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AymosocnanumenvHole 3abonesanus (AB3) - cemepozennas epynna peoxux zeHemuuecku 0emepmuHUpo8aHHoLX
COCMOAHULL, XAPAKMEPUSYIOULUXCST HENPOBOUUPYEMBIMU NPUCYNAMU 80CnaieHUs. B céa3u ¢ Hanu4uem
pesmamuveckux nposéneHuti y 60nbUUHCEA O0NIbHbIX OHU HePeOKO HANPABAAIOMCS K PeBMAMOI0ZAM.

B 6onvuuncmee cnyuaes AB3 umeom KOHKpemHy1o 2eHeMuuecKyo 0CHOB8Y ¢ MyMAauUsMu 6 0moenvHbLX

eeHax — monozerHvie AB3. Cpedu Hux Haubosnee uacmotii HO30/102uell A6/IAEMCS CeMeliHAA CPeOU3EMHOMOPCKAS
nuxopaoka (nepuoduueckas 6one3nv). B mo e epems AB3 mozym umemv nonuzentoe npoucxoxoerue. Haubonee
MUNUYHBIMU NPeOCMABUMeNIMU NonuzeHHbIX AB3 A671a10Mmcs cucmemHblil 106eHUNbHBLT ApmMPUm u 61u3Kas

K Hemy no cumnmomamuxe 60ne3Ho Cmusna 63pocmvix.
IIpu AB3 8ocnanenue 603HuKAem U3-3a HAPYUIEHUI 80 BPONHOEHHOU UMMYHHOTI cUCeMe ¢ POPMUPOBAHUEM
UHMIAMMACOM, YO NPUBOOUN K CUHMESY NPOBOCHATIUMENbHBIX UUMOKUHO8, 8 wacmHocmu unmepretikuma 13 (VUI-1p).
B cmamve npusedervi 0cHo8Hble KuHUUecKUe OaHHbvle no Hauboree pacnpocmparertvim AB3,
JugppepeHuuanyHO-0UAZHOCMUMECKULL ANIZOPUMM, MEMOObL JIeYeHUsT, 0C000e MeCTNo CPedu KOmopbix 3aHUMAEN UHZUOUMOP
WI-1B kanaxuryma6. IIpedcmasnervl maxiie OCHOBHDbLE NOTIONEHUS Pe3OTIIOUUL MENPEZUOHATIDHO20 KPY2rioe0 Cona
«Ilkona pesmamornoea. Mapuipymu3auust NayueHmos ¢ aymoeocnanumenvoimu 3abonesanusimu» 20 urons 2023 e.

Kmouesvie cnosa: aymosocnaniumesnvHole 3616071660Huﬂ, KaHdKMHyM&ld anzopumm, pe3ontouus
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AYTOBOCI'IaJWITeanble 3aboneBanus
AyroBocnanurenpHsle 3aboneBanus (AB3) - rerepo-
TeHHasA IPYIIa peJKUX TeHeTMYeCKM e TepPMUHVPOBAH-
HBIX COCTOSIHMIA, XapaKTepPU3YIIINXCS HEIIPOBOLUPY-
eMBIMU NIPUCTYIIAMM BOCIIAJICHNA, NIPOSB/IAIOIMMUCS
JIMXOPAZKOIL, @ TAKXKe CUMIITOMaMM, HAIOMJHAIOI MU
CUMIITOMBI IIPY peBMATU4eCKOIL IATOJIOT NN, B OTCYTCTBIE
Ay TOMMMYHHBIX VU MH(EKIVOHHBIX Ipoleccos [1, 2].
JIx MO>KHO paccMaTpuBaTh KaK aHAJIOT ay TOMMMYHHBIX
3aboreBaHmit, TOCKOIBKY 00a Kacca 60je3Hel BbI3Ba-
HBl aHOMa/IbHBIMI MIMMYHHBIMY peaknyAaMu. OCHOBHOe
pas/mdye 3aKII04aeTcA B TOM, 4YTO ayTOMMMYHHBbIE 3a-
60eBaHMs 0OBIYHO OIPeNIe/IAIOTCA HapylieHneM pabo-
TBI aJJaITMBHON MMMYHHOJ CUCTEMBI, B TO BpeMs Kak
AB3 - nopakeH1eM BpOXK/eHHO UMMYHHO CUCTeMBbI
(Tabm. 1) [3].

B 6onpimHCTBe crrydaeB AB3 MMeIOT reHeTHYeCKyI0 OCHOBY
C MYTaLVAMI B OTAE/NbHBIX F'eHax (MOHOreHHble AB3).

MEFV - mepBblit TeH, KOTOPbLiT ObIT MAeHTUULMPOBAH
B 1997 1. KaK BbI3bIBAIOLINIT CEMEITHYIO CPEU3EMHOMOPCKYIO
mxopapky (FMF), win nepyopideckyio 607me3Hb, KOTOpas
IpefcTaB/sieT co60il Haubonee pacIpoCTpaHeHHOe Hac/IeN-
crBerHoe AB3. C 1997 1. 6b110 MaeHTUPUUMPOBaHO Homee
40 HOBBIX COCTOAHMII U3 TPyTIIbl AB3, CBA3aHHBIX C TeHeTIdec-
KMV MY TaLVIAMY, B/IAIOIIVMY Ha Pa3/TidHble KOMIIOHEHTbI
BPOXIEHHOI MMMYHHOI! CUCTeMBI [3-5]. BonbIIMHCTBO U3 HUX
IIPOSABIIAIOTCS B M/IQJIEHYeCKOM JIM IeTCKOM BO3pacTe 1 Xa-
PaKTepU3YIOTCs IIOBTOPSIOIIMICS SMM30[aMI JIMXOPAKI
Y1 CHICTeMHOT0 BOCIIAJIeHILST, KOTOPbIe BOSHUKAIOT B OTCYTCTBHE
MHQEKINY, OHKOJIOTMYECKOI ITaTO/IOTNYL, IIPORYKIVY ayTO-
anrturen [7]. Hanbomnee n3BecTHbIe pacCTpOICTBA BKIIOYAIOT
FMF (nepuopyaeckas 607me3Hb), CUHAPOM TUIIEPUMMYHOITIO-
Oynusemnyt D/crappom neduiyra MeBanonatkutass: (HIDS/
MVK), nepuonndeckuit CMHAPOM, aCCOLMVPOBAHHBIIA C pe-
nentopoM pakropa Hekposa onyxomu o (PHO-a) (TRAPS),
KPMOIMPUHACCOLMMPOBAHHbIE TIEPUOUYECKIE CUHIPOMBI
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(CAPS), BKI09as ceMeiiHyI0 XOTIOfOBYIO KpPalyBHUILY, CYH-
apom Maxia — Yanca (MWS), XpoHIdecKit MIafieHIeCK it
HepBHO-KO)KHO-CYCTaBHOI CUH/IPOM/M/IafieHuecKoe MY/IbTHI-
cucreMHoe BocnamurenbHoe 3abonesanue (CINCA/NOMID).
"TmxecTb 3a0071eBaHYIA BAPbUPYETCS OT JIETKOV JI0 OIIACHO JUL
>kusHN. OTHIM 13 Hanbortee OMaCHbIX OC/IOKHEHWIT AB/IAETCA
AA-aMnmongos, KOTOPBL OBICTPO IIPUBOIUT K PA3BUTHIO
HIOYEYHOJ HEJJOCTATOYHOCTH, a TAKOKe HOPAKEHNIO IPYTUX
BHYTpPEHHUX OpraHos [8-10].

