[®) ev-nc-nD

https://doi.org/10.21518/ms2024-024

0630pHas cTaTbs / Review article

C.B. Kpytuxuna™, https://orcid.org/0000-0001-7516-5756, svetulkakru@gmail.com
M.A. KyapswoBa, https://orcid.org/0000-0001-7275-4344, xvosel@yandex.ru

MepBbli MOCKOBCKMI roCYapCTBEHHbIV MEAULIMHCKMIA YHMBepcuTeT uMeHn M.M. CeyeHoBa (CeyeHOBCKMI YHMBEpCUTET);
119991, Poccus, Mocksa, yn. Tpybeukas, 4. 8, ctp. 2

Pesiome

JInxopafioyuHble COCTOSHUA Y AeTelt — akTyanbHas npobnemMa B NefuaTpuu, T. K. OHWU ABASIOTCS OAHMM U3 YACTbIX CUMMTOMOB MO
06pallLeHuIo 33 MeAMLMHCKOM NOMOLLbI0. AyToBOCNanuTenbHble 3aboneBanuns (AB3) npeactaBnstoT U3 cebsa rpynny 3abonesaHui,
NpU KOTOPbIX TMXOPAAKa ABASETCS OAHWM U3 OCHOBHbIX CUMNTOMOB, OTMEYAETCS onpefeneHHas NepUoANYHOCTb U ASIUTENbHOCTb
npuctyna. B ocHoBe ayToBocnanuTenbHbix 3aboneBaHUiA NeXUT pa3BUTUE CUCTEMHOMO aCENTUYECKOrO BOCMNaneHus, CBI3aHHOIo
C aKTMBALMEN BPOXAEHHOTO UMMYHWUTETA, MPU 3TOM HE OTMEYAETCS MOBbIWEHMS YPOBHS ayToaHTuTen. Cpean ayToBOCMAanUTENb-
HbIX 3360/1€BaHUI CaMbIMK PACNPOCTPAHEHHbIMU SABASIOTCS HACNEACTBEHHbIE NEPUOAMYECKME TIUXOPALKM, K KOTOPbIM OTHOCATCS
ceMeiHag cpeamseMHomopckas nmuxopagka (CC), Hyper-Immunoglobulinemia D-syndrome / Mevalonate Kinasae Deficiency
syndrome (HIDS/MKD), CAPS-, Tumor necrosis factor receptor-associated periodic syndrome (TRAPS)-cuHapomsl 1 6onee pea-
Kune 3aboneBaHus (LedULMT eCTeCTBEHHbIX aHTarOHUCTOB peLLenTOpOB MHTepNekMHOB). B ocHOBe naTtoreHesa [aHHOM rpynnbl
3aboneBaHuit NEXMUT NPoLLEeCC YCKOPEHHOTO GOPMUPOBAHMUS CynpaMonekynspHoro 6enkoBoro KoMnnekca (MHhaamMMacoMmsl), YTo
B [a/IbHeNLEeM NpMBOAUT K nepexoay HeakTuBHoM dopMbl UT1B B ero akTuBHyt GopMmy. KnuHuueckas KapTMHa AaHHbIX 3a60-
NeBaHWiA MOXeT ObITb CXOAHA, BKNOYAET B ce69 3nn304bl IMXOPaaku, DO B KMBOTe, apTpanruu, pasinyHble Cbinu v ap., NoBbI-
LweHne ocTpodazoBbIxX Nokasateneit. ns naHHbIX 3aboneBaHnii xapaktepHa onpeaeneHHas nepuoLMYHOCTb NOSBNEHUS CUMMTO-
MOB, 0ObIYHO UMEKTCS NPOMEXYTKM B3 HanMuus CUMNTOMATUKK. [Ing ceMeiHoW Cpean3eMHOMOPCKOM IMXOPafKU XapaKTepHa
onpeaeneHHas 3THMYecKas NpUHALNEeXHOCTb (apMsiHe, TYpKu, apabsbl, eBpeu). Hanbonee TOUYHbIM METOLOM AMATHOCTUKKU CeMei-
HOM CpefiM3eMHOMOPCKOM IMXOPALKU Ha CErOAHSLLIHWUIA AieHb IBNSETCS MOEKYNSIPHO-reHeTUYeckoe nccnenoaHune. CoepemMeHHas
Tepanus HanpasieHa Ha NPOMUNAKTUKY NPUCTYNOB 3aD0NEBAHMS, HO TAKXKe BaXHO MCMOMb30BaTb CUMMNTOMATUYECKYIO TEPaNuio
ona obneryeHus coctosHua pebeHka npu yxe passuslieMcs npuctyne. COBpeMeHHble NOAXOAbl TepanuM BKIOYAIOT Kak npena-
paTbl, JABHO MCMOAb3YIOLIMECS B NELUATPUYECKON MpakTuKe (KONXWLUMH, HECTEPOWUAHbIE MPOTUBOBOCNANMUTENbHbIE MpenapaThl
(MbynpodeH), roKOKOPTUKOCTEPOUbI), TAK U KHOBbIE» FEHHO-UHXEHEPHbIe Bronornyeckue npenapaTbl (B1okaTopbl MHTepRen-
KMHOB, PakTOpa HEKPO3a ONyXonen u ap.).
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HIDS, MKD, CAPS, TRAPS
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Abstract

