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AyroBocnianurenbHble 3a0oseBanus (AB3) —
9TO reTepoTeHHAasd I'PYNIA PeIKUX, BOCHOBHOM I'eHe-
TUYECKHU NeTePMUHUPOBAHHBIX, 3a00JeBaHUA, 00y-
CJIOBJIEHHBIX AUCPETYJANNell BPOKIEHHOTO 3BeHA
UMMYHUTETa, TPOABIAIOIIUXCA JUXOPAAKON, TPU-
3HaKaMu cucTeMHOro BocuasieHus [1-3]. Tsaxenbie
dopmbl 3abosieBaHUA, KaK IIPABUJIO, MaHU(MECTU-
PYIOT B MJaJeHuYecTBe, 6oJiee Jerkue (hPOPMbI MOTYT
Jeb6I0TUPOBATH BO B3pOCJIOM Bo3pacTte [3].

OmpenesieHre «ayTOBOCIIAJIEHUE» IOSBUJIOCH B
1999 r. 6naromapsa Heny KactHepy, uTo cTaJio crap-
TOM IJI aKTUBHOTO PA3BUTHUA HTOTO HAIIPABJIEHUSA
MeaunuHCKON Hayku [1, 4]. ObunmanibHo TPUHA-
Toii KJaccupuranuu AB3 B Hacrosllee BpemMsa He
cymiectByer. HaubGosiee ymoOHBINI BapuaHT KJiac-
cupuranuu AB3, Ha HaII B3rJAl, IpeacTaBJIeH B
TabJIuIle.

AB3 pasnesieHbl Ha [iBe 00JIbIIINE IPYIIIBI: MOHO-
TeHHbIe, B OCHOBE KOTODBIX JIEXKUT MOJIEKYJIAPHO-
TeHeTUYeCKUNA medeKT, U MYyJbTU(aKTOpHaJIbHbBIE
dopMBI, KOTOpBIE IIPOABJIAIOTCA COBOKYITHOCTBHIO
ompeNeJIeHHBIX KJIWHUUYECKUX U Jab0paTOPHBIX
npusHakoB [5—7]. Monoreunsie AB3 B cBoO oue-
penb menATca Ha mMHGMIIaMMacoMallaTHUW, B OCHOBE
KOTOPBIX JEeXKUT JedeKT UH(IaMMacOMBbI U ee pery-
JIATOPHBIX 3J€MeHTOB; nHTepdepoHonaruu 1 Tuma,
00yCJIOBJIEHHBIE HAPYIIIEHUEM WHIYKIINU, IIepena-
Yy W paspelieHus UHTep(hepOH-OIOCPEeJOBAHHOTO
MMMYHHOTO oTBeTa I Tmma; pesomnaTuu CBSBaHBI C
medexrom NF-kB/Rel nytu u apyrue MoHOTeHHBIE
rpynmnsl AB3 [3, 5-8].

Monorennsie AB3

Hugpnrammacomanamuu. WnubDrammacoma
npencTaBasieT Cco00M BHYTPUKJIETOUHBINA IIUTO-
Iaa3sMaTUYeCKU OeJKOBBIM KOMILIEKC, B COCTAaB
KOTOPOT'O BXOJUT IIUTO30JbHBIN CEHCOP — PEIeITOD
BposkaeHHoro mmmyHnurera [9]. Haubosee monpo6-
HO mayueH mexanusM pab6orsl NLRP3-zaBucumoit
uHGIaMMacoMbl. PoJb IUTOMIa3MaTUYECKOTO
ceHcopa BuInoJHAeT 0esok NLRP3 — Kpuonupus.
KpuonupuH mpucyTcTByeT B IIUTOILJIIA3ME B ayTO-
WHrIOMPOBaHHOU (Qopme, moameps;xkuBaemoir LRR-
JToMeHOM. AKTHBAIUA NH(DIaMMAaCOMBI ITPOUCXOJTUT
IPU MOCTYIVIEHUU K KPUOMMPUHY aKTUBUPYIOIIETO
curHajia, uro nepeBogut NLRP3 m3 ayroumHrutu-
poBauHOIT (popMbI B aKTuUBHYIO. IIpu HapyiieHun
(QPYHKIIMOHUPOBAHUA KOMILJIEKca HUH(IaMMaCOMBbI
B pe3yJIbTaTe ee MOJIEKYJISPHOTO AedeKTa Ipoucxo-
nut usbsrTounoe oopasoBanme NJI13, uro mpuBoguT
K PasBUTHIO KJIUHUYECKUX IPOBJIEHUU ayTOBOCIIA-
JuTteabHOTO cuHApoMma [10].