MoHorenHble AB3 He ABIAIOTCS UCKTIOYATENBHO TeTCKUMU

Tab6nuua 1. OcHoBHbLE PASTUMUL MeNOY AYMOB0CHATUMETbHBIMU
U AyMOoUMMYHHLIMU 3A60/1e6aHUAMU

Kpurepuit AyToBocCnanuTeIbHbIe AyToMMMYyHHbIE
3a001eBaHMA 3a00/71eBaHNA

VimvynHas gucperynsauusa BpoxkjieHHas UMMyHHas — AJanTyBHAA MMMyHHas
cucreMa cucreMa

Ipeo6nafaomye TUIbI
KJIETOK

MoHouuTSI, Makpodari,
HeNTpo QB
®HO, VI®H-a, IOH-B,

T-nmumMdornTs,
B-nmuMdonuts

OcHOBHBIE IIMTOKMHBI — N®H-y, ©PHO-a, NJI-1,

o TMOTeHI[MaTbHbIe V-1, I-2, IJI-12, Wi-2, -4, iji-6, NJI-5,
60/1e3HAMI. MSBeCTHO, 4TO IPUOMMBUTENLHO ¥ 10% 60/MBbHDIX S —— VUI-23, VJI-18 VI-9, VJI-10, VJI-12,
FMF xivHngeckuit e610T IpUXOAMUTCS Ha BO3PACT CTApLIe | vymmeny VJI-13, WJI-17, VIJT-22,

20 y1eT, TPy 3TOM wallle 3T0 OTMedaeTcst y My>xutH [11]. Cunppom MJI-23

VEXAS, TIOTy MBIV HASBAHNE 10 HIEPBLIM GyKBaM BBIABNICH-  Tlaroreses noBpexpennss  OmocpegoBan OnocpenoBas
HbIx n3MeHeHnit (Vacuoles — Baxyom, E1-enzyme — ¢pepment OpraHoB aKTVBaIeit ayTOAHTHTeNaMu
El, X-linked - X-cBasannsit, Autoinflammatory — ayroBocma- HelTpoduIoB VIV Y TOAHTUTEH-
JUTENbHbIIL, Somatic — COMATINYeCKI1), ABIAETCS OTHOCUTENIBHO u Makpodaros creriGUIHBIMI

HOBOI1 Tarororueit. Tak, mepBbie COOOLIIEHNS O Hel TOSBIIVCH T-mmvdonuramu

B 2020 1. [JaHHas IaTONOrMsA TaKXke 6bI1a oTHEeCeHa K AB3, BbI-
3BaHHBIM COMATNYeCKMY MyTanysamu B rede UBA1, m xapak-
TepU3YeTCs HavaJloM BO B3POCTIOM BO3pAcTe (CpefiHMIT BO3PACT
HepBBIX KIMHNYECKVX IPOsIBIeHMIT — 0Koro 60 ntet) [12, 13].
AyToBocmanmuTeIbHbIe 3a00/IeBAHIS MOTYT MIMETD I [IO/IATEH-
HOe, IV MHOTO()aKTOPHOE, IIPOUCXOXK/IeHNe, IIPY STOM BHEIII-
Hyte pakTopbl MORYIUpPYIOT GeHoTun 60me3nn [3]. Hanbonee
TUIIMYHBIMY IIPEICTABUTENLAMM IOMUTeHHBIX AB3 ABmAoTCs
CHCTeMHBIIT I0BEHIIbHbII apTPUT 1 OIM3Kast K HeMy I10 CUMII-
ToMatyike 6011e3Hb CTI/IIa B3POCIIBIX, CPEFHILI BO3PACT HAYaIa
koropoii — ot 30 1o 35 et [7].

Taxym 06pasoM, He TONIBKO JETCKUE, HO U B3POC/Ible Bpauyl
B KJIMHMYECKOI MPAKTHMKe MOTYT CTOTIKHYTbCSA C HeOOXOmy-
MOCTbIO IIEPBUYHOI AMATHOCTUKY ayTOBOCIANMUTENbHBIX
CUHJPOMOB.

Kax mMoHOTeHHbIe, TaK ¥ nonmreHHele AB3 B epBymo oue-
Penb CBA3aHbI C MATONIOTVEN BPOXKIEHHOTO MMMYHUTETA.
ITpu MmHOTMX AB3 BOCIanieHre BO3HMKAeT U3-3a HApyLIeHNI
BPOXXI€HHOI CHCTeMbI IMMYHHOTO OTBETa Ha BHEK/IETOUHbIE
Y BHY TPMKJ/IETOYHbIE CUTHATIBI OTTACHOCTY — MOJIEKY/LIPHbIE
HIOC/IeIOBATENIbHOCTH, ACCOLMMPOBAHHBIE C IOBPEXXIECHNEM.
Crucrema pacriosHaBaHyA TAKVX CUTHA/IOB COCTOMT M3 MHOTTIX
6eTKOBBIX KOMIIOHEHTOB, (POPMUPYIOINX 0COObIe BHY TPUKIIE-
TOYHBIE CTPYKTYPBI — MH(PIAMMACOMBI, KOTOpbIE IIPefiCTaB-
JIIT CO60IT BBICOKOMOIEKY/ISIPHBIE GeKOBBIE KOMIITEKCHI,
JIOKa/IM3YIOLIMecs: B IIUTO3071e ¥ COfiepyKalliyie TaTTepHpac-
TO3HAOIIJiE PELIENITOPBI, CUTHAIbHbIE MOTIEKYTIBI, (hepPMEHTBI
U IpyTHie KOMITOHeHTHI [14-16]. @opmupoBanue nupnamma-
COM IPMBOIUT K CMHTE3Y ITPOBOCIIA/INTETbHBIX IIMTOKIHOB,
B YacTHOCTY MHTepelikuHa 13 (VIJI-1f), 13 X HeaKTMBHBIX
npodopm. Kinaccnueckym npyumepoM nuIaMmMacoMOnaTiy
MOXKET CITYXKUTb IIePUOfMYecKast 60/Ie3Hb, IIPY KOTOPOI IMEIOT
Mecto myTauuy B rene MEFV. benok mupus (MapeHOCTpUH),
kopupyemslit reroM MEFV, yuactsyer B dpopMupoBanHun
MHQIaMMacoM, OKa3bIBas PeryjLATOPHOE JICIICTBIE Ha 9TOT
npouecc. IlogpasymeBaeTcs, 4To TeHHbIE MY Tl TIPUBO-
IAT K pOPMMPOBAHNIO MI3MEHEHHBIX MOJIEKY/I IIMPUHA U TEM
CaMBIM CIIOCOOCTBYIOT HEKOHTPOTIMPYEMOIT aKTUBALIVM CHHTe-
3a IPOBOCTIAINTENTBHBIX IUTOKMHOB [3, 10, 11]. CymiecTBytor
U JpyTVie MEXaHVM3MbI MHA YKLV BPOXK/IEHHOTO IMMYHHOTO
OTBETa I BOCTIA/INTENbHO peakiyu. Peub, B YaCTHOCTY, UET