Fevers in children is a pressing challenge in paediatrics, as they are one of the most common symptoms people seek medical
help. Autoinflammatory diseases (AIDs) constitute a group of diseases, where fever is one of the main symptoms, and fever
attacks have a certain frequency and duration. Autoinflammatory diseases are rooted in the systemic aseptic inflammation
associated with activation of the innate immune system, without elevated levels of autoantibodies. The most common auto-
inflammatory diseases include hereditary periodic fevers, among which are familial Mediterranean fever (FMF), HIDS/MKD,
CAPS-, TRAPS-syndromes and rarer diseases (deficiency of natural interleukin receptor antagonists). The pathogenesis of this
group of diseases is based on the process of accelerated formation of a supramolecular protein complex (inflammasome),
which subsequently leads to the transition of the inactive form of IL1p into its active form.The clinical presentations of these
diseases may be similar and include episodes of fever, abdominal pain, arthralgia, various rashes, etc., as well as an increase
in acute phase parameters. These diseases are characterized by symptoms at certain intervals; they usually have intervals
without showing any symptoms. Familial Mediterranean fever is characterized by a certain ethnic background (Armenians,
Turks, Arabs, Jews). Today, molecular genetic testing is the most accurate method for diagnosing familial Mediterranean fever.
Current therapy aims to prevent attacks of the disease, but it is also important to use symptomatic therapy to relieve the child’s
condition when an attack has already developed. Modern treatment strategies include both drugs that have long been used
in paediatric practice (colchicine, non-steroidal anti-inflammatory drugs (ibuprofen), glucocorticosteroids) and novel genetical-
ly engineered biological drugs (interleukin antagonists and tumour necrosis factor inhibitors, etc.).
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BBEAEHUE

JIuxopapoyHble COCTOSHMA Y feTei — aKTyanbHas npo-
6nema B negmaTpum, T. K. OHW SBASIOTCS OAHWUM U3 YaCTbIX CUM-
MTOMOB MO 06PALLEHMIO 38 MEANLIMHCKOM NOMOLLbIO. [prymHbI
JIMXOPaAKK y AeTer [OBOMbHO pa3Ho0bpa3Hbl. MexaHn3m pas-
BMTUS IMXOPALKMU XOPOLIO M3YyYyeH: MNOL BAUSHMEM 3K30reH-
HbIX MMPOreHoB (BUpPYChbI, bakTepun, rpmbsl, NpoCTenLLne, refb-
MWHTbI) 3aMyCKaeTCs Kackafh 3HAOTeHHbIX MUMPOreHoB (MHTep-
nenkun-1 (IL-1), IL-6, dakTop Hekposa onyxonun (PHO), nHtep-
depoH-a 1 Ap.), YTO NPUBOAMT K HAKOMIEHWUIO MPOCTAraH-
ovHa E2 v Bo3pencTBumio ero Ha runotanamyc [1]. MNocraHoBka
[IMarHo3a npu IMXopafoUHbIX NPOSBNEHWAX MOXET Bbl3blBaTb
TPYAHOCTM Y NEAMATPa, T. K. HEOBXOAMMO UCKMOUNTD LIMPOKUIA
CMEeKTp HO30M10MMIM M MPOBECTU Psf AMArHOCTUYECKMX TECTOB.
YacTo BO3HMKAIOT CIOXKHOCTU AMArHOCTUKM MPW HalMumMmK 4in-
TeNbHbIX MW PeUMANBUPYIOLLMX TMXOP3LOK.

