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WUanonaTtnyeckui peu,up,MBupylou.mﬁ nepukapamt — cMeHa ﬂapaDMFMbl?

Msuukosa B. 10., Tutos B. A., Macnsaxckuii A. J1., Monceesa O. M.

Maovonatunyieckuii peumavsupylowmnii nepukapaut (MPM) — oTHOCUMTENBHO peakoe
BOCMNanuTeNnbHOE 3ab0eBaHne Neprkapaa, YacTo TpebyioLLee OKka3aHs HEOTIOXHOM
MEOVLHCKON NOMOLLY, aCCOLMMPOBAHHOE C BbICOKMM MPOLEHTOM BPEMEHHOW HETPY-
[10CMOCOBHOCTY 1 3HAYNTENBHBIMW SKOHOMUYECKUMY 3aTpaTamu. B 063ope npeacras-
NIeHbl Pa3NYHbIE TOYKM 3PEHWst Ha MaToreHe3 PeuvavBUPYIOLEro nepukapauta,
06CyxaaeTcs posb ayTOBOCMNANEHYIS B €r0 Pa3BUTUM, 3aTPparuBatoTCs BOMPOChI Neye-
HUSsl, OCHOBaHHbIE HA COBPEMEHHBIX JaHHbIX 06 MMMyHonaToreHese VP, paccmatpu-
BAlOTCS MEPCMEKTVBHbIE HAMPaBNEHNs TaboPaTOPHON AMarHOCTHKM.
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Idiopathic recurrent pericarditis — a paradigm shift?

Myachikova V. Yu., Titov V. A., Maslyanskiy A. L., Moiseeva O. M.

Idiopathic recurrent pericarditis (IRP) is a relatively rare inflammatory disease of the
pericardium, often requiring emergency medical care, associated with a high
percentage of temporary disability and significant economic costs. The review
presents various points of view on the pathogenesis of recurrent pericarditis,
discusses the role of autoinflammation. It touches on treatment issues based on
modern data on the IRP immunopathogenesis, and considers promising areas of
laboratory diagnostics.
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INepuxapauT, ormMcaHHEBINA B CTPYKType Oosee yeM 100
HO30JIOTMYECKUX (hOPM, MOXKET BCTPEUaThCs KAK CAaMOCTO-
SITeTbHAS TTATOJIOTHSI, TaK U B PaMKaxX CHCTEMHEII 3a0011e-
BaHwuii [1]. HecmoTpst Ha MHOTOOOpa3ue MpUYUH, IPUBOISI-
IIMX K Pa3BUTUIO IepUKapauTa, Juiib y 20% mnalueHToB
yIaeTcsl YCTAaHOBUTDH STHOJOTMYeCKUiA pakTop. CoImacHo
COBPEMEHHOM KilacCU(PUKAIINI, BEIIEIISIIOT OCTpPhIE, XpPO-
HUYECKVE U PEHUIVBUPYIONINE TIEPUKAPINTEL.

K mouomatmaeckoMy penuauBUPYIOIIEMY IIepUKap-
muty (UPIT) oTHOCAT IepUKapanT, STHOJIOTHSI KOTOPOTO
IIOKa He MACHTU(UIINPOBaHA, a TEUCHUE 3a00JIeBaHMS
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HOCUT PEUMINBHBIA XapakTep. B cooTBeTcTBUU ¢ Kiac-
cudukauueii EBpomneiickoro oOiiecTBa KapauOJIOIrOB,
PEUONBOM CUYWTACTCSI ITIOBTOPHBIM SIHU30I OCTPOTO
MepUKapauTa, BOSHUKIIUNA yepe3 4-6 Hel. mociie KyIu-
pPOBaHUS TEPBOTO 3MM301a. B mocaemHme rombl B MUPO-
BOI1 TUTEpaType MIMPOKO 0O0CYKIaeTcs BKIIag MMMYHHBIX
MEXaHU3MOB B pa3BUTHE JaHHOTO 3a001eBaHusd [2].

Dmugemuosiorusa NPT
Ilepukapour sasigercd npuynHoi ~0,1% Bcex rocmnu-
TaJu3alliyd, U3 KOTOPHIX Ha OTHEJIEHUWE HEOTIOXHON
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Ta6bnuua 1
CpaBHuTenbHas xapakrepuctuka AB3 n AU3
AB3 AN3
Matonorns uUMMyHuTETa BPOX/IEHHOro np1uo6peTeHHOro
OBHOTUMHOCTb KIIMHUYECKOW KapTUHBI  + -
AyTOAHTUTEHBI - +
AyToaHTUTENA - A
LToKmnHb! INFy, TNF-q, IL-6  IL-1B, IL-18 , IL-6

Cokpauwenusi: INF y — nHtepcdepoH ramma, TNF-a — dakTop Hekpo3a onyxonu
anbda, IL-6 — nHTepneiikvH 6, IL-1B — uHTepneiikuH 1 6eTa, IL-18 — uHTepneii-
KuH 18.