PeBMmatonorna, TpaBMaTonoriAa 1 opToneaua

0 HapylIeHNY Iepefady CUrHasnos ¢ nomombo GHO B cBasu
C TeHETIYEeCKY 00YCIIOB/IEHHBIMM ie(peKTaMI €T0 PELleTopa,
perymsitmu aktiBHOCTY MHTep¢epoHa [ (IOH-I) n3-3a nedex-
ToB npouieccuara PHK, mepefayun curHamos mam HaKOIIEH A
BHYTPUK/IETOYHOTO OefKa (HapyIueHye QyHKIY IIpOTeacoMm),
fedexTax COOPKI I IIOMIMEPH3ALINI BHY TPUK/IETOYHOTO OefKa
aKTHa, CTpecce SHIOIUIa3MaTUIECKOro PeTUKyIyMa [3, 5].
HecMoTpst Ha CylIleCTBYIOLIVE ABHbIE PA3TUINA MEKAY ayTo-
BOCITA/INTEIbHBIMMU U 2y TOMMMYHHBIMU 3a00/I€BAHISIMIL, OHIL
TAKKe MIMEIOT MHOTO 0611iero. Tak, OCHOBHBIE [TATO/IOTIIECKIIE
TIPOLIECCHI HATIPAB/IEHBI IPOTYB TKaHelt COOCTBEHHOTO OpraHy3-
Ma. OHU HOCAT CHCTEMHBIIT XapaKTep, 3aTParnBaioT OIOPHO-
JIBUTATe/IbHBIIT AIIIAPAT ¥ BK/TIOYAIOT He TONKO MOHOTEHHBIE,
HO 1 [IO/INTeHHble 3a007IeBaHIIsL. BpoXxieHHAs MMMYHHAs CyCTeMa
WUTPAET POTIb B AKTMBALN AJAIITVIBHOI IMMYHHOJ CICTEMBI aH-
THUTEHIPe3eHTUPYIOLIMI KIeTKaMIt (eHAPUTHBIMY K/IETKAMYI,
Makpodaramy 1 ap.). Takyim 06pa3oM, BpoXXAeHHas UMMYHHA
CHCTeMa MOXKET 3aITyCKaTh peakiinio B- u T-Ketok, a ABHas Win
IVINTeNbHAS AKTUBALS BPOXKEHHOTO IMMYHITETA — IPUBOJUTD
K PasBUTHIO ay TOMMMYHHbIX 3a60meBanmii [3, 17, 18].

Elnie omH1M Ba)KHBIM CBA3YIOLIVM 3BEHOM MEXTY aJalTUBHBIM
Y BpO>K/ICHHBIM MMMYHMTeTaMu sB/stercsi VIJI-1P. Sto oxHa
3 OCHOBHBIX 9((eKTOPHBIX MOJIEKY/I, YIPABIAIOLIAsI Ay TO-
BOCITQ/INTE/TBHBIMY IIPOLIECCAMIL, 4 TAKXKE BO3[EICTBYIONas
Ha 3¢ heKTOPHBIE KIETKM /IAITUBHON MMMYHHOI CUCTEMBI,
B- u T-mumconnts! [3, 19]. WJI-1P okasbiBaeT MHOTOTpaH-
HOe B/IVsIHIE Ha OPTaHV3M, MHIYLIMPYA PAs/IIHble PeaKL,
HPUBOJSALINE K BOCTIATICHNIO: AKTUBUPYET CUHTE3 XEMOKIHOB,
HI3KOMOJIEKY/LIPHBIX MEAMATOPOB BOCIIA/IEH ST (OKCI/IA a30Ta,
HPOCTAI/IAH/IMHOB), SKCIIPECCHIO MOTIEKYI aJiTe3MI Ha JIeIKO-
LUTAX Y SHAOTENMATbHBIX KJIeTKaX, CTUMY/MPYeT TPaHy/IoI093,
CUHTe3 [IPYTHX IPOBOCIATUTENbHBIX IUTOKMHOB, TAKMX KaK
®HO u MJI-6. WJI-1P y4acTByeT B pery/ALyy aallTHBHOTO
MMMYHHOTO OTBETA: CTUMY/IMPYeT AHTUTEHITPE3eHTUPYIOLIYI0
¢yHKIII0 MaKpO(aroB ¥ AeHAPUTHBIX KJIETOK, Hapsigy ¢ VIJT-23
aKTUBMpYeT crerdudecKie CyOIOmyIAIM UIMMYHHbIX KIle-
TOK, B TOM YJIC/Ie eCTECTBEHHbIE KI/TEPHBIE K/IETKI U Ty4HbIE
etk VIJI-1P oxasbiBaet KaTabomrdeckie 3¢ QexTsl Ha co-
efVHNTETbHYIO TKaHb. OH aKTUBUPYET CUHTE3 XOHAPOLMTA-
MJ BHEK/IETOYHBIX MAaTPUKCHBIX IPOTENHA3 (arrpeKkaHassl,
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KOJUTare€Hasbl Y1 Jip.), YTO BBI3bIBAET ECTPYKIIVIO CYCTAaBHOTO
Xpsllja, OJAB/IAET CUHTE3 IPOTEOITIMKAHOB 1 00pasoBaHue
KOJUTaTeHa, CTUMYUpYeT auddepeHIpoBKY 0CTEOKIACTOB
U3 KJIeTOK-IIPEJILIECTBEHHIKOB, YTO CIIOCOOCTBYET pe3opOrimm
KOCTHOII TKaH. B cBs13u ¢ atim MJI-1P mpencrasiistet coboit
XOPOLIYIO TepaleBTINYecKyo MulileHs ipu AB3 [20, 21].
AyTtoBocnanurtenpHble 3a00/IeBaHNA [EMOHCTPYPYIOT 3Ha-
YNTENbHOE CXOACTBO KIMHMYIECKMX IposBaeHuit. s Hux
XapaKTepHbI CUMIITOMBI, aCCOLIMMPOBAHHBIE C CCTEMHBIM
BocmanenueM (taom. 2) [9, 22].

JlaHHDIE IPOSAB/IEHNA MOTYT MMETDb Pa3HYIO CTEIleHb BbIpa-
JKEeHHOCTH, COYeTaTbCA B pasHbIX BapMaHTaX M BCTpeYaThCs
C pasHOI1 YaCTOTOI [PV KOHKPETHBIX HO30/IOTMYECKIX (hOpMax.
KoHeuHo, /15t KaXXIOT0 OTE/IBHOrO 3a00/IeBaHIIs CYILIECTBYIOT
KuHndeckye ocobennoctn. Hampumep, st EMF xapaktepa
accoLMays C STHIYECKO IPUHAIEXHOCTHIO (B Poccuiickoit
Depneparyy nofassitolee OOMBIIMHCTBO MAL[EHTOB — APMsi-
He), Cpefyt KOXXHBIX TIPOSIB/IEHNI Yallje BCTPeYaeTCst IpuTe-
MaTO3Has ChIIlb, HAIOMIHAIOMIAsA SPU3HUIIETIONT, UL 00/Ie3HN
CTmia B3poC/IbIX — HECTOMKAs po3€eosie3Has ChIIb, MOXKET
Pa3BUBaTbCA PEBMATOU/IONONOOHBIT apTPUT.

KnaccumkaumoHHble Kputepum

Ist ocaoBubix AB3 (FME HIDS/MVK, CAPS, TRAPS, 60-

ne3Hb CTUIa B3pOC/IBIX) pa3paboTaHbl KIacCU(UKAIMOH-

Hble kputepyu. OfHaKo 06IIyie CMMIITOMBI MOTYT CITY>KMTb

OCHOBOII A7 POPMUPOBAHNS KIVHIIECKOTO TTOfI03PEHMS

Ha AB3 [9, 15, 23].

