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Pesiome

JInxopagouHble COCTOAHUS Y AeTel — akTyanbHas npobneMa B NeauaTpum, T. K. OHU ABASAIOTCA OQHMM U3 YACTbIX CUMMNTOMOB MO
obpalleHuio 33 MeIMLMHCKOM NoMolLbio. AyToBocnanuTenbHble 3abonesaHua (AB3) npeacrasnsioT u3 ceba rpynny 3aboneBaHuii,
Npu KOTOPbIX IMXOPAAKA ABASETCS OAHUM U3 OCHOBHbBIX CUMMTOMOB, OTMEYaEeTCs onpeAeneHHas NepUoaMIHOCTb U IUTENBHOCTb
npuctyna. B ocHoBe ayToBOCNanMTeNbHbIX 3a60N1€BaHUI NEXUT Pa3BUTUE CUCTEMHOTO acenTUYeCKOro BOCMANeHUs, CBA3aHHOO
C aKTUBaLMEN BPOXKAEHHOTO UMMYHMUTETA, NPU 3TOM He OTMEeYaeTCs NOBbIWeHUs YPOBHS ayToaHTUTen. Cpeau ayToBocnanmreb-
HbIX 32001eBaHMIA CaMbIMKM PACNPOCTPAHEHHbIMU ABIAKOTCA HACNEACTBEHHbIE NepuoanYeckue UXOPagKu, K KOTOPbIM OTHOCATCS
ceMeliHaa cpegmseMHoMopckasa auxopaaka (CCIN), Hyper-Immunoglobulinemia D-syndrome / Mevalonate Kinasae Deficiency
syndrome (HIDS/MKD), CAPS- Tumor necrosis factor receptor-associated periodic syndrome (TRAPS)-cunapombl 1 6onee pea-
Kue 3aboneBaHus (LedULMT eCTeCTBEHHbIX HTArOHUCTOB PeLenToOpOB UHTEPNeMKUHOB). B ocHOBe naToreHesa AaHHOW rpynmbl
3ab0n1eBaHUN NEXUT NPOLLECC YCKOpeHHOro GOpMUPOBAHMA CYNpPaMoekyASpHOro 6enKoBoro KoMnnekca (MHPAaMMacoMbl), UTo
B [a/bHelleM NpuUBOOMT K Nepexony HeakTuBHoM dopmbl UT1P B ero akTuBHyto dopMy. KnuHuueckaa kapTMHa AaHHbIX 3a60-
NeBaHUii MOXET BbITb CXOJHA, BKIOYAET B cebs 3n1304bl IMXOPaaKu, 60NU B XUBOTe, apTpanruu, pasiMuHble Cbinu U Ap., NOBbI-
WeHWe ocTpodazoBbix NokasaTenei. [1ng AaHHbIX 3a60N1eBaHUIM XapakTepHa onpefeneHHas NepuoauyHOCTb NOSABAEHUS CUMNTO-
MOB, 0ObIMHO UMEIOTCA NPOMEXYTKM 6€3 HaAMuKUa CUMNTOMATUKK. [1ns ceMeiHOM cpelM3eMHOMOPCKOM NNXOPaKuU XapakTepHa
onpeaeneHHasa THUMYeCKas NPUHAZNEXHOCTb (apMaHe, TYpku, apabbl, eBpeu). Hanbonee ToUHbIM MeTOLOM AMATHOCTUKM CeMeid-
HOW CpeaM3eMHOMOPCKOMN IMXOPAAKM HA CErOAHALIHWIA AeHb ABNSETCA MONEKYNAPHO-TeHeTUYECKoe uccieoBaHue. CoBpeMeHHas
Tepanusa HanpasfeHa Ha NpoduUNaKTUKy NPUCTYNOB 3a6071eBaHKA, HO TAKKe BaXKHO MCMOb30BaTb CUMNTOMATUYECKYIO Tepanuio
ans obneryeHus coctosaHua pebeHka npu yxxke passuslieMcs npuctyne. CoBpeMeHHble NoaxoAbl Tepanuu BKIIOYAKOT KaK npena-
paTbl, A3BHO MCMONb3YIOWMECH B NeAMATPUUYeCKOM NpakTuke (KONXMLMH, HecTepouaHble NpoTUBOBOCMANWUTENbHbIE NpenapaTsl
(MbynpodeH), rMIKOKOPTUKOCTEPOUDI), TaK U «HOBble®» FeHHO-UHXEHepHble BUoNorMyeckMe npenapaTtbl (B1okaTopbl UHTepnei-
KW1HOB, haKTopa HeKpo3a onyxonei u ap.).

