOBAHO B CNy-
Yyae Hanunyinsg AA-amunounpgosa € NPUMEHEHMEM MaKCu-
ManbHO MEPEHOCUMbIX 403 KONAXMLUMHA B KOMOWHaLMK
¢ 61MON0rMyecKMMM NpenapaTamu.

8. ®dPuU3NYECKMI MK 3MOLMOHANBHBIN CTPECC MOXET Cnpo-
BoumMpoBatb npuctyn CCJ1, 4TO MOXKET ObITb OCHOBaAHWEM
AN CUTYaLUMOHHOro (BPEMEHHOr0) MOBbIWEHUSA A03bl
KOMXMLMHA.

9. OPDEKTUBHOCTb, TOKCMYHOCTb U KOMIMIAEHTHOCTb Tepa-
nuu y naumeHtos ¢ CCJ1 HE0O6XO0AMMO MOHUTOPUPOBATL
Kakable 6 mec.

10.Y nauneHToB, NoAyHatoLWMUX Tepanmnto KOTXMLMHOM, HEO6XO-
AMMO KOHTPOIMPOBaTb YPOBEHb NEYEHOUHbIX PepMEHTOB.
[Mp1 NOBLILEHUN YPOBHS 60siee YeM B 2 pa3a OT BEPXHEN
rPaHuLLbl HOPMbI 103a KONXMLMHA OMKHA OblTb YMEHbLLE-
Ha — Npu4YrHa runepdepMeHTEMUN YTOYHEHA.

11.Y nauMeHTOB C XPOHMYECKOW MOYEYHOM HeaocTaTou-
HOCTbIO PWUCK pPa3BMUTUA MNOOOYHbIX 3OPEKTOB BbillE,
B CBA3M C YEM HEOOXOAMM TLaTeNbHbIA KOHTPOb TaKMX
3pdEKTOB, B OCOOEHHOCTM KOHTPO/b YPOBHSA KpeaTWH-
$pocdokmHazbl. MNpun pasBuTUM NOG6OYHBLIX 3PDEKTOB A03a
KOMXMLMHA JOMKHA OblTb YMEHbLUEHA.

12.ToKcuyeckme adPeKTbl KONXUUMHA SBNASIOTCA BecbMa
CEepPbe3HbIMU HexenateNbHbIMU ABIEHUAMK: HEobXoau-
MO MOMHWTb O HUX U NpeaynpexaaTb Ux.

13.1Mpwu pazsutum npuctyna CCJ1 Bcerga He06XxoaAMMO MOM-
HUTb U O APYrMX BO3MOXHbIX MPUYMHaxX. B MOMEHT npwu-
CTyrna Heo6Xx0ANMO MPOAOKATbL TEKYLLYIO A03Y KONXMLM-
Ha n gobasnatb HIBIT.

14.KonxmumH He cnepyeT OTMEHATb nepen 3adyaTueMm, BO
BpeMsi 6€pPEMEHHOCTU U KOPMEHUS Tpyabto. TeKyliue
pPEKOMEHJALMK HE NOAAEPHKMBAIOT HEO6X0AMMOCTb NPO-
BeAEHMS aMHMOLIEHTE3a.

15.B uenom nuuam My»CKoro nosia HeT Heo6xoAMMOCTH OT-
MEHSTb KONXMLUMH Mepel 3adyaTMeM, 3a UCKIYEHMEM
c/ly4aeB a300CnepMum AN ONUIrocnepmumn, CBA3aHHbIX
C KONXMUMHOM. B 3TuUX cnydasix BO3MOXHbl BpemeH-
HOE CHUXEHWEe A03bl UKW BPEMEHHAs OTMEHA KONXMLMK-
Ha. Mpn HeO6XOAMMOCTM BO3MOXHO KpaTKOBPEMEHHOE
(Ha 3 mec) HasHavyeHWe 6nokatopoB IL1 Ha Bpems BOC-

CTaHOBJ/IEHUS criepMmaTtoreHesa. llocne 3a4atua BO3MO-
YKEH BO3BpaT K Tepanuun KONXMLUHOM.

16.XpoHu4deckut aptput y naumeHtos ¢ CCJ1 moxeT Tpebo-
BaTb [OOMNOJIHUTENbHOro npumeHeHus HIBI, 60ne3Hb-
MOANOULMPYIOWMX UM TEHHO-UHXEHEPHbIX GUoornye-
CKMX NpenapaToB.

17.B cnyvyasax BblpaxeHHOW GebpubHOM MUaArMu Heoob-
XOAMMO MPUMEHEHUE TNIOKOKOPTUKOCTEPOMAOB ANS Ky-
nUMpoBaHKs aaHHoro coctosHms; HMBIM n 6nokaTopsb! IL1
MOTYT JOMONIHUTENBHO BbITb UCMOJIb30BaHbI A4J19 JIeHeHNUs
BbIpaXkeHHOW GebpUIbHON MUANTUN.