AYTOBOCMAJIUTENbHbIE 3AB0JIEBAHUS

B NMPAKTUKE NMEOUATPA

pasBuTHe cepo3nTa (MouTu npu noboi Gopme ayToBoC-
naneHus);

apTpanrMu UK apTpur;

OTCYTCTBME ayTOaHTUTEN;

4yacToe pas3BuTME aMMIOMA03a (C No34HeN Bepudmkaumen);

NoBbILUEHWE YPOBHS 1abOPaTOPHbIX MapKepoB BOCMaNneHus;

BCTPEYAETCA C OAMHAKOBOM YaCTOTOM KaK Yy MYXUMH, TaK
W Y KEHLUMH;

MONOXUTENbHbIA CEMENHbIA aHAMHE3, BOSMOXEH 3THUYE-
CKMI XapakTep;

€CTb MOHOTEHHbIE BApUaHTHI;

BblCOKas 3(Q@EeKTUBHOCTb aHTU-UHTEpNEeWKUH-1- (QHTK-
NN-1) Tepanmu (no cpaBHeHUto € aHTU-OHO-a-Tepanuei).

CoBpeMeHHas knaccupukaums AB3 BkIOYaeT LUMPOKKA
CNeKTp HO30M10TMI U NOCTOSHHO NononHseTcs (maba. 1)* [2].

B ocHoBe AB3 nexuT pasBUTME CUMCTEMHOIO acenTuye-
CKOro BOCMaNneHus, CBA3aHHOIO C aKTMBaLMeER BPOXAEHHOIO
UMMyHuTeTa. [pK Hannuum reHeTnyeckoro fedekTa 3anycka-
eTCcsa NpoLecc YCKOpeHHOro GOPMUPOBAaHMUS CynpaMoneky-
nspHoro 6enkoBoro kommnaekca (MH(MAAMMaCcoMsl), He COOT-
BETCTBYIOLLErO peasnbHbIM Yyrpo3am OpraHusMmy, 4to B Oasb-

NS0T U3 cebsa rpynny 3aboneBaHMM, NpM KOTOPbIX IMXOPaaKa
SBNSETCH OQHMUM U3 OCHOBHbIX CUMMTOMOB, U HEPELKO K/K-

XYTKHU, KOrga KNMHU4YecKkne npoaBneHuna OTCYTCTBYFOT);

AytoBocnanutenbHble 3abonesaHus (AB3) npeacras-

HUYeckas KapTMHa «MUMUKpUpyeT» nog bonee pacnpocrtpa-
HeHHble MHMEKLMOHHbIE 3aboneBaHus.

OcHosHbIMU NposBnexrnamu AB3 asnatotcs [2]:
nepuoamMYHOCTb 0BOCTpEHUI (eCTb BpeMEHHble MpoMme-

onpeneneHHas anTenbHOCTb 060CTPeHNI;
noxoxee TeyeHune 060CTpeHunN;

Ta6nuya 1. Knaccudukaums aytoBocnanmTenbHbix 3abonesaHui

HenweM NpuMBOAMT K Mepexody HeaktusHon Gopmbl M11B
B ero akTuMBHyto dopmy. M11B gaensetca kno4eBon Gurypoin
B Pa3BUTMM CUCTEMHOIO BOCNANIMTENBHOIO npouecca [3].

[pynna HacnencTBeHHbIX NEPUOANYECKMX MXOPAAOK SBNS-
€TCS O[JHOM M3 CaMbIX pacnpocTpaHeHHbIx cpean AB3. [laHHble
3aboneBaHns AeBOTUPYIOT B AETCKOM BO3pacTe M XapaKTepu-
3YH0TCS peunanBUPYIOLLMMU 3NU304aMKU TMXOPAAKK. JInxo-
paakv npu AB3 MMEOT HeKyH0 NepUOLMYHOCTb, MEXAY MPUCTY-
namm CUMNTOMOB, KaK NpaBuno, He Habnoaaetca [4].