MEIMIMHCKON momolny npuxomutcs 5%. B pa3BuThbix
CTpaHaX BCTPEUYAEMOCTh OCTPOTO ITIEpUKAPANTA, COITIACHO
onyGIMKOBaHHBIM JaHHBIM, BapbupyeT ot 27,7 1o 168,/100
THIC. 4esIOBeK B 101 [ 3]. 1o marHBIM PUHCKOTO peTucTpa,
YacToTa TOCIUTAIMU3AIUNA C OUATHO30M OCTPBIN Mepu-
KapIuT cocTaBisieT nmopsinka 3,3/100 TeIC. 4eI0BeK B TOII
[4]. [Tpm 5TOM peUMANBHOE TCUCHUE IO JAHHBIM pa3jIid-
HBIX UCTOYHUKOB (popmupyercst y 20 mo 50%, mepeHec-
IIIMX OCTPBIi MepUKapaur [5].

PeTpocnieKTHBHBIN aHaNIM3 IAllICHTOB, OOPaTHUB-
mmxcs 3a MeguiHcKoi momonsio B HMULL ®I'BY um
B.A. Aimazosa P® ¢ 20131 mo 2018r, BeigBui 459 manm-
€HTOB ¢ auarHo3oMm “mepukapant’. Cpemm maHHO
KOTOPTHI MALIMEHTOB MINOIIATUYECKUX (POPM BBISIBJICHO
13% (61 maiueHT), TOrma KaK peLMIMBHBIA BapUaHT
BBISIBJIEH TOJIBKO Y 20 marueHToB (4%).

DTHONOTHS

C yd4eToM BBICOKOTO TIPOILIEHTA MIWOIMATHICCKUX
nepukapauToB ¢ KoHma 50-x rogoB 20 BeKa aKTWUBHO
o0cyXmaercst BUpycHasl Teopust 3abosreBanus [6]. OmHako
TOJBKO C TIOSBICHHEM MOJICKYISIPHO-TeHETHIECKIX
HCCIICIOBAaHMIA CTAJIO BO3MOXHBIM BEISIBJICHIIE BUPYCHBIX
yacThIl B 6monormueckux cpemax. ILllnpokoe mpuMeHe-
HHUE TTOJIMMEPa3HOM IEITHOM peaKIUy ITO3BOJIMIIO Tepe-
OILICHUTh BKJIal BUPYCHOM WH(EKIUM B TaTOreHes3e
TIepuKapInTa.

Cormacuo mocrtynatam P. Koxa, Kotopbeie He yTpa-
THJIN CBOE#1 3HAYMMOCTH TIO CEif IeHb, HAIMIne WHPeK-
IIMOHHOTO areHTa He O3HayaeT HaJWduhe 3a00JIeBaHUS,
€CJI OH BCTPEUYACTCS Y 3MOPOBBIX JIIOACH, U3 HETO HEJTb3sT
BBIICIINTH YMCTYIO KYJIBTYPY M 3apa3uTh OMOJIOTMIECKUIA
OOBEKT.

I[Ipr ocTpoM IIepuKapauTe COONIONCHHME TAHHBIX
MOCTYJIAaTOB BIIOJIHE peajibHO, Torga Kak B ciiydae MPII
TIOTIBITKY BEISIBUTh MH(MEKIIMOHHBINA areHT B OOJIBIITNH-
CTBE CJIydaeB HE YBCHUYAJINCh YCIIEXOM, UYTO ITOATBEP-
KIAIOT MHOTOYUCJICHHBIC WCCIICIOBAHMSI, B TOM YHCIC
JIaHHBIE KOTOPTHOTO uccienoBanust Pankuweit S, et al.
[7]. Y3 259 maumeHTOB C MEPUKAPOUTOM, KOTOPBIM
BBITIOJIHCHBI TIEpUKAPIUOLICHTE3 1/WIN OWOTICUSI TIepH-
Kapa, TOJIbKO Y YaCTHU MAIINEHTOB TTOATBEPXXICHA BUPYC-
Hast atuonorust (14%). Bmecte ¢ tem, y 90 manueHTOB
(35%), BKJIIOYEHHBIX B JaHHOE MCCIEeNOBaHUE, 3THUOJIO-

TUIeCKUii (pakTop He OBUT BEISIBICH. KpoMe TOro, aBTOpPHI
MPUBOIST MaHHBEIE O IIPUCYTCTBUM KapIHMOTPOITHBIX
BHPYCOB B OMoNTaTaX IepUKapIa Wi BEIIIOTHOI XXKUIKO-
CTH y TIAIIMEHTOB ¢ HEMH(MEKIMOHHON TTPUPOION TIepH