Kpuonupun-accoyuuposarntutii nepuoduieckuil
cundpom (CAPS, Cryopyrin-Associated Periodic
Syndrome)
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This review on autoinflammatory diseases contents main information about mechanisms of
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Myranus B reme NLRP3 BridpiBaeTr CAPS B
onuoit u3 3 ¢opm: Hambosee Jerkasa — ceMmeiiHas
xosomoBasi kpanumBHuina (FCAS, Familial Cold
Autoinflammatory Syndrome), cpemmersixeas
dopma — curgpom Mara—Bemac (MWS, Muckle—
Wells syndrome) u mambosiee Ts:kenas dopma —
MJIaJJeHYeCKOe MYJIbTHCHUCTEMHOE BOCIAJIUTEIbHOE
szabosepanne (CINCA/NOMID, Chronic Infantile
Neurologic, Cutaneous and Arthritis/Neonatal
Onset Multisystem Inflammatory Disease) [11].
B kamunueckoi kaptune Bcex TunoB CAPS xapak-
TEPHO HaJWYVe YPTUKAPHOU CHIIUM U SIU30I0B
JINXOPAJKMU, OJHAKO BBIPAKEHHOCTH CHUMIITOMOB
3aBucuT ot ¢popmsbl 3aboaeBanus. [Ipu FCAS nuxo-
pagkKa MOKeT OBITh He BbIpajKeHa, KJINHUYECKUe
NPU3HAKK PeaJu3yIOTCA 3a4acTyl II0CJe BO3MAei-
CTBUSA XO0JIOAA U IMIPOABJSAIOTCS B BU/le KOHBIOHKTHU-
BUTA, chinu u aprpasruii [12]. daa MWS xapak-
TEPHO HAJIWYKWEe IIePUOJUUECKUX SIIN30/]0B JUXO-
PagKu, YPTHUKAPHOM CHINM, apTpairuu, Jumdane-
HOIIaTUU, renartociieHomeranuu [1, 13, 14]. duaa
camoii Ts:xenon popmbl cuaapoma CINCA/NOMID
XapakTepHa KpalHsas BBIPAYKEHHOCTh BCEX BBIIIIe-
OIMCAHHBIX CUMIITOMOB, JINXOPAAKa U BBICHLIIAHUS
HOCAT IIOCTOSHHBIN XapakTep. Tak:ke xapaKTepHBI
nopaskenue ITHC c pasButuem MeHUHTO9HITEDATI-
Ta, ruapoiedannu, mopakeHue rjia3 B BUIe YBeUuTa
M BaCKyJHUTa Ha IJIasHOM nHe. J[yia 9TuxX OOJBHBIX
XapakTepHO paHHee PasBUTHE AaMHUJIOUA03a BHY-
TPEHHUX OPraHOB, B IIEPBYIO OUepeab II0UeK, C pas-
BUTHEM IIPOTPECCUPVIOIIell MOJUOPTaHHON HeIo-
crarounocru [1, 14, 15].

Haa Bcex dopm CAPS xapakTepHBIMU SABJIA-
I0TCA HEeUTPOPUIBHBIN JIEHKOIIUTO3, IIOBBIIIIEHIIE
CO9, CPB, cerBoporounoro amuiaouaa A. Ina MWS
u CINCA/NOMID xapaKTepHO Hajamuue HEHUTPO-
¢ubHOrO IMUTO3a B JIUKBOPE [15].