1 Mpoexr Evrofever-knaccudukaums. Available at: https://www.printo.it/eurofever/diseases.

Table 1. Classification of autoinflammatory diseases

HacnencrBeHHble nepuoanyeckue
NMXOPaAKy (TUMMYHOE HapyLueHue
QYHKUMM MHDNAMMACOM)

+ CemeliHas Cpean3eMHOMOPCKas IMX0paaka

¢ Cunapom runep-IgD (HIDS nan MKD - neduumt MeBanoHatkuHasbl)

» CAPS (kp1onupuH-accoummMpoBaHHbIe NepPUOANYECKUE CUHAPOMbI)

* TRAPS (nepuopmyeckuit CMHAPOM, acCOLMMPOBaHHBIiA ¢ petentopoM GHO-a)

* leduuut ectectBeHHbIX aHTaroHuUcToB peuentopos (DIRA-peuentopos WI1-1; DITRA-peuentopos WJ1-36)

MuoreHHble 33b0NeBaHMS KOXM 1 KOCTEN
(BO3MOXHOE yyacTue UHHNAMMaCcoM
W Opyrux MexaHu3MoB)

* XPMO (XpoHu4eckui peLanBupytoLLmit MynbTUQOKANbHBIA OCTEOMUENUT)
¢ Curppom SAPHO (cMHOBMT + akHe + nycTynes + runepocTo3 U 0CTUT)
* CuHapoM PAPA (MuoreHHbI apTpuT + raHrpeHo3Has NMoAepMMUS + KMCTO3HOE aKHe)

[paHynemato3Hble 3aboneBaHus
(HapyweHnue aktneauun NFKB v nepesaun
curHanos nocpeacrsom UJ1-10)

+ bone3Hb KpoHa ¢ paHHMM Havanom 3abonesanus
+ Cunapom bnay/capkonao3 ¢ paHHMM HayanoM 3aboneBaHus (LEeTCKMIA rpaHyneMaTo3Hbli apTpuT)

Mpmonatuyeckue cUHAPOMBI +

WHbIE HO30/10TUYECKME EAUHNLIbI
(HesiCHbIit NaToreHes, BO3MOXHO yyacTue
UHdnamMmacom)

* Cuuppom PFAPA (neproanyeckast nuxopagka, dapunrut, iumbageHonatms, adrol)

¢ Curppom Wnnunep

+ bonesHb CTvunna (CMCTEMHbIN KOBEHWUNbHbIA MAMONATUYECKMIA apTPHT)

* MoHoreHHble dopmbl BackynuTa (DADA2, STING-accoummnpoBaHHbIA BaCKYAUT C HaYanoM B MaageHuectse (SAVI))

2024;18(1):276-280 | MEDITSINSKIY SOVET | 277



Hanbonee 4acto B KNMHMYECKON MpaKTUKE BCTPEYAETCS
cemeliHas cpedusemHomopckas auxopadka (CCJI), ocobeHHo
[aHHoe 3aboneBaHMe pacnpoCTpaHeHO B 3THOCaX Cpeau-
3eMHOMOPCKOro pervoHa (apMsiHe, Typku, apabbl, eBpeu),
ona Poccuitckoit @egepaumm Hanbonee «3IHAEMUYHBIMUY»
panoHamu ssnatoTcs pecnybavkmn CesepHoro Kaskasa [5].
3a cyeT MHTEHCUBHOWM MUrpaumm Hacenenus us ctpaH Cpe-
[M3eMHOMOpbS faHHOe 3aboneBaHue BCTpeyaeTcs Tenepb
B cTpaHax CeBepHoi Adpuku, lpeunn, Ha Kpute, ®paHumm,
fepmaruu, CLLIA v AnoHuu [6]. Pa3Butne KaMHWYeCKOM Kap-
TUHbI CBA33HO C MyTaumen reHa MEFV, koonpyrowero 6enok
nupuH. OH npepcTaBnger coboi UMMYHOPErynaTopHyto
MOneKyny, CocToslyo M3 781 aMMHOKMCAOTbI, U y4acTByeT
B GopMMpoOBaHUM MHBNAMMacoMbl. benok B OCHOBHOM 3KC-
npeccupyeTtcs B rpaHynouMTax v AEHAPUTHBIX KNeTKax,
a TaKkXe B CepO3HbIX M CMHOBUANbHbLIX Gubpobnactax [7].