KntoueBble cnoBa: inxopaaka, MbynpodeH, ayTopocnanuresibHble 3aboeBaHng, ceMeitHag cpeM3eMHOMOpPCKan IMXopaKa,
HIDS, MKD, CAPS, TRAPS

Ina umtupoBanua: KpytuxuHa Cb, Kyapawosa MA. HacneacreeHHble nepuoguueckie Auxopanku y aeten. MeouyuHckudl
cogem. 2024;18(1):276 -280. https;//doi.org/10.21518/ms2024-024.

KoH}pnUKT uHTepecoB: aBTOpbI 3a9B/1K0T 06 OTCYTCTBUM KOHGBAMKTA UHTEPECOB.

Svetlana B. Krutikhina™, https://orcid.org/0000-0001-7516-5756, svetulkakru@gmail.com
Mariya A. Kudryashova, https://orcid.org/0000-0001-7275-4344, xvosel@yandex.ru
Sechenov First Moscow State Medical University (Sechenov University); 8, Bldg. 2, Trubetskaya St., Moscow, 119991, Russia

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 IL1B 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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BBEOEHUE

JIuxopafouHble COCTOAHMA Y NeTeid — akTyanbHas Npo-
61emMa B NeMaTpum, T. K. OHU ABAAIOTCA OJHMM U3 YaCTbIX CUM-
NTOMOB Mo 06palleHMo 33 MeIMLIMHCKOM MOMOLIbHO. [TpUYMHBI
NIMXOPAAKK Y AieTeid AOBOAbHO pa3HOoBpa3Hbl. MexaHW3M pas-
BUTUS JIMXOPALKM XOPOLLUO M3yYeH: Noj, BAMSHUEM 3K30reH-
HbIX MUPOreHOB (BUPYCHI, BakTepuu, rpubsl, NpocTeriume, refb-
MUHTbI) 3aMyCcKaeTcs Kackal HAOTEHHbIX MUPOreHoB (MHTep-
nenkmn-1 (IL-1), IL-6, dakTop Hekpo3a onyxonun (PHO), nHtep-
depoH-a 1 Ap.), UTO NPUBOAMT K HAKOMIEHWIO MpOoCTarfiaH-
AvHa E2 v Bo3geictBuMio ero Ha runotanamyc [1]. MocraHoBKka
JIMArHO3a Npu JIMXOPAAOUHbIX NPOSBAEHMAX MOXKET BbI3biBaTb
TPYAHOCTM Y NeamnaTpa, T. K. HE0BXOAUMO UCKIIIOUMTD LLIMPOKMIA
CNEeKTp HO30JIOMMIM M NPOBECTU Psf AMArHOCTUYECKMX TECTOB.
Yacto BOBHWUKAKOT CIOKHOCTM AMArHOCTUKM NMPU HAAMUMK AJIN-
Te/bHbIX MW peLMANBUPYIOLLMX TUXOPAOK.

AYTOBOCMNAJIUTE/IbHBIE 3AB0/IEBAHUA

B MPAKTUKE NEOWATPA

pa3BuUTUe cepo3uTa (MouTHU Npu Nboit popMe ayToBOC-
naneHus);

apTpaNrumn UK apTpuT;

OTCYTCTBME ayTOAHTUTEST;

yacToe pasBUTUE aMUIONA03a (C NO3HeN BepuduKkaumen);

MOBbILUEHUE YPOBHS 1abBopaTopHBIX MapKepoB BOCMANeHMs;

BCTPeYaeTcs C OIMHAKOBOM YaCTOTOM KaK Y MYXUMH, Tak
W Y XKEHLLWH;

MONIOKUTESIbHBIA CEMEMHBIN aHAaMHe3, BO3MOXKEH 3THUYe-
CKWM XapakTep;

€CTb MOHOTeHHble BapuaHThl;

BbICOKasi 3P PeKTUBHOCTb AHTU-UHTEPNIEMKMH-1- (aHTK-
WN-1) Tepanum (No cpaBHeHuUto ¢ aHTU-OHO-a-Tepanuei).

CoBpeMeHHas knaccudukauma AB3 BKIKOUYAET LIMPOKUIA
CNeKTp HO30/10TUI U NOCTOAHHO NononHaeTcs (maén. 1)1 [2].