IMupun-accoyuuposannvie aymo6oCnaiumes-:
Hble CUHOPOMbBL

Haub6osee xopo111o0 n3yUeHHBIM U JaBHO U3BECT-
HBIM 3ab0oseBanueM wus rpynnbl AB3 saBiasercsa
ceMeliHas cpeaudeMHOMOpcKas Jjguxopaiaka (FMF,
Familial Mediterranean fever), passutue KoTopoii
CBs3aHO C HaJauuueM myTtaiuii B reie M EFV, Kogu-
pyollieM NUPUH, UMEeT ayTOCOMHO-PeIleCCUBHBIN
Tun HacjgenoBauudA. iaa FMF xapakrtepHo Hamm-
uype IMePUOJUUECKUX aTaK, COIPOBOMKIAIOIUXCS
JIUXOPAIKON, apTPAJrUIMU, MUAJITUIMU, TaKKe
XapaKkTepHO HAJINYNE CEPO3UTOB, YeM 00YCI0BIEHBI
JKaJIOOBI HaIlMeHTOB Ha 00JIM B T'PyAU W aOJOMMU-
HaJbHBIE Oosu [1, 16, 17].

s npyroro 3abojieBaHUSA ITUPUH-ACCOITUUPO-
BAHHOTI'0 ayTOBOCHAJIUTEIbHOr0 CHHAPOMA C HeHTPO-
dunapabIM gepmaTo3dom (PAAND, Pyrin-Associated
Autoinflammation with Neutrophilic Dermatosis)
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XapaKTepeH ayTOCOMHO-IOMUHAHTHBIN THUI HacJe-
IoBaHUA. B KJIMHWYECKOH KapTWHE OTMEUaloTCs
HeHTPOGUILHBIN TepMaTo3 ¢ 00pa3oBaHUEM OOIITUP-
HBIX KOKHBIX Ne(eKTOB, IEPUOAUUECKAA JTUXOPAL-
Ka, apTpairusa, Muaarud u muosut [18].

Cundpom Oepuyuma Me8aANLOHAMKUHAIYL
(MKD, Mevalonate Kinase Deficiency )

MeBasmoHaTKMHA3a HANPAMYI0 HE YyUYacTBYET B
GopMUPOBAHUY CHCTEMHOTO BOCHAJIEHUA M UMMYH-
HOTO OoTBeTa. OHA ABIsAeTcA (pepMeHTOM B MeTabo-
JIMYECKOI IIeNMM CHUHTEe3a XOJIeCTepWHAa, HO Hapy-
meHuA B pabore (pepMeHTa IPUBOAAT K CHUIKEHUIO
BHYTPUKJIETOYHON KOHIIEHTPAIMU W30IPEHOUOB,
PeryJUpYIONINX aKTUBHOCTL NUPUHOBON MH(MIaAM-
macombr [19].

MKD wumeeT 2 (OopMBI: CHHAPOM T'HIEPUMMY-
"Horaobynuuemuu D (HIDS, hyperimmuno-
globulinemia D syndrome) u 6oJiee Ta:KeayI0 QGOpMY
— MeBaJIOHOBaA anuaypus. PasButue cuHIpOMA
o0ycyoBiIeHO MyTanuaMu B reie MVK, KOTUPYIO-
IeM MeBaJIOHATKUHABY, HACJIEOYETCS II0 ayTOCOM-
HO-perieccuBHOMY Tuity. [[na nanaoro 3abosieBaHusA
XapaKTepPHBI MEepUuoguYecKre JUXOPAAKU, CHINb,
9HTEPOKOJIUT, aTO3HBI CTOMATHUT, JUMMPOIPOIII-
depanusa. Bo BpeMa npucTymna B KPOBU OTMEYAIOTC
JerKkouTos, mobiierHue CO9, CPB, cbIBOPOTOUHO-
ro amuiaounzaa A. [Iaa Tamxenoit GopMbl 3a060eBaHUA
XapaKTEepHO IIOBHIMIEHNE MEBAJIOHOBOU KUCJIOTHI B
Moue Bo BpeMs npuctyia [20].

TNF-accoyuupo8anHuslii. nepuoduiecKuil CuH-
dpom (TRAPS, tumor necrosis factor receptor 1
associated periodic syndrome)