OcHoBHbIM nNposieneHnem CCJIT 9BRSOTCS 3NM304bI TIMXO-
pagku AnuTenbHOCTbO 12-72 4, BNOCNEACTBMM B KIKU-
HWYeCKOW KapTUHE MOXeT OTMevaTbCsl MosBneHue abao-
MWHaNbHbIX 6onelt n 6onen B rpyau, CBA3aHHbIX C pa3Bu-
TMEM aCenTMYecKoro neputoHuTa. boan obblYHO MHTEHCKB-
Hble, MHOrAA UMWUTUPYIOT KapTUHY «OCTPOro XKMBOTA», C YEM
CBSI3aHbl OMepaTMBHblE BMELIATENbCTBA Y TaKMX MaLMeH-
ToB. Takke abaoMUHaNnbHble 60U HEpeaKO COMpOBOXAA-
I0TCA U3MEHEHMEM YaCTOTbl CTyNa, pBoToM [5]. bonn B rpyam
CBSA3aHbl C aCENTUYECKMM MAEBPUTOM W/MAU NepuUKapau-
TOM. Ha doHe nuxopafkv Hepeako AeTv OTMEeYaloT apTpan-
MW U MUANTUK, B HEKOTOPBIX Cy4asX BO3MOXHO pa3Bu-
Tne MoHoapTpwuTa [8]. MNpu anutenbHoM TeueHun 3abonesa-
HWUS MPU OTCYTCTBUM Tepanuu pMCK pasBUTMS aMUIOMAO03a
cocrasnset 25-30% [3].

CuHdpom 2unep-IgD cBg3aH C nedUUNTOM MeBaNOHATKM-
Hasbl M3-33 MyTaummn B reHe MVK, uto npuBoamnT K gebuunty
repanunrepanmnnupodocdata (GGPP), gaHHbIn MeTabonuT
y4yacTBYyeT B NMPEHWAMPOBAHWMW BHYTPUKNETOUHbIX G-6en-
koB. Jeduumnt GGPP npuBoauT K M36bITOYHOM aKTMBHOCTU
npoKacnasbl, CUHTE3y NpeflecTBEHHWKA UHTepnerknHa-1-
(UN-1) 6eTta [9]. AaHHas natonorus xapaktepusyeTtcs NoBTO-
PSOWMMNUCA 3MM304aMU INXOPALKM B TeyeHue 5-7 OHeNn,
60Nn9MK B XKMBOTE, YBENUYEHNEM NUMPATUYECKMX Y3/10B,
NATHUCTO-NANyNEe3HOM CbiMNbto, aPTPUTAMU UK apPTPANTUAMM.
TakKe MOryT oTMeYaTbCsl TOLWHOTA, PBOTA, AMapes, S3BOYKM
BO PTY, renaToCcnaeHoMeranms, BO3MOXHbI SBNEHUS PapuH-
ruta [2]. JlabopaTopHO XapaKTePHO MOBbIWEHUE YPOB-
Hel octpodasosbix Mapkepos (CO3, CPB, SAA), IgD u IgA
B KPOBM, MEBAJIOHOBOW KWUCOTbl UMM MEBANIOHOBOIO NakK-
TOHa B Moye. PUCK pa3BuTMS aMuNoMao3a AOCTaTOYHO HU3-
KU = 3%,y 12% naumeHToB BO3MOXHO pa3BMTME CMHAPOMA
akTuBaumm makpodaros [10].

TRAPS-cuHOpom cBs3aH c myTaumen B reHe TNFRSFIA,
MYTaHTHbIA peuenTop (akTopa Hekpo3a onyxofiei anbda
(®PHO-0) He cnocobeH [OCTUYb KNETOYHOW MeMOpaHbl
M OCTaeTCs B 3HAOMNA3MATMUECKOM DETUKYNyMe, MPOoMCXO-
[AWT aKTMBALMSA MOHOLMTOB M MakpodaroB U yBeaMuYMBa-
eTCs NPOAYKLMSA NPOBOCNANUTENbHbIX LUMTOKMHOB. MposiB-
nsetcs 3aboneBaHne NepuoaMyeckMMm 3NMU304aMKU NUXO-
pagKku ANuUTenbHOCTbIO 1-3 Hefd., 60naMK B XKMBOTE, aHyNsp-
HbIMW KOXHbIMU BbICbINAHUAMM, NEPUOPOUTANBHBIM OTEKOM,