OCHOBHBIE CYMIITOMBI, TO3BOISTIONIIE 3AII0K03puTh AB3:

= 3M1307bI PeOPIIBHOI TUXOPALKM TP pasa 1 6oree B Te-
JeH1e Tofia;

= KO>KHbIE BBICBHITIAHIL;

*  PeLVAMBYPYIOLINIL ApTPUT/apTPaITyy/ MUV,

= PeLUAMBYPYIOLINIT CEPO3UT, BK/II0YAs PELMIUBYPYIOLIYe
SM30MBI OO B XKMBOTE U TPYLY;

= TIOBBIIIEHNE OCTPO(A3OBBIX MAPKEPOB (CKOPOCTI OCEAHM
sputporutos (COI) = 30 mM/4, ypoBHst C-peakTHBHOTO
6enka (CPB) > 10 mr/n);

Tabnuua 2. O6wsue KnuHUUECKUE NPOABTIEHUA AYMOB0CNATUMENbHBIX 306071e6aAHUL

Ipynma Onucanne
CUMIITOMOB/CMH/IPOMOB

CucremMHbIe

Ha yposhe
OpTraHOB/CUCTEM

JIabopaTopHsIe
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JInxopapxka (mepropmydecKasi, peLyANBIPYIOLast)
Oburas c1abocTh, yTOM/IIEMOCTD

CHIDKeHMe alIleTUTa, HOXy/faHue
Aptpanrusa/aprput (MOHOAPTPUT, OTUTOAPTPUT)
Muanrusa

Bosb B >kuBOTe (IEPUTOHNUT)

Boib B IpymHOI KeTKe (MepuKapAuT, INIEBPIT)
KoyxHble mposBIeHNs (KpaMBHNUI, S3PUTEMA, PO3e0Ia
u Ap.)

ITopakeHe I71a3 (KOHBIOHKTMBUT, YBEUT, KaTapaKTa
W T.JI.)

B mmasme KpoBu moBblIIEHNE:

= CO3

= ypoBHsa CPb

= yPOBH:A CHIBOPOTOYHOTO AMIIOMAHOTO HeKa

= ypoBHs deppuUTHHA

HeitTpoduibHBI TeKOLITO3

= CeMeiTHbIil aHaMHe3, STHITYECKas IIPYHAIeKHOCTD;

= OTCYTCTBMUE ayTOAHTUTE ITPY CKPMHIHTOBOM MCC/IENI0Ba-
HUJ Ha QHTUHYK/IeapHbIl GaKTOp, peBMaTOUAHbII (hak-
TOp, aHTUTe/IA K IUKINYeCKOMY IUTPY/UIMHIMPOBAaHHOMY
TIENTHAY.

IuddepeHumnanbHaa UarHoCTUKa

B cBs13u ¢ Masoit crieninuIHOCTBIO KIMHMYECKVX IPOSBIEHNI

cymiecTByeT mpo6emMa i depeHIyaTbHOI IarHocTUKY AB3

C peBMaTNYeCKIMM 3a00/IeBAHMSAMY, MHPEKLVISIMH, TeMaTO/I0-

TMYECKOJ TTaTOJIOT Ve, ITApaHeOIIaCTMYECKVIMY CYIHIPOMaMIL.

ITO CBA3aHO C PALOM COBIIA/IAIOINX CYMIITOMOB, TAKVX KaK

NMXOPAJIKa, ApTPUT/apTPAITUN, MUA/ITUH, IOTIUCEPO3UT, CIIIb.

IToCKO/IBKY BbILIIETIEPeUIC/IeHHbIE H0/IE3HN BCTPEUAIOTCS Yallle,

yeM AB3, nocnenHe, Kak MpaBmilo, ABIAIOTCA AMAaTHO30M

VCKITIOYEHVISI.

B cuny toro uro puddepeHunanpHblil fUarHO3 IPOBO-

IUTCSI CO MHOXKECTBOM Pas/IMIHBIX 3a601eBaHMIL, HEper-

KO NIPUXOANTCA MPOBOANUTD 3HAYNTETbHOE KOMMIECTBO

NMabOpaTOPHBIX Y MHCTPYMEHTA/IbHBIX MCCIEOBAHMIL.

K TakoBBIM OTHOCATCA aHa/MN3 MOYM, YIbTPa3BYKOBOE

MCCTIe[OBaHMe CYCTaBOB, OPIOLIHON MONMOCTI 1 TOYeEK,

peHTreHorpadus CyCTaBoB, KOMIIbIOTepHas ToMOrpadus

M MATHUTHO-PEe30HAHCHASI TOMOTPadUs IETKNX, OPIOITHOM

HI0JIOCTH, 930(aroracTpoRyofeHOCKONN, KOIOHOCKOIINA,

UICC/IeloBaHye KOCTHOTO MO3ra 1 Jip.

Mogpens guddepeHnnanbHO-TMATHOCTUIECKOTO a/ITOPUTMA

AB3 mpepicraBinena Ha pucyHke [5].

@uHaNbHON CTafiueN B CTydae 060CHOBaHHOTO MOf{03pe-

HIUA Ha MOHOreHHOe AB3 sABIsAeTCS reHEeTMYECKUIT aHa-

713, KOTOPBIN IPU3BaH BBLABUTD IATOTEHHYIO MY TAIMIO

MIPUYMHHOTO reHa [9].

INoxasaHuAMM K MHAMBU/Y/IbHOMY T€HETUYECKOMY TeCTH-

POBaHMIO clIyXxar [5]:

= CJTy4ay, COOTBETCTBYIOIIVIE KITMHNYECKNM KPUTEPUAM U3-
BECTHOTO MOHOTeHHOro AB3;

= CJIy4al C YaCTUYHBIMY IPOSABICHIAMM IIPY OTATOLIEHHOM
CeMeTHOM aHaMHe3e B OTHOIIIeHY MOHoreHHOoro AB3;

= T0pj03peHye Ha AB3, BhI3bIBaloIIVIe HEOOPATVIMBIE IOBPEXK-
menys (Tsokenble BapuanTsl CAPS, nedunyr afeHosunpe-
aMMHa3bI 2);

= HECOOTBETCTBME KIMHNYECKUM KPUTEPUAM KOHKPETHBIX
3aboneBaHmit, HO ecTb nofo3penre Ha AB3, B maHHOM
CITydae MOKeT ObITb IPOBefieHa paclipeHHasI TaHeb re-
HEeTMYECKMX TeCTOB C MOCTeAYIOIM MOTHOT€HOMHBIM/
HIOJTHO3K30MHBIM VICCTIE[IOBAHYIEM, €CITV PE3Y/IbTAThI Iep-
BOHAYa/IbHOTO TECTa He IIOATBEPVIINCE.

Heo6x0amM0 OTMETHTB, YTO IpeHATaIbHOE TECTUPOBAHIIE W

TeCTVMPOBaHIE HOBOPOXIEHHbIX He II0KA3aHO, C/IY OTCYTCT-

BYeT IPKO BBIP@KEHHDII CeMEJTHbIIT aHaMHe3 MY KOHKPETHbIE

TIOJI03PEHNs, @ PAHHSIA JMArHOCTVIKA MOXKET IBMEHUTD MCXOT,

3aboneBaHus y peberxa [5].

bBeccuMIITOMHBIE pOLCTBEHHUKM TecTupylorcs [5]:

= eC/IM 3TO POJICTBEHHIMKY IIEPBOVI CTENEHN POLICTBA HONBHOTO
C VI3BECTHBIM HAaC/Ie[ICTBEHHBIM CHH/IPOMOM IepPUOIIeCKOi
TIMXOPAIKY — /IS OTIPefe/ieHNs pecKasyeMocTy 3abore-
BaHUI BBICOKOTO PUCKQ, TAKMX KaK IIOPaKeHIEe HEPBHOI
cuctemsl 1pu CAPS vty MHCYIBT py fleduiinTe afeHo-
3UH/IEAMIHA3BI;
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= eC/IM 3TO POJUTENN — JIs1 IOTBEPXKeHNs (paKTa Hac/e-
[OBaHMA VIV PasBUTHUA de NOVo, @ TAlOKe B CIIydae He-
00XOMMMOCTY YCTaHOBJIEHNS, YHAC/IEHOBAH JIY LIVIC- VTN
TPaHCBApVAHT CLEIIEHV TeHOB.