3abosieBaHIEe Pa3BUBAETCA B PE3yJbTaTe MYyTa-
nmuu B TeHe perentopa ®HOo — TNFRSFIA,
HacJenyeTcA IO ayTOCOMHO-JOMWHAHTHOMY THITY.
MyTaHTHBIA pelenTop HAKAIJIWBAETCA BHYTPHU
KJIETKM ¥ 5TO IPUBOAUT K YBEJIUYEHUIO CUHTE3a
TPOBOCHAJIUTEIbHBIX ITUTOKWMHOB BCJIEACTBUE aKTU-
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BaIMM CUHTE3a aKTUBHBIX PAIUKAaJIOB KMCJIOPOJa
U/UJI7 HEMOCPEJCTBEHHON aKTWBanuu mHpIaMMa-
comsbl [20, 21]. Ona TRAPS xapaxkTepHBI IepUo-
IUYeCKre JIMXOPaAKU, ChIllb, apTPUT/apTPajruu,
601 B MBINIIaX, MePUOPOUTAILHBIE OTeKu. Bo
BpeMsd IPUCTYHIA B KPOBU OTMEUAIOTCA JEHKOIIUTOS,
noBuimienue CO9, CPB, chIBOPOTOUHOTO aMUJIOUIA
All, 21, 22].

NLRP1-accoyuupo8aHHbvlit.  aymo80CnaLu-
meJbHbLil CUHOPOM ¢ apmpumom u OucCKepamo3om
(NAIAD, NLRPI-associated autoinflammation
with arthritis and dyskeratosis)

NAIAD - »sto 3aboseBaHue, 00YCJIOBJIEHHOE
myranueii B reie NLRP1, maciaemyemoe II0 ayTo-
COMHO-JOMUHAHTHOMY Tuity [23, 24]. [lna gauHHO-
T0 CHHIPOMA XapaKTepHO HaJMuue ANCKeparosa,
aJomennu, TOMYTHEHEe POTOBUIILI, a TaKyKe yMe-
peHHaA CUCTEMHAas BOCHAJIUTEJIbHAs aKTUBHOCTH B
BU/[€ HEPeryJasiPHBIX SIU30/[0B JUXO0PAJOK U apTPU-
Ta [25].

Jeuenue ungprammacomonamuii. Niaa FMF
penapaToM MepBOM JUHUU SBJSETCS KOJXUIUH,
B CJIyuae PEe3UCTEHTHOCTU ITOKAa3aHa Tepanus UHTU-
6utopom MJI1 [26—28]. ITammuerntam ¢ MKD u CAPS
(MWS, CINCA/NOMID) neobxomuma Tepanusa
uaruoburopom WMJI1 [26, 29]. [Ina mammeHTOB C
TRAPS Bo3MOKHO IpUMeHeHe MHTMOUTOpa perer-
Topa @PHO« — sraHepIenT, B ciaydae Hed(PHEKTUB-
HOCTU — TpuMeHeHme mHrubmTopa WMJI1, Tak:xe
CYII[ECTBYIOT c000IeHnA 00 9)GHeKTUBHOCTH MOHO-
KJIOHAJILHOTO aHTHUTeJA K perentopy UJI6 [30—-32].

Tepanus gpyrux UHOIAMMACOMOMIATHN MOKET
BapbUPOBATh B 3aBUCUMOCTHU OT TeUeHUA 3a00JjeBa-
HUSA U MUTOKUHOBOTO Tpoduis [33, 34].

HNurepdepononaruu I Tunma

Nurepdeponnr (IFN) — 6GenxkoBblie (aKTOPHI
IIPOTUBOBUPYCHOI BaIUTHI, YUACTBYIOIUE TaKKe
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B PeryJsaiuyu UMMYHHBIX IIPOIleccoB. B HacToAI Mt
moMeHT BbIgeadiorT IFN I, II, III TtumoB B coor-
BETCTBUU CO CIIOCOOHOCTHIO B3aMMOJAEHCTBOBATH C
TpeMs THUIAMU PelenTopoB. ['J1aBHAs pPOJIbL B IIPO-
TUBOBUPYCHOM B3all[UTe OPraHuU3Ma MIPUHAIJIEKUT
IFN I Tuna (IFNo u IFNB) [35]. s curresa IFN
B OpraHmsMe HeoOXoquMa aKTUBaAIUsA KJIETOK. B
PacIo3HAHUU YYACTKOB UYKEPOAHBIX HYKJEWHO-
BBIX KHCJIOT BUPYCOB NpuHUMAaiT yuactue Toll-
nomob6ubie perenTopsl (TLR) m RIG-momo6HBIE
penteniTopsl (RLR) — RIG-1 u MDAS5, a rak:xe cGas
(muranueckad GMP-AMP cunrasa) [36]. OcHoBHBIE
uHAyKTOphI cuHTe3a IFN I Tuna — aBycnupaabHad
u ognocniupanbHasgs PHE BupycoB, a Takike 6aKTe-
puanbHag [JHK [37]. Mouorenusie nuHTEphEPOHO-
natuu 1 Tuna genATcda Ha CJIeAYIoNHe IOATPYIIIIEI