278 | MEAULIMHCKUIA COBET | 2024;18(1):276-280

KOHBIOHKTMBUTOM, apTpuToM. Pacumt — ocobeHHoe NposiB-
nexnne TRAPS-cMHOpoOMa, xapakTepm3yeTcs BblpaXXeHHbIMU
MuUanrnaMm 6e3 NoBbIWEHNS aKTUBHOCTM KpeaTUHAOCHOKHU-
Ha3bl (KOK), conpoBoxaaetcs 6onesHeHHow sputemoint [11].

CAPS-cuHOpoMbl BKNOYAKOT 3 hOpMbI, KOTOpble paHee
CYMTaNUChb CaMOCTOATENbHbIMU 33ab0NEeBaHUAMU, HO Ha
CErofHSAWHMIA OeHb pacCMaTPMBAOTCA Kak dopma 04HOro
3ab0neBaHus, pasMYatoLLEroCs N0 BbIPAXKEHHOCTU KIUHM-
4ECKOM CUMMNTOMATUKMU:

CEMENHbIA XONOLOBOM AYTOBOCMANUTENbHbIA CUHOPOM/
cemeitHas xonoposaa kpanuehuua (Familial Cold Autoin-
flammatory Syndrome/Familial Cold Urticaria - FCAS/FCU)

cuHapom Makna - Yanca (Muckle - Wells Syndrome - MWS)

XPOHUYECKMIA MNaLeHYECKMIA HEPBHO-KOXHO-apTUKyNsp-
HbI CMHAPOM/XPOHWYECKOe MNaAeHYeckoe MynbTUCUCTEM-
Hoe BocnanutenbHoe 3abonesanHue (Chronic Infantile Onset
Neurologic Cutneous Articular/Neonatal Onset Multisystem
Inflammatory Disease — CINCA/NOMID).

OcHoBHag npuynHa — Mytaumm B reHe NLRP3, koTopbliii
KOAMpYeT CeMeNCcTBO peLenTopoB, MOAOOHbLIX HYKNeoTna-
cBa3biBatoweMy gomeHy onuromepusaumm (NOD), copep-
Xallemy nMMpUHOBbIA AoMeH. OCHOBHbIMKW NPOSBAEHUAMMU
3aboneBaHusa SBNAKOTCA NMXOpaLKa, KpanuMBHMLA, apTpas-
rMW/apTpuThbl, NOBbIWeEeHWe OoCTpoda30BbIX MOKa3zaTenewn,
Mpu 3TOM 4eTKOW MEepPUOAMYHOCTM IMU30A0B MOXET U He
6biTb. Hanbonee Taxenon dopmon 3aboneBaHne cumTaeTcs
CINCA/NOMID [12].

[Ona amddepeHuManbHOM AMATHOCTUKM HACNeaCcTBEH-
HbIX NMEePUOAMYECKMX NMXOPAAOoK Mexay cobolt NpoekTom
EUROFEVER pa3paboTaHbl AMarHoCTMyeckmMe KpuTepuu
(mabn. 2)%.

Tak Kak H0NAbWMHCTBO NabopaTopHbIX OCTPOdA30BbIX
nokasaTtenei U3MeHsTCS OAMHAKOBO BHE 33aBMCMMOCTU OT
HO30/10MMYeCKOM efMHULbl HACNeACTBEHHbIX Nepuoaunye-
CKMX NIMXOPAAOoK, TO An8 TOYHOW AMArHOCTUKM HeoBXOAMMO
npoBefeHWe MONEeKYNSPHO-TEHETUYECKOTO UCCIef0BaHMs
[LN4 BbISIBNEHUS MYTaHTHOTO reHa.