JleyeHne

B HacTosIIee BpeMs /11 MHOIMIX MOHOT€HHBIX ay TOBOCIIA/IN-
TeIbHBIX CMHAPOMOB HOCTYTIeH psifi 3 (HEeKTUBHBIX METOTIOB
nedeHys. JInd HeOT/IOXKHOI Tepamnuy IMXOPaOYHBIX TIPHU-
CTYIIOB COXPAHSIOT OIIpefieNIeHHOe 3HaYeHMe HeCTEPOU/THbIE
IPOTVMBOBOCTIATITENIbHOE IIPETApaThl U ITIOKOKOPTUKOMABL,
XOT# IIpUMeHeHNe IIOCTIEHNX OrpaHIMBaeTcs peHoMeHOM
IPMBBIKAHMA M PYICKOM BO3HMKHOBEHNA HEKETATeNbHBIX AB-
nennit. [ perynspaoro npumenenyA npu FMF npenaparom
TIEPBOVL IMHWUM ABIAETCS KONXMIVH, KOTOPBI TAKXKe MOXKET
OBITD ITO/IE3€H IIPY APYTUX COCTOSHMAX. VIHIMOMpoBanue
®HO-a MoxeT obmerdatb cuMIIToMs! apTputa mpu FMF
U HEKOTOPBIX Ipyrux MoHoreHHbIX AB3, xota npu TRAPS
crenyet usberath HazHadeHus uHru6uTopos PHO, kpome
staHeprenTa. [loryyeH Takke HONMOKUTETbHBIN OIBIT IIpUMe-
HEHJSI MHTMOMTOPOB SHYC-KVHA3, B YaCTHOCTY OapULMTIHUOA.
ITpy momvrennsix AB3 (cycTeMHBIIT I0BEHIWIbHBIL aPTPUT,
6o1nesHb CTu/Ia B3pOC/IBIX) TIPUMEHSIOTCS TTIOKOKOPTUKO-
MJBIL, METOTPEKCAT, MHIUOUTOPSI perienitopos VIJI-6 [7, 24].
Hawub6oree yHuBepcambHbIM 11 Bce 6071ee MIMPOKO IpyMeHste-
MBIM IIOIXOJIOM ABJIAeTCA MHIMOMpoBanye VJI-1{ ¢ momompio
KaHaKMHyMaba I aHaKVHpHI [3, 5].

B Poccuy HaKkoIIeH 3HaUUTENbHbIN TIO/IOKUTEIbHBIN OIIBIT
HasHAYeHNs KaHaKMHyMaba.

Kanaknayma6 ripefcrassieT coboit 4e/1oBedecKyie MOHOK/IO-
HaJIbHbIe aHTHTeNna MMMyHorooymiHa G1 kx JIJI-1p, kotopble
CBA3BIBAIOTCSA C LUTOKIHOM U OTIOKMPYIOT €ro B3aNMOJIEIICTBIIE
C pelenTopaMIL.

Kanaknnyma6 06/1affaeT i teIbHbIM IIEPYOIOM IIOTyBbIBe-
meHus — 21-28 gHer, 9TO IT03BOJISIET BBOJUTD €r0 IIOJKOXXHO
OflVH pa3 B YETbIPE — BOCEMb HEJIeTIb.

[ToMMMO pe3ynbTaToB JOCTATOYHO OOMBIIOTO KOMMYECTBA
PaH[IOMU3MPOBAHHBIX ¥ OTKPBITBIX KIMHNYECKIX UCCTIENO-
BaHMIL, B KOTOPBIX YOEAUTENIbHO JoKa3aHa 3¢ PeKTUBHOCTD
KaHaKVHyMa0a IIpU CUCTeMHOM I0BeHWIbHOM aprpute, FME
CAPS, HIDS, TRAPS, a Takxe IIOMIMO [aHHBIX JBOIIHOIO

PeBMmatonorna, TpaBMaTonoriAa 1 opToneaua

CTIETIOTO TITare60-KOHTPOMPYeMOTO PaHOMM3VPOBAHHOTO
uccnenosanyss CONSIDER o yactiaHOM OTBeTe Iyt 6071e3HN
Cruna B3pocybIx [25, 26] omy6mmMKoBaH POCCUIICKII OTIBIT
IpYIMeHeHMA TIperapaTa B peaIbHOM KIVMHIIECKON TPaKTH-
Ke. Tak, B.B. Pamees 11 coaBT. onycanm KIMHNYECKUIT CTydaii
YCIIELIHOTO JIeYeH s KAHAKMHYMabOM MY>X4MHbI 38 et (apms-
HJHA I10 HAIJVOHAJIBHOCTY) C IIEPMOANYECKOI O0/Ie3HDIO 1 BTO-
PUYHBIM A A-aMIJTON/I030M, PE3UCTEHTHBIM K KOTXUIMHY [27].
ITpu 5TOM HabMIOAAIOCH He TOTIBKO OTCYTCTBIE PELUANBOB,
cHpkeHe o HopMbl CO3 n yposH:A CPB, Ho u mpoTenHypus
mesee 0,5 /1. Cormacao ganabM C.O. CaTyTyHOI 1 COaBT.,
y 38 B3pocnbix n geteit ¢ CAPS, TRAPS n konmxunys-pesn-
crentHoit FMF Ha ¢oHe nevyeHns KaHaKMHyMaboM 3auk-
CHPOBaHO OBICTpOE KYMMPOBaHNUE TMXOPAJKH, NCIe3HOBe-
HYe CBIIIM, YMEHbIIEHVe BHIPRKEHHOCTH TMM(a/IeHOmaTII
U TeTIaTOCIVIEHOMETa VY, KYIIMPOBAHYe VIV 3HAYNTe/TbHAS
TIOJIOXKWTe/bHAA ITHAMMKA [7Ia3HBIX CYIMIITOMOB, CHVDKEHIE
YPOBHsA 0CTPOdasoBbIX MapKepoB [28]. ¥V Bcex MalueHTOB
TaKKe YaNoCh IOMHOCTbIO OTMEHNUTD I/TIOKOKOPTHKOUIbL.
IlepeHOCUMOCTD JIe4eHNA B LIe/IOM ObIIa YIOB/Ie TBOPUTETLHOIL.
OrMeveHBI eIVHIYHBIE CTy4Yay MHGEKIMY KOXI U BUPaX
muackuH-Tecta. [Tocsie cOOTBETCTBYIOMEN Tepanuy IpyeM
Hpemnapara 6bIT IPOIO/DKEH.

PekomeHpaLum SKCNepTHOro COBETA W Laru
N0 VX peanu3aLum

O6cyfieHuIo MOTeHNMana IpMMeHe sl KaHaKuHyMaba
B Poccrut 6b110 IOCBAIIEHO COBelaHe 9KCIIEPTOB, COCTO-
sameecd 3 moyra 2018 . B Mockse [29]. OKkcniepThl IpUsHaIM
000CHOBAHHBIM ¥ HOJIfiepyKa/Iy IIpUMeHEHNe TaHHOTO ITpera-
para rpu HacnencTBeHHbIX AB3 11 60mesny Crusta B3pOCTIBIX.
Heo6xomyumMo oTMeTnTb, 4T0 BbIsABNeHNe AB3 B ycmoBusax
PpeasbHOI IIPAKTYKY, 0COOEHHO [Py Havajie 3a60/eBaHs BO
B3POC/IOM BO3pacTe, MOKET CTaTh HEOP/VIHAPHO 3ajadeil.
ITockonbky 3ab07eBaHye BCTPEYaeTcs JOBOTLHO PEIKO, ero
MOYKHO He 3aMeTUTb CPeiy APYTVX TMXOPaOIHBIX CHHIPOMOB.
Boree Toro, Bpaun 3a4acTyio CTaIKMBAIOTCS C TPYAHOCTAMMU
IIpY TPOBEIEHUM AMATHOCTIYECKIX MEPOIIPUATII 1 Ha3Ha-
yeHUM Tepanyu. I109ToMy BOIIpOCHI paHHETrO BBLABICHNA
U NIpaBWIbHON MapuipyTusayy 60nbHbIX AB3 ABaooTCA
BeCbMa aKTyanbHbIMI [30].