[38—44]:
cundpom Aurxapdu—I'ymoeepec (AGS, Aicardi—
Goutieres syndrome) — 3TO HOJUTeHHOEe 3aboJie-

BaHUE M B HACTOAIIUI MOMEHT M3BECTHO O 7 reHax
(TREX1, RNASEH2B, RNASEH2C, RNASEH2A,
SANHD, ADAR, IFIH1), myTaniuu B KOTOPBIX IIPHU-
BOJAT K PA3BUTUIO JAHHOWM IATOJIOTMU, COOTBET-
CTBEHHO BBIJEJAIOT 7 TuUHoB 3aboaeBanusa. AGS
yale BCero HacjeAyeTcA II0 ayTOCOMHO-PeIleCCUB-
HOMY THIIY; B HEKOTOPBIX cJyuasx 3abojeBaHue
MOKeT HacJeJOBaThCs II0 ayTOCOMHO-TOMUHAHTHO-
my Bapuauty [45—47]. Haa AGS xapaKkTepHBI 9HITE-
(danmonarus, MbIlIeyHass AUCTOHUSA, KaJbIMPUKA-
nusa 0asajbHBIX TAHTJIMEB B BeIeCTBE TI'OJIOBHOTO
Mo3ra, JHUXOpaAKa, IOBBIIIIEHUE OCTPO(hAa30BBIX
MapKepOB KPOBU, IIUTOIEHUS, IOBLIIIIEHNE YPOBHS
IFNo B cHHHO-MO3TOBOM sKugKocTu [44—4T7];

cundpom  Cuneamon—Mepmena (SMS,
Singleton—Merten syndrome) — 9TO pegKoe ayTo-
COMHO-JOMUHAHTHOe 3a00JjieBaHIEe, B OCHOBE KOTO-
poro Jgexxut myTtanus B reHax IFIH1, DDX58 [48].
B KJIuHUYECKO!l KapTHHE XapaKTepPHBI KapAuo-
BaCKyJApHBIe 3ab6ojieBaHUA € KaJbIupuKaiuein
a0pTHI, OCTEOMOPETUYECKUNE IIPOSABJIEHUA, 3YOHBIE
U CKeJIeTHbIE aHOMAaJINU, IICOPUATUYECKOoe IIopaKe-
HUe KoXxu [44—48];

npomeocom-accoyuupo6arnHbvle  CUHOPOMbL
(PRAAS, proteasome-associated autoinflammatory
syndrome) — npu PRAAS maGaiomaerca HapyIie-
HUe QYHKIUU CUCTEMbBI «IIPOTE€ACOMa—MMMYHOIIPO-
TeacoMa», IPONYKTHI Jerpaganuy 0eJIKOB HaKaIlJIu-
BalOTCA B KJIETKE U [JOIOJHUTEJNHHO IIOMEUaloTCs
youkBuTuHOM. HaKoIIeHre MOJNyOUKBUTUHUPO-
BaHHBIX OEJIKOB yCyryO0JsAeT KJETOUHBIN CTpecc u
cunoco6erByer nponykiuu IFN I tuna [37, 49—-54].
Hnsa PRAAS xapakTepHBI 5pUTEMAaTO3HOE IIOpake-
HUEe KOJKU, HaHHUKYJIUT, JUIOAUCTPODUs, apTpu-
ThI, MHAJTHUS, relaToMerajus, CILJIeHOMerajusd,
ragbnuduKanusa 0a3ajJbHbIX TAaHIJINEB B BeIlleCTBe
TOJIOBHOTO MO3Ta, JUXOPaJKa, IMOBBIIIIEHNE OCTPO-
dazoBBEIX MapKepoB KpoBu [44, 49-51];

cundpom SAVI (STING-Associated Vascu-
lopathy with onset in Infancy) — ayTOCOMHO-
IOMHUHAHTHOe 3abojieBaHMe C MyTalueil B TeHe
TMEM173, KonupymoIieM CTUMYJIATOp reHoB [FN
(STING - stimulator of interferon genes), uro mpu-
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BOJUT K aHOMAJILHOMY YCUJIEHUIO aKTUBHOCTH OesIKa
[656—61]. Hua SAVI xapakTepHbl BacKyJIOMaTUS C
(opMupoBaHUEM TaHTPEHBI, HEKPO30B, 3puUTEMa-
TO3HAS ChIIlb, NHTEPCTUINAIbHAS 00JIe3Hb JIETKUX,
aprpajarus, auxopanka [55—65].