COBPEMEHHBIE NOAX0Abl K TEPANNU

Tepanusa LaHHOW rpynnbl MaLWEHTOB BKOYaeT B cebs
npenapaTtbl, HanpaBJeHHble Ha NPOPUNAKTMKY NPUCTYNOB,
M CMMMTOMaTMYeckue CpeacTBa ans obneryeHuns COCTOSIHUS
pebeHka BO BpeMS NMXOPaA0YHOro anun3oaa. [epsbiM npe-
napaTtoM, KOTOpbIi nokasan cBot 3hdEKTUBHOCTb Y NaLMEH-
ToB ¢ CCJ1, Bbl1 KOAXMUMH. Ha CceroaHaWHMn OeHb OH OCTa-
€TCS OCHOBHbIM MpenapaToM [Ans NPpobUNAKTUKM Pa3BUTMUS
NPUCTYNOB Yy 3TUX naumeHToB B fo3e 0,5-2 mr/cyT. Takxke
KONXMLMH nokKaszan HeKoTopyt 3hdeKTUBHOCTb Y NaLIMEHTOB
¢ TRAPS-cunapomom [13].

Mpenapatbl M3 rpynnbl raokokopTukocteponnos (ITKC)
MOTYT NPUMEHSTHLCS Y NALMEHTOB C HACNEACTBEHHbIMU Nepu-
0AMYECKMMU NIMXOPALKAMM, HO OFPaHUYEHbl B MpUMEHe-
HUW HanMuYMEM BONbLIOTO KOMMYEeCTBa MOBOYHbIX dbhdek-
ToB. Y naumenTtoB ¢ CCJ1 gaHHble npenapaTtbl MCMOMb3YKTCS
npu 3aTskHoM hedbpunbHOM MUANrMKM B BMOE NEpopasnbHOM

2 MpoexT Evrofever, anarHoctuyeckue kputepuu. Available at: https://www.printo.it/eurofever/
periodic_fever.



Ta6nuya 2. JnarHoctnyeckue KpMTepMU HacaeaCcTBEHHbIX NEPUOLUYECKMX IMXOPABOK

Table 2. Diagnostic criteria for hereditary periodic fevers

* Jnu304 < 2 pHeli 9 | * Bospact Hayana < 2 net 10 | ¢ Mepuopbutanshbiil otek | 21 | ¢ YpTukapuu 25
* bonu B rpyaun 13 | o ATO3HbBIN CTOMATUT 11 | ¢ MpogomKuTENbHOCTD * HelipoceHcopHas | 25
* bonu B xuBoTE 9 | ¢ TeHepanu3oBaHHas nMdoapeHonamms | 8 3Nu304a > 6 oHel 19 | Tyroyxoctb
» JTHoC Boct. CpennzeMHoMOpbA 22 |+ CnneHomeranus 13 | « Murpupytowas Cbinb 18 | ¢ KoHblOHKTMBMT 10
» 31Hoc Ces. Cpeau3eMHOMOpbS 7 | * bonesHeHHoCTb NI/y 37 | » Muanrum 6

* [lnapes (Bcerga/yacto) 20 |+ CemeitHble cryyau 7
o AdGTO3HBIN CTOMATUT 9 |« bonb B rpyau 11 |« Psora 14 | « QapuHrut 25
* YpTukapuu 15 |« MorpaHnyHoe 3HayeHue >4) | o AdTO3HbIN CTOMATHT 15 | « AbomuHanbHas
+ lleitHas numdoaneHonatms 10 o [lorpaHnyHoe 3HayeHue >43 | bonb 15
* [pOBOMKUTENbHOCTL 3NM30A08 > 6 AHeld | 13 + [NorpanmnyHoe
* [TorpaHnyHoe 3HaueHue >60 3HaueHme >52

Tepanuu WAM peKOMeHA0BaHO BHYTPMBEHHOe BBeje-
Hue [14]. TntokokopTukomapl y nauneHtos ¢ TRAPS-cuHgpo-
MOM peKOMeHIyTCs Mbo B BMAE KPAaTKOCPOUHbIX KYpCOB,
nmbo B KauyecTBe noafepxuBatollert Tepanuu. MaumeHTam
¢ HIDS/MKD u CAPS nokasaHbl KpaTKOCPOYHble BbICOKME
no3bl KC ong kynupoBaHus npuctynos [15].