18. Ecnv naumeHT HaxoauTcs B KIIMHUMKO-1abopaTopHOM peMuc-
cuu: otcytcteue npuctynos CCJ1 1 NOBbILLEHUS MapKepoB
ocTpon dasbl B TeyeHue > 5 feT nocne KOHCynbTalmu
cneuunanucta B Tepanuun CCJT MOXeT paccmaTpuBaTbCs Kak
BO3MOYHOCTb YMEHbLUEHWS J03bl KONXMUMHA MPU YCIoBKUK
rnocneayowero AIMTenbHOro 1 TwaTtenbHOro HabntaeHus.
PeKkomeHayeTcs CHUMXEHWe J03bl KONXMLUMHA He 6onee Yem
Ha 0,5 Mr He Yalle 4eM 1 pa3 B 6 MeC Npu yCIoBUU KINHK-
4eCKOro n 1abopatopHOro KOHTPONA Kaxable 6 Mec.
Takum o6pasom, coriacHo pekomeHgaumam EULAR

[58], 6noKkaga peuenTtopoB IL1 cymnTaeTcs «nepcneKTUBHbIM

BapMaHTOM Tepanuu BTOPOW NTMHUW» ANs NaLMEHTOB:

® C YCTOMYMBOCTbIO K KOJIXMLMHY: = 1 060CTPEHUS B MecsL,
HECMOTPS Ha JieYeHUEe KONXMULMHOM B MaKCUMManbHOM
nepeHocMMon [03€e AUTENbHOCTbIO HE MeHee 6 Mec,
HO TO/IbKO NocAe NPOBEPKU MPUBEPKEHHOCTU K NIEYEHMUIO;

®  «/1I0OXO MEPEHOCHLLMX Aarke HevacTble 060CTPEeHUs Mn
UMEIOLMX NMPU3HAKM 3HAYUMOro CTOMKOro CYyOKIMHMUYe-
CKOro BOCMasneHus», T0 eCTb C PUCKOM, a TaKKe CeMen-
HbIM @aHaMHE30M MO Pa3BUTUIO aMUI0NL03a;

® C HEnepeHOCMMOCTbIO KOIXMLMHA.

B pekomeHaaumax EULAR oTMe4eHo TaKKe, 4To 6/10Kaaa
peuentopoB IL1 urpaet ocO6EHHO BaKHYIO POJb B Ie4EeHUH

nauMeHToB C ceMeNHbIM aHamHe3oM AA-amunongo3sa [58].

MporHos

MporHo3 3aboneBaHusa ABASETCA OTHOCWUTENIbHO 6naro-
NPUATHLIM, OCOGEHHO B CnydYasxX Hanuyus HU3KOMeHeTpaH-
TbIX MyTauMW®, NPU OTCYTCTBMM FOMO3MUIOTHOro deHotuna
no mytaummn M694YV, B cnyyae xopoluero oTBeTa Ha JieyeHne
N OTCYTCTBMM HEMEPEHOCUMOCTU KONXMLMHA. Mpn Hanuuum
Taxenoro tedyeHnsa CCJ1, HENepeHOCUMOCTHU MU PESUCTEHT-
HOCTM K KOMXMUMHY Yy MauMeHTa CyLUeCTBEHHO cTpajaeT
Ka4yeCTBO XWU3HU [47], UMEelOTCA TaKKe BbICOKMM PUCK pas-
BUTUSA amunoungosa [9, 29], HeobxoAMMOCTb B NPOBEAEHUM
remMoguannaa v TpaHCnaaHTauuK, YTO CYLLEeCTBEHHO BAMUSET
Ha NPOLOMKUTENBbHOCTb XM3HKU [9, 29, 47]. MNpumeHeHue
COBPEMEHHbIX MEHHO-UHMKEHEPHbIX GMONOrMYecKMx npena-
paToB NMO3BOJISET YNYYLIWUTb Ka4eCTBO KM3HU, @ TaKKe npo-
rHO3 NauMeHTOB C TsKenbiM TeyeHnem CCI1.

3AKJ/IIOMEHUE

CCJ1 aBnseTca cpaBHWUTENbHO peakum 3aboneBaHueM
W 0OMKHa 6bITb BK/OYEHA B Kpyr AnddepeHLnanbHoOmW amar-
HOCTMKM MEPUOAMYECKUX NIMXOPAAOK Yy AETEN, OCOBEHHO Y
nauueHToB oOnpeaeneHHOW ITHUYECKOW MNPUHALNEKHOCTH
(B KOTOPbIX pPacnpoCTpaHeHbl BbICOKOMATOreHHbIe MyTaLuuu
reHa MEFV). AnarHoctnka CCJT ocTaeTcs npemmMyLLecTBEHHO
KNIMHUYECKON, TEHETUYECKUE WCCNefoBaHUA UMEIOT nofa-
TBepXKAawlee 3HavyeHne. OcHOBOM Tepanuu nNaLMeHTOB
¢ CCJ1 aBnsetcs KOAxuumH. B cnydasix pe3ncTeHTHOCTU Mn



HENepeHOCMMOCTH KONXMLMHA NpenapaTtaMmn Bblibopa ABAS-
toTca 6nokatopsl IL1.
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