Jewenue unmepgpepononamuu I muna

B macrosiee Bpemsa seyeHue mHTEPdEpoHOIA-
tuit I Tuna maruéutopom JAK KuHaswl ABIAETCA
Hawnbosiee 9(PEKTUBHLIM BUAOM TePaluu, 4TO MOJ-
TBEPIKIEHO MEXKIYHAPOLHBIM KIMHUYECKUM KCCIe-
JOBaHMEM W MHOTOUYUCJICHHBIMU MYyOJUKAIUAMEA

[66-73].

Pemonarun

IIyrs NF-kB, mHUIUUpPyeMbIil TpU KOHTaKTe
auragga ¢ TNFR1, urpaer KJai4eByIO POJIb B UHU-
Uanuy BOCIAJUTEJILHOTO IIPOIlecca, TaK KakK CIIO-
coOCTBYeT U30BITOUHOM MPOAYKIIMY OCHOBHBIX IIPO-
BOCIIAJIMTENbHBIX IuToKuHOB (MJI1, NJI6, D©HO)
[3, 6].

Cundpom zannonedocmamounocmu Oenka
A20 (HA20) — ayTocoMHO-IOMUHAHTHOE 3aboJie-
BaHue ¢ myranueii B rene TNFAIP3. [Ina HA20
XapaKTepHbl PEeIUIUBUPYIONIUN CTOMATHUT, S3BBI
TeHUTANNI; KOMKHBIN U CyCTaBHOI CUHAPOM, KOJIUT,
JIMXOpasKa, IOBBIIIEHNE OCTPO(a30BBIX 6EJIKOB
KPOBU, TIOJIOKUTEJIbHBIA TUTD ayToaHnTuTexI [ 74].

Jlyumuii TepameBTuUYecKUd 3(PPEKT ITOJIyUeH
Ha ()OHE aHTUIIUTOKMHOBOM Tepalmuy MHTUOUTOPA-
mu @HO, NJI6, NJI1. W3BecTeH cayuail yCIeITHON
Tepanuy ¢ IOMOIIBI0 TPAHCILJIAHTAIINY IeMOIIOdTHU-
yeckux cTBOJIOBBIX KJaeToK (TT'CK) [75, 76].

Omynaunonenua/ORAS (OTULIN-related
autoinflammatory syndrome). 3aboneBanue o0y-
caoByierHo myrtanuein B reHe OTULIN, KOTOpPbIH
KomupyeT AeyOMKBUTHHA3y [6]. OTo ayTocoMHO-
pelieccuBHOe 3aboJjieBaHUVE, XapaKTepu3ylolleecs
BBIPAKEHHBIMU CHCTEMHBIMHU BOCIAJIUTEIbHBIMU
MIPOSABJIEHUAMU B BHUJE JUXOPAIKU, CYCTaBHOTO,
KOYKHOTO, JUapeiHOT0 CUHPOMA, a TaKsKe C IIOBBI-
meHueM o0cTpoda3oBbBIX OEJIKOB KPOBU, TUIEP-
raMMarjiooyJuHeMueli XU B HEKOTOPBIX CJIydasdx
MIOJIOKUTEJIbHBIM TUTPOM ayToaHTuTesJ. Haubosiee
adhdexTuBHa Tepanus uaruéuropom @HO [76].