Hanbonee coBpeMeHHOI rpynnoi npenapatoB SBASKOTCS
reHHO-UHXeHepHble buonormyeckme npenapartsl [16]. bnoka-
Topbl WUJ1-1 (KaHakMHyMab, aHaKMHPA, PUNOHALENT) SBASKOTCS
OCHOBHOM rpynnow ¢ Hannyuywen 3bdeKTMBHOCTLIO Y AaHHOM
rpynnsl nauneHToB. bnokatopsl MJ1-1 B HacTosliee Bpems
pekomeHaytotcs npu CCJ1 B cnyvae pesncTEHTHOCTM K KOJI-
xuumHy [14]. Y naunentos ¢ CAPS 6nokatopbl M1-1 asng-
t0TCS NepBoi NuHKWen Tepanum [16]. bnokatopbl ®HO-a. (3Ta-
HepuenT) nokasanu CBo 3OPEKTUBHOCTb Y NALMEHTOB
¢ TRAPS-cungpomom m npu HIDS/MKD [17, 18]. B nutepa-
Type Takxke eCTb OnMCaHue OnbiTa NpUMeHeHUs B1oKaTopoB
NN-6 (toumnnmsymab) n JAK-unrnbutopos [19, 20].

HectepouiHble NpOTMBOBOCNANUTENbHbIE Npena-
patbl (HIMBM) wncnonb3ywTcqa B KayecTBe CMMMATOMATU-
4eckoro Nle4yeHuns OTAeNbHO MKW B AOMNONAHeHWe K 6aso-
BOM Tepanuu. Y HekoTopbix nauneHToB ¢ CCJ1 ¢ BbipaxeH-
HBIMW MUANTUAMKM U apTPaNTUAMU U 3aTHKHOW hebpunb-
Hor muanrnen HIMBI nokasanu ceoto apdekTnBHOCTL [21].
Takxxe OTMeyeHo, YTo naumeHTol ¢ TRAPS, accounwmpo-
BaHHbIMM C MyTauusmu R92Q, nyywe oTBEYAOT Ha Tepa-
nuio KoMBUHaumu konxmumnuHa u HMBIM [13]. B neanatpu-
4yeckon npakTuke Hambonee 6e3onacHbIM U 3DHEKTUBHBIM

npenapatom u3 rpynnel HMBIM gasnsetca nbynpodeH, koto-
pbli 06NnafaeT XaponoHWXKaLWMM, NMPOTUBOBOCNANUTENb-
HbIM 1 obesbonuBatowmM gernctemeM. MbynpodeH dopTe
umeeT fo3nposky 40 mr/mn, BpeMsa AencTBua npenapaTta
COoCTaBnsSeT 8 4, YTO MO3BONSET AABaTb MPeNapaTt pexe, HO
npu 3Tom obneryas coctosHue pebeHka npu anusone nepu-
oanyeckon nuxopapku. Paspewen NoynpodeH dopTe oeTsam
¢ 1 ropa, ons ynobcrTBa NpUMEHEHMS B pa3HblX BO3PACTHbIX
rpynnax npenapar BbiMyCKaeTcs B BUAE CYCMEH3MU C KNyb-
HWYHBIM MW anenbCMHOBBLIM BKYyCOM. [Ing geTeit mnaplwe
1 ropa (c 3 mec. 0o 4 neTt) BO3MOXHO MCNONb30BaTb Mnpe-
napat MoynpodeH B fo3mposke 20 Mr/mn, KOTOPbIM Takxke
BbIMyCKaeTcs B GopMe CyCneH3nn C NPUSATHBIM KNYBHUYHbIM
MW anenbCUHOBbLIM BKYCOM [22].

3AKNKOYEHUE

B 3aknioyeHne HeoBXOAMMO OTMETUTb, YTO MALMEHTHI
C HaCNeACTBEHHbIMU NEPUOANYECKUMMU INXOPALKAMMU UMEKOT
CXOXYIO K/IMHUYECKYID KapTUHY, YTO MOPOK 3aTpyaHseT Ama-
FHOCTUKY 3TUX 3aboneBaHuit Mexay coboit. Takxke 3Tn 3ab0-
NEBaHMS MOTYT NPOXOAMTb MOA MACKOM MHGMEKLUMOHHON Mn
OCTPOW Xxupypruyeckon natonoruu. [lpn CBOEBPEMEHHO
MOCTaBNEHHOM [AMarHo3e W NpaBuIbHO MOLOOPaHHONM Tepa-
MU AaHHbIE NaUMEHTbl UMEKT BAaronpusTHLIN NPOrHO3.
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