B ocHoBe AB3 nexuT pa3BuTMUE CUCTEMHOIO acentuye-
CKOTO BOCMNANEHMS, CBA3aHHOIO C aKTUBaLUMENR BPOXAEHHOIO
UMMYyHUTETA. [1pU HannumMm reHeTnUeckoro gedekra 3anycka-
eTCca NpOoLecc YCKOPEHHOTo (GOPMUPOBAHMUS CYNpaMoJieKy-
nspHoro 6enKkoBoro Komnaekca (MHGIaMMacoMbl), He COOoT-
BETCTBYIOLLETO peasibHbiM YIPO3aM OpraHu3My, YTo B AaJlb-

naT U3 ceba rpynny 3aboneBaHUM, Npy KOTOPbIX IMXopaaKa
ABMIAETCS OfIHUM M3 OCHOBHBIX CUMNTOMOB, U HEPEAKO KIU-

XKYTKHK, Koraa KIMHUYECKHUE NposaBieHUd OTcyTCTBy}OT);

AyToBocnanutensHble 3aboneBaHus (AB3) npepncras-

HUYecKas KapTMHa «MUMUKpUpYeT» noj bonee pacnpocTpa-
HeHHble MHPEKLMOHHbIe 3a60/1eBaHMS.

OcHoBHbIMK NposBneHuamun AB3 aenatotca [2]:
MepuoiMYHOCTb 0DOCTPEeHUI (eCTb BpeMeHHble MpoMe-

onpefeneHHaa ANUTE/IbHOCTb O6OCTPEHMVI;
NnoxoXXee TeveHne O6OCTPEHMVI;

Ta6nuya 1. Knaccudukaums ayToBocnanutenbHbix 3a6oneBaHui

HelweM NpuUBOAMT K Nepexofy HeaktuBHon ¢opmbl MIT1H
B ero akTmeHyto dopmy. MI1B aengetca knwyeBon Gurypom
B Pa3BUTUM CUCTEMHOIO BOCMANUTENbHOMO Npolecca [3].

[pynna HacneACTBEHHBIX NePUOAMYECKMX IMXOPALOK SIBNS-
€TCs O[JHOM M3 CaMbIX pacnpocTpaHeHHbIx cpean AB3. [laHHble
3aboneBaHus AebOTUPYIOT B A€TCKOM BO3pacTe M XapakTtepu-
3YIOTCA PEeLMAMBUPYIOLUMMUK 3NU304aMKU IUXOpaaKu. JInxo-
pagku npu AB3 MMeloT Hekyto NepUOAMYHOCTb, MEXAY NPUCTY-
namm CUMNTOMOB, KaK NpaBuio, He HabnaaeTcs [4].

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

Table 1. Classification of autoinflammatory diseases

HacnepicteHHble nepuoanyeckue
NMXOPAZKM (TUNMYHOE HapyLleHHe
GyHKUMM MHDNAMMACOM)

+ CeMeilHasn cpeau3eMHOMOpCKas IMXOPajKa

* Cunapom mnep-IgD (HIDS uan MKD - pedmumt MeBanoHaTkMHa3bl)

« CAPS (kpronupuH-accoLMmpoBaHHbIe Nepuoauieckne CUHAPOMBI)

* TRAPS (nepuonuyeckuii CUHAPOM, accoLmMpoBaHHblii ¢ pelientopoM ®HO-a)

* Jleduumt ectectBeHHbIX aHTaroHucTos pelentopos (DIRA-peuentopos U/I-1; DITRA-peuentopos /1-36)

[uoreHHble 3aboNieBaHUs! KOXM U KoCTel
(Bo3MOXHOE yyacTHe MHbIaMMacoM
W [IpYTUX MEXaHU3MOB)

* XPMO (xpoHnueckuid peuuauBUpYIoLLIMiA MyNbTUGOKABHBIH OCTEOMUENNT)
¢ Cunapom SAPHO (cMHOBMT + akHe + nycTynie3 + rUnepocTo3 U OCTUT)
* Cunapom PAPA (MuoreHHbIi# apTpuT + raHrpeHo3Has IMoepMus + KUCTO3HOe akHe)

[paHynemato3Hble 3aboneBaHus
(HapyweHue akTuBaumu NFKB u nepenaum
curnanos nocpencreom UJ1-10)

« bone3nb KpoHa ¢ paHHuM HavanoM 3abosieBatus
* Cunapom bray/capkonaos ¢ paHHUM HauasioM 3aboneBaHus (AETCKMI rpaHyNeMaTo3Hbli apTpuT)

Wpmonatuyeckue CHHAPOMBI +

MHble HO30I0THYECKHE eAUHMLbI
(HeACHBIA NaToreHes, BO3MOXHO yyacTue
uHdAamMmacom)

« Cunapom PFAPA (neproauueckas amxopaaka, apunrut, iumdaneHonatus, adbl)

* Cunapom Lnnunep

* bonesHb (Tunna (cUCTeMHBIIA 0BEHUBHBIA MAMONATUUECKUI apTPHUT)

* MoHoreHHble ¢popMbl BackynuTa (DADA2, STING-accoummpoBaHHbIi BacKyUT ¢ HauanoM B MiageHyectse (SAVI))
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