dpyrue AB3

Hepuyum ADA2 (DADA2) aBnsercs ayTocoM-
HO-PEIeCCUBHBIM 3a00/IeBaHNEM, IPUYNHA KOTOPOTO
cBasana c myrarueii rena CECRI . ITaToreHes 3aKJto-
YaeTcsA B CMeIlleHnu 6ajiarnca MakpodaroB B CTOPOHY
MIPOBOCHAUTENbHON mossapusanum M1, Begyimei K
HapyIIeHuo sHgoTeausd [6]. Pasauuaior Tpu opMbI
KJIMHUYECKUX MPOSABJIEHUI: COCYAUCTAsA, TeMaTOJIO0-
ruyeckas u uMmyHozedunur [73,74]. CocynucTorit
(eHOTHII 3aKJIOUAETCA B BaCKYJUTe, JUXOpPAAKe,
HEBPOJIOTUYECKUX, KOJKHBIX IPOABJIEHUAX, a TaKKe
uHCyabTax. AHTH-PHO Tepanus ABIsAeTCS Tepamu-
eii BBIOOpA /IJIs TAIMEeHTOB C COCYAUCTHIM (DEHOTUIIOM
DADAZ2 [78, 79]. IMmMmyHONIOTHYECKHE IIPOABICHUA
DADA2 uMmeloT TyMOPaJbHBIH TUI U HAIIOMUHAIOT
001ITyI0 BaprabebHYI0 MMMYHHYIO HeJOCTATOYHOCTD
(OBUH). JleueHue OCHOBaHO Ha BHYTPUBEHHOM
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BBeIeHNY MMMYHOIJIOOYJIWHA B CJIy4yae PeruguBU-
pyromux mHeknuit [80, 81]. I'emarosoruueckue
nposapieHus DADA2 aBias0TCS TPETbUM OCHOBHBIM
nposBieHueM 3abojeBaHus. HacTo BCTpedyaioTcs
IUTONEHU, OCOOEHHO aHeMmusa U JelKoneHusa [82,
83]. EnuncTBeHHBIM 9 (MEKTUBHBIM BUAOM JI€UEHUA
remaroJsiornueckoro Bapumanta DADA2 aBasercsa
TI'CK [79, 84].

MyasTugarkropuaasasie AB3

Cundpom Mapwanna (PFAPA - Periodic
Fever with Aphthous stomatitis, Pharyngitis and
Adenitis). KnuauyecKkue TPOABJEHUSA CUHIPOMA
PFAPA zakiouaioTcs B IePUOAUYECKUX JITXOPAI-
Kax ¢ CUMIITOMaMM IOPaKeHUs BEPXHUX OTIEJIOB
pecrnmupaTopHOro TpakTa, ¢ HavaJoM 3a0oJieBaHUs
B paHHeM BospacTe. B remorpamme 4acTo OTMe-
YalTCHa JIEMKOIIUTO3 C HEHTPOPUIBLHLIM CIBUTOM,
nossblimieHre COA [85]. dasa KynupoBaHUA IPUCTYIIA
npuMeHATCA TIOKoKopTukocrepounbl (I'KC), a
PaguKaJIbHBIM CIIOCOOOM JIeUeHUs SBJISETCS TOH-
3uJLI9KTOMUS [86—88].

XpoHnuueckuii HebakmepuaLbHbLL OCMEOMU-
enrum (CNO, chronic nonbacterial osteomyelitis)
XapaKTepus3yeTcss pPeluIUBUPYIOIMIUMUA OvaraMu
KOCTHOI IeCTPYKIIUM, yalle B Mmerapusax IINHHBIX
TpyOuaThIXx KocTeii. IlaTorenes cBs3aH ¢ HeJocTa-
TOUYHOCTBIO BbIpaboTku WMJI10, HapyIllleHueM ITHUTO-
KUHOBOTO Oajamca, runepuponykiueir @HO, MN1JI6
[89]. IIaTomopdosornueckasa kapruna CNO xapak-
TEepU3yeTcsi U3MEHEeHUSMU, YKJIaIbIBAIOIUMUCT B
KapTUHY HecnenuduuecKoro BocnaaeHus. Jleuernue

CNO BxJouaeT B ce0s HeCTEPOUIHbIE IPOTHUBOBOC-
nanurenbublie npemnapartsl (HIIBII), 'KC, cynabpa-
cajasuH, MeToTpekcar, maruoutropsl ®HO u Ouc-
dochonars [89-93].