AB3

AB3

AyTonMMyHHas1 60/1e3Hb

AyTronMMyHHasA 6071e3Hb
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ITpo6nems! Bepenns OONBHBIX ¢ Hanbomee YacThIM MOHO-
reHHbIM AB3, a umenno FME, 6b11i 06cy>XeHbI Ha coBeTe
9KCIIEPTOB, KOTOPBIIT ObI/I IPOBE/iEH B OH/IAIH-(hopMare B Iie-
puoxn ¢ 11 Host6pst 1o 1 fexabps 2020 r. [31]. bouto ormede-
Ho, 4To B Poccum npepmonaraeMast 4Mc/IeHHOCTb OO/IBHBIX
FMF npubmmkaercs x 17 toic. ITpu aToM B 30-85% cydaes
(B 3aBMCHMMOCTY OT PeryoHa) Hab/IIofaIach 3ajiep>kKa ¢ 1Io-
CTaHOBKO JjV1arHo3a.
OKCIePTSI IPEIOKIIN CTIERYIOLIIE METO/BI PEeIeH s IIPO6-
nem MapuipyTusanyy 60msHbx FME:
= paspabOTKa KIMHIYECKIX PeKOMEHAINI IT0 AUATHOCTIKE
u Befiennto FME npoBefnenne 06pa3oBaTebHbIX MEPOIPH-
ATUI Y MEXIVICIUIUIMHAPHBIX IIPOEKTOB, HAIIPaB/IeHHbIX
Ha IIOBbILIEH}e OCBEIOMIEHHOCTH CIIEIMAIICTOB IIepPBIY-
HOTO 3BEHA 3[JpaBOOXpAaHEHMA O IpobyeMe, IpU3HAKAX
u kputepusx puarHoctuky FME a Taoke o guddepen-
I[11a/IbHOV IIaTHOCTYKE JIMXOPA/IKM HEACHOTO IeHe3a;
= ¢opMIpOBaHIE HA YPOBHE PETMOHOB MEXINCLIMIIINHAD-
HBIX KOMaHJ (IeTCKMil M B3POCI/IBI/I PEBMATONIOL, I'eHe-
THK, TACTPO3HTEPOJIOL, He(hpOJIOT U IPyTVie HeOOXOVMBbIe
CIELVIA/IICTBI), HEbI0 KOTOPBIX Oy/ieT ONTUMM3aLVis V-
arHOCTUKMU U BefieHns nmauyeHToB ¢ EME;
= ofecredeHne IOCTOSIHHON BO3MOXHOCTH IVCTAHIMOHHOTO
KOHCY/IBTUPOBAHMA THIIA «BPay — Bpad» LA CIIELMA/IICTOB
HIePBIYHOTO 3BeHa C IPOVIbHBIMY SKCIIEPTaMu;
= TIOBbILIEHMe focTynHocTH Tepanuy FMF;
= BBICTPayBaHMeE IOTYCTYKY TeHETUIECKOTO TECTYPOBAHMA
C IOCTABKOJT 0OPA3IIOB A/ aHA/IN3a 13 PETVIOHOB B 9KC-
HIepTHBIE LIEHTPBI;
= opraHyusauys peepeHCHBIX LIEHTPOB J/L OKa3aHMA KOH-
CYNbTaTMBHOM TOJJEPKKM B OTHOLIEHMY JIMArHOCTYKM
n nedennss FME B ToM 4ncie B paMKax CIIelManbHbIX
IHeT KOHCY/IBTYPOBAHMA 10 BOIIPOCaM JIMXOPafoK Hesc-
HOTO reHesa.
C y4eTOM HaCYLIHBIX IOTPeOHOCTEN! IIPaKTUIeCKOro 3apa-
BOOXPaHEHN, a TaKoKe NIPYBEJEHHDIX BbIIIE PEKOMEHALINI
9KcrepTHOro coseta 20 yions 2023 T. 6bUT IpOBeNeH MeXpe-
TYOHA/IbHBII HayYHO-NIPAKTNYECKIIA CEMVHAP U KPYI/IBIii CTOT
«IIxoma peBMarosnora. MapupyTusamys manyeHToB ¢ ayTo-
BOCIA/IMTeNTbHBIMY 3a60meBaHnAMM». HayqHbIM opranusa-
TopoM MeponpusaTuii BpicTymmio Y3 MO «Mockockuii
06/1aCTHOIT HAYYHO-UCCIIEROBATENbCKII KIMHNYECKUIT VH-
cruryT uM. M.®. Bragumupcxoro» (IBY3 MO MOHVKI
um. M.O. Bragyimypckoro). Mogeparopamy 65111 I7IaBHbI Bpay
I'BY3 MO MOHMKI nm. M.®. Bragumupckoro, i.M.H., ipodec-
cop A.C. MWIBTO 1 ITIaBHBI} BHEIUTATHbII CHIEL[Ma/iCT-PeBMa-
To7or MyHmcTepCTBa 31paBooxpaHeHst MOCKOBCKOIT 0671acTy,
pyxoBoxITETE MOCKOBCKOrO 00/IACTHOTO PEBMATOTIOTITYECKOTO
LIeHTPa, PYKOBOJMTEIb OTAE/IEHYI PEBMATONOINN, IIpodeccop
Kaeqpbl Tepamyy (aKyIbTeTa yCOBEPIIeHCTBOBAHIA Bpadeit
I'6Y3 MO MOHVKH ym. M.®. Bragumupcxoro, pefcefarenb
MOoCKOBCKOIT 06/1aCTHOIT OpraHM3aLi «ACCOLMAIA PeBMa-
tonoros Poccrm», a.m.H. [1.E. Kaparees.
B meponpyATMN IPUHAMM yYacTVe BERYIINe SKCIEePTHI
Mockosckoit obmactu u Kmianku Hedpomornu, BHyTpeH-
HYX U npodeccnoHanbHbIX 3aboneBanmit um. E.M. TapeeBa
Kmamdeckoro nieHTpa CeueHOBCKOTO YHUBEPCUTETA.
ITpodeccop [I.E. Kaparees akieHTHpoBa BHUMaHIe Ha aKTY-
QJIBHOCTY ITPO6/IeMbI MOHOT€HHBIX, B IlepByIo odepenb FME,

W [IOJIMT€HHBIX, B YacTHOCTY 60/me3Hu CTusa B3pocbix, AB3
UL PeBMAaTO/IOTOB, TEPAIIeBTOB, Bpadell 001LIeil IIPaKTUKY
U Bpayell MHOTMX JIPYTUX CIELMAIbHOCTEN B CUTy Pa3HO-
006pa3sust U TSDKECTH VX TEUEHsT, @ TAKOKe Ha HEOCTATOYHOM
HACTOPOXXEHHOCTVI Bpayell IIepBOro KOHTAKTa B OTHOLIECHNN
AB3. 3anono3puTts passutrie AB3 mosBosatoT 0611ye KITMHY-
JyecKyie IPY3HAKY HACTIefICTBEHHBIX KIIVHNYECKVX JINXOPAJIOK,
BO3pACT Mal/leHTa Ha MOMeHT MaHudectayy 3aboeBans,
IIPOIO/DKUTENLHOCTD aTaKM, KOYKHBIE ITPOSIB/IEHII, Pe3yib-
TaThl TAOOPATOPHOTO V1 MHCTPYMEHTIBHOTO 00 C/IeOBaHMIL.
B MockoBcKoll 0671acTyt OpraHM30BaHa MapIIPYyTU3aLV
nanyerToB ¢ FMF oT MoMeHTa IO TBepIK/ieHNsI pe3y/ibTa-
TaMM TeHeTHYECKIX aHATN30B 1 3aK/IIodeHIsIMI erepab-
HBIX I PEITMOHA/IBHBIX LIEHTPOB [0 00eCIeYeHNs TeTeHIeM
TI0 MECTY >KUTEbCTBA.

B otHourenyy 60esuy Cryia B3pOCTIBIX CUTYALVs CK/Iaibl-
BaeTCsl aHamornyHbeIM obpasom. [Ipodeccop [II.E. Kapatees
IpencTaBuI pa3paboTaHHbIl B MOCKOBCKOM 00/IaCTHOM
PEBMATO/IOTTIECKOM LIEHTPe IIPOEKT YCKOPEHHOI MapLIpy-
TU3ALVY HALYEHTOB ¢ 6071e3HbI0 CTIIIa B3pOC/IBIX M OTMETII
PAL CIOXKHOCTeI Ipy uxX BefeHny. OffHa 13 HYUX — BO3Mellle-
HJIe PacXOfjOB Ha jledeHye B 3aBUCUMOCTY OT KOZIVIPOBAHVIA
0 MexpyHapoaHolt Kiraccudukauuy 60/esHeit ecsiToro
nepecmorpa. Ecy 607esun Crumia B3pOC/IbIX COOTBETCT-
ByeT Kot M06.1, To FMF - xop E85.0 (Hac/encTBeHHBII ce-
MeJTHbIIT aMIIONA03 6e3 HeBPOIIATHIL), TO €CThb YeTBEPTHII
Ki1acc «bornesHn SHLOKPMHHOM CHCTEMBI, PAcCTPOIICTBA -
TAHWs U HApyLIeHNst 0OMEHa BELECTB», YTO MOXKET BbI3bIBATh
CTIO>KHOCTY ITpY OIUIaTe rocrranu3anym. Eie ogxa nmpo6ie-
Ma — rapMoHM3a1s1 obecriedeH s mareHToB ¢ AB3 reHno-
MHXXeHEePHBIMY OMOTIOTMYECKVIMI TIpeTiapaTaMy, B IEPBYIO
ouepe/b TAKMM XXM3HEHHO HeOOXOIMMBIM, KaK KaHAKIHyMao,
TI0 Pa3IMYHBIM KaHA/IAM: B paMKax 00513aTelIbHOTO MEULIVH-
ckoro crpaxoBanysi (OMC) Wi IbrOTHOTO JIEKAPCTBEHHOTO
ofecIiedeHys — Per1OHaIbHOTO IEKAPCTBEHHOTO 06eciedeHNs
(PJIO) n BeoMCTBEHHOI1 Lie/eBOII efiepanbHOl IPOrpaMMBbl
«ObecrieyeHe OTHEMbHBIX KATETOPUI IPXK/IaH IEKapCTBEH-
HBIMI IIperapaTaMy B aMmOymaTopHsix ycnosusix» (OHJIC/
OHJIII).

Benmywiit Hay4HbI COTPYRHMK OTAea Hedpomoryy Kmiunku
Hedpororny, BHy TpeHHNUX 1 IIPOdecCcioHaIbHBIX 3a00/1eBa-
Huit um. E.M. TapeeBa CeueHOBCKOTO YHUBEPCUTETA, [.M.H.,
npodeccop B.B. PameeB nmpecTaBWwI KIMHITIECKII CTy4all
ycrenrHoro BepeHus 6epemernoit ¢ AB3. ITpodeccop Taroke
OTMETII pa3HOOOpasye KIMHIYECKIX BAPYAHTOB 60/Ie3H, He-
00XOIMMOCTD CBOEBPEMEHHOT0 Ha3HaYeH I [IATOTeHeTUYECKOIt
Tepary U IPUHATHS PELIeHIs O Ha3HAYeHMM KaHAKIHyMaba,
YTO IOTEHIINAIbHO MOXKeT IIPEIOTBPATUTD IPOTPecCpOBaHIe
TIATOJIOTMY C PA3BUTYVIEM TSDKETIOTO OCTIOXKHEHIS — BTOPUIHO-
TO CHICTEMHOTO aMIJIOM/i033, CIOCOOHOTO OBICTPO IIPUBECTH
K PasBUTHIO IOYEYHOIT HEOCTATOYHOCTIL.

Bonpocs! npeeMCTBEHHOCTH BefieHust 60nbHBIX AB3 mpu
B3aMMOJIEVICTBUM TIEUATPOB 1 Bpayell, BEAYLX B3POC/IbIX
HAI[VIeHTOB, OBUIM OOCY>KIEHBI B JJOK/Iajie I/IaBHOTO BHe-
IITaTHOTO IETCKOTO peBMarosiora MunsapaBa MoCKOBCKOI
00671aCTI, 3aBeRYIOLIIEl OTHE/IeHIIEM IETCKOI PEBMATONIOTIN
I'BY3 MO «HVIKU nercrBa Mun3snpaBa MockoBcKoit 06mac-
Ti», K.M.H. JO.B. KoToBoii. [TanyeHTsI feTckoro Bospacra
HOJTy4aloT Tepanuio depes poup «Kpyr fobpa». Ilo cucreme
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KkmHKUKo-cratuctideckux rpymn (KCI') B pamkax OMC Bos-
HUKAIOT IIPOG/IEMBI € 3aKYIIKOJ JOPOTOCTOAILINX ITPENapaToB,
B YaCTHOCTM KaHaKyHyMaba. [Tocre mepexojia rof HabmroeH e
B3POC/IBIX Bpadell TOTbKO OOTIbHBIE C CUCTEMHbBIM I0BEHIIBHBIM
apTPUTOM MOTYT IIPOJO/DKATH 06eCIIeYMBaThCA B PaMKaXx IPo-
IpaMMBbI JIBFOTHOTO 06 ecTiedeHys B aMOy/IaTOPHBIX YCTTIOBIAX
TAL[VIeHTOB, CTPaJaIOIIMX PEAKIMM M BBICOKO3aTPaTHBIMI HO-
3onorusamu (porpamma «14 BBICOKO3aTPaTHBIX HO30JIOT VI ).
MHorokaHa/IbHOCTb 06ecIIedeH st IOB3POC/IEBIINX MAI[VeH-
TOB 3aTPYRHsET KOHTPOJIb, II03TOMY ObUIO ObI OIIPaBIaHHO
pacipuTh Bospact obecriedeHns ¢pounoM «Kpyr obpanr.
ITpakTudeckue acrieKThl MApIIPY TH3aLIMY MaleHToB ¢ AB3
paccMoTpe oLeHT Kadepbl TPaHCIIAHTONOTH, HePOIOTmu
¥ ICKYCCTBEHHBIX OPTaHOB (haKy/IbTeTa yCOBEPIIEHCTBOBAHIIS
Bpaueit [5Y3 MO MOHVKU nm. M.®. Bragymupckoro, I71aB-
Hb1it Bpadu OO0 «Mepuxkan Ipynmn», k.M.H. [I.B. Apremos,
3a0CTPUB BHUMaHME Ha psifie IPOOIEMHBIX MOMEHTOB: OII-
TUMU3ALNHU CUCTeMBI (POPMMPOBAHNS 3asIBOK Ha 3aKYIIKY
TOPOTOCTOSIIVX IIPENApaTOB IO CHCTeMe TbTOTHOTO TeKapCT-
BEHHOT0 00eclieueHN s, BK/II0Yas IepBIYHOE Ha3HaueHNe
U IIepeKTIoueHye MeXX]Ty IIpeltapaTamu, 60pboy ¢ 3aepyKKoit
HOCTaBOK IIPeIapaToB.