3akJaoueHue

AB3 ABIAIOTCSA HOBBIM HAIIpaBJI€HUEM Pa3BU-
THUSA COBPEeMEHHOUW MeauiuHbI. Hacrosimue mocTu-
JKeHUA II03BOJAIT BepUGUIMPOBATHL AUATHO3HI,
OTKPBIBATh HOBBIE TOPM3OHTHI IATOTeHE3a U IIOJ-
0upaTh COOTBETCTBYIOIIYIO TApreTHYIO Tepamuio C
IOCTH)KEHUEM COCTOAHUA peMuccuu. To, 4TO He
TaK JaBHO HOCUJIO HasBaHUE JIMXOPAJKa HEACHOTO
reHesa, aTUIINYHOEe 3a00JieBaHUE COeTUHUTEIbHOM
TKaHU, Heau(epeHIINPOBAHHOE BOCIIAJINTEIbHOE
3a00JeBaHUE KUIIIEUYHUKA U IPyTHe Pa3MbIThIe ua-
THO3BI, IpPUOOpeTaeT oOIpeneJeHHOE OuepTaHue,
COOTBETCTBYIOIINI IIPOTHO3 W BO3MOYKHOCTH ILJIa-
HUPOBAHUS CBOEro OyayIlnmero u OyAYIIEro CBOEH
cembu. [{muarHocTmkKa, a Tak/Ke JIeUeHUE ITallueH-
ToB ¢ AB3 M0KHO HOCUTHL KOMILJIEKCHBIN IIOAXOJI,
YTO W ABJIAETCA MYJbTUANCIUILIMHAPHON 3amadeit
OOJIBITIOTO YMCJa CIIEIUAJICTOB: IIeauaTpa, peBMa-
TOJIOTa, UMMYHOJIOTa, HeBpoJiora, opromueaa, JIOP-
Bpaua, oprasbMmosora, reHeTUKa, peabuaInToaora u
Bpaueii MHOTUX APYTHUX CIEIUAaTIbHOCTEMH.
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COBPEMEHHBIN B3TASA HA XPOHUYECKUUA
PELIUAUBUPYIOIINN MYABTU®OKAABHBII OCTEOMUEAUT

OT'AOY BO Ilepsrit MMV um. M1.M. CeuenoBa M3 PO (CeuenoBckuii YHuBepcurer), Mocksa, PO

XpoHUYECKUl penuIuBUPYIOUINi My abTH(oKadBHEIH ocTeomueaut (XPMO) — peako BcTpeuarouiee-
ci B MPAaKTHKe JETCKOT0 PEeBMATOJIOTa 3a0oJjieBaHHME, XapaKTepHu3ymouieecs MPeuMYIIeCTBeHHbIM
nmopaskeHueM MeTa(u30B AJIMHHBIX TPyOUATHIX KocTeil. B HacrodmeMm 0030pe 006CYyKIAIOTCA BO3-
MOKHBIE KJIWHUYECKUE IPOSBJIEeHUA U Haubojee MH(OPMATHBHBIE MHCTPYMEHTAJIbHBIE METObI

BHU3yaJu3anun, HeoOxoqumsbIie A paHHei quarHocTuku XPMO. Bo usfesxanmne HelKeJIaTeJIbHOTO
Ha3HAYeHUA aHTHOUMOTHKOB U XMpPyprudeckux BmemateabcTB XPMO HeoOoxomumo nuddepeHnupo-
BaTh CO MHOI'MMH ]/[H(l)eRI.[IIIOHHBIMI/[, TeHeTUYEeCKMMH U OHKOJOI'MYeCKMMHU 3360JIeBaHPI$IMPI. 0(30609
BHUMaHUe B JTaHHOM 0030pe yJeieTcs TAKTHKe JieueHus nanueHToB ¢ XPMO Ha 0CHOBaHUM IOCJIET-
HHUX MEKIYHAPOAHBIX peROMe}maunﬁ U IIPAKTHYECKOI'0 OIIbITA OTEYECTBEHHBIX PEBMATOJIOTOB.
Kntouesvie cnosa: xporuueckuil peyudusupyouiuil Myabmu@oKaibHblil 0CMeoMUesum, XpOHUYeCKULL
He6aKmepuaibHblil OCMeoMUeLUmM, AYMOBOCNALeHUe, KAUHULeCKUe NPOABAeHUS, OudzZHOCMUKA, JeYe-
Hue.

Hum.: E.C. }onob6osa, E.IO. ITonosa. CospemeHRbLil 68327150 HA XPOHUYECKUIL PeyUdUBUPYIOWUTL MYTb-
mugorxaavrulii ocmeomuenrum. [Teduampus. 2019; 98 (3): 234-241.
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