3aBenyrolas KOHCYIbTaTMBHBIM OTZeNeHMeM Mepyko-
rereTnyeckoro rentpa (MI'T]) IBY3 MO MOHMKH nm.
M.®. Bragymupckoro, k.M.H. [0.10. KoraneBckasa nogdepk-
HyJIa, 4YTO MOTIEKY/LAPHO-TeHETIIeCKOe MCCTIeOBaHME TO/KHO
HPOBONTBCA BCeM MALlEHTaM ¢ IOJI03PpeHNeM Ha MOHOTEHHBIe
AB3, a Takxe B crrydae AudpepeHIanbHOI [UATHOCTUKIA.
ITo mHenmo 3aBenytomeit Ienrpom opganHbIx 3a60m1eBa-
Huit MITI TBY3 MO MOHVIKH um. M.®. Bragumupckoro
E.B. IIpockypuHoOIt, BayKHEMIIMM MOMEHTOM B JIeKapCTBEH-
HOM 0fecCIIedeHI N SIB/IAETCA BefleHNe PEricTpa MalleHTOB.
ITenecoo6pasHo MHULMMPOBATh PAOOTY 110 CO3HAHMIO KIIH-
HIYECKMX PEeKOMEH/ALNIT 0 BEEHIIO B3POC/IbIX IaIlVieH-
T0B ¢ AB3, a TaxoKe CTaBUTb BOIIPOC O PaCUIMPEHNN ITIepeqHs
HPOrpaMMBbI «14 BBICOKO3aTPaTHBIX HO30/IOTHIA».
3amectutens gupekropa I'BY MO «Hay4no-mpakTiyeckuii
LEHTP KIMHMKO-5KOHOMIYECKOTO aHa/m3a MyHnCTepcTBa
3mpaBooxpaHeHns1 MOCKOBCKOI 006/1acTin», [.M.H., ipodec-
cop M.B. [laBbIJOBCKasl OTMETH/IA, YTO CYLECTBYIOIINE Ta-

Nuteparypa
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pudst KCI' 11 kaHakuHyMa6a [O3BOJIAIOT IPYMEHATD €ro
KPYIJIOCYTOYHO U B THEBHOM cTaumoHape. CrenyeT 6omee
HIMPOKO VCIOIb30BaTh Ha3HAUeHNe MTaTOreHeTIYecKoll Te-
parmu AB3 B pamkax PJIO (nocranosnenue [IpaBurenbcrsa
P® ot 30.07.1994 Ne 890 «O rocymapcTBEHHOI MOAAEPIKKE
Pa3BUTIA MEAUIVMHCKON MPOMBIIIIEHHOCTH M YTy dLICHNN
obecredeHyst HaCeTIeHNsI Y YIPEKEHMIT 3MpaBOOXpaHEHN
JIeKapCTBEHHBIMI CPEfICTBAMU 1 U3[Ie/TNAMN MEIVILIMHCKOTO
HasHadeHus1»). OHa Taxoke 06paTiIa BHUMAHMe Ha He0OXo-
AVIMOCTD Pa3pabOTKM KIMHIYECKNUX PeKOMEH AL

B pesynbraTe paboThI 9KCIIEPTOB ObUIV IIPUHATSHI CTIEAYIOLIE
pelleHns.

1. OmpeneneHsl crelaabHOCTY IEPBIYHOTO 3BEHA, BOBJIE-
YeHHbIE B ITPOLECC IIEPBUYHOTO BBLABIEHA Y JYIATHOCTYKI
AB3, - TepaneBTbl, Bpauu 001ell IPaKTUKI, PeBMAaTOJIOTH,
THefVaTpBbl, MHPEKIMOHNCTBI, ;epPMATONIOTY, HEBPOJIOTY U TaCT-
PO3HTEPOJIOTH, /I KOTOPBIX pa3paboTaHa cucTeMa «KPacHbIX
¢naxxkoB» 110 BbIsIB/IEHNI0 A B3 (pennauBupyolye CMITO-
MBI — TMXOPajKa, apTPUT/apTpaaTny, MUAITIN, HOVCEPO-
3UT, HA4a/I0 B JIETCKOM VIV MOJIOZIOM BO3pacTe, CeMEeIHBIN
aHamHes [9, 15, 23]), mosBostowas cGopMupoBaTh KIMHY-
yecKoe Of03peHNe Ha TPUHAJIEKHOCTD MAllMeHTa K TpyIIe
¢ penkumu 60esHsiMu. B najbHelieM NaIieHThl MapLIPY-
TH3UpyIoTCa K peBmaronory B MI'LI IBY3 MO MOHMKNA
uM. M.O®. BragmMupckoro, Tfie mpoBOJUTCS OTOOP /I MEMKO-
TEeHETIYeCKOro 00CTIENOBAHNS C LIe/IbI0 BepyyKALINI AMArHo3a.
C BpayaMy 9THX CIIelaTbHOCTel INTAHNPYeTCs IpoBefieHNe
LMK/Ta JIEKIWIA B IIIKO/TaX peBMarosiora MocKoBCKoiT o6macTu
U Ha Cbesfie TepaneBToB MOCKOBCKOI 06/1acTi.

2. Heo6xomyMo akTyBHOE 00y UeHie CTIELVaTICTOB IEPBUYHOTO
3BeHa 10 BBIABNIEHMIO M MapLIpyTU3aluy nanyeHToB ¢ AB3.
B Hacrosmiee Bpems B Poccyn ¢ MOMeHTa IOSIB/IEHVA CMIITOMOB
TI0 YCTaHOB/IEHN: iviarHo3a AB3 B cpefiHeM IIPOXOIUT BOCEMb
net. B TatapcTaHe nocie IpoBeieHyIs IPOrpaMMbl 00y deHVS
Bpaveit 0011[elt IPAKTHKY 3TOT CPOK COKPATU/ICS IO TPeX JIET.
3. Heo6xom1mMo Hama)XnBaTh KOHTAKThI MEXAY JeTCKIMMU
U B3pOCTIbIMY BpadaM, B IIEPBYIO O4epefib peBMaTO/IOraMI,
IULS1 CBOEBPEMEHHOTO 0OeCIIedeH st KBaT(UIPOBAHHOIT
MEIVIIMHCKOJ IIOMOIIBIO ITAIMEHTOB IIPY IIEPEXOfie BO B3pOC-
JIyIO CETb 110 JOCTIDKeHUH 18 jiet.
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Improving the Quality of Medical Care for Patients with Inflammatory Diseases: Medical and Organizational Aspects
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Autoinflammatory diseases (AIDs) are a heterogeneous group of rare genetically determined conditions characterized
by unprovoked attacks of inflammation. Due to the presence of rheuratic manifestations in most patients, patients
with AIDs often referred to rheumatologists.

In most cases, AIDs have a specific genetic basis with mutations in individual genes (monogenic AIDs), the most
common nosology is Familial Mediterranean Fever (periodic disease). At the same time, AIDs can also be of polygenic
origin; the most typical representatives of polygenic AIDs are systemic juvenile arthritis and adult Still's disease,

which is similar in symptoms.

In AIDs, inflammation occurs due to disturbances in the innate immune system with the formation of inflammasomes,
which leads to the synthesis of proinflammatory cytokines, in particular interleukin 1f (IL-1p).

The article provides basic clinical data on the most common AIDs, a differential diagnostic algorithm for identifying
AIDs, and the main methods of treatment, with a special focus on the use of the IL-1f inhibitor canakinumab.

Also, the main points of the resolution of the interregional round table ‘School of Rheumatologist. Routing of patients
with autoinflammatory diseases’ June 20, 2023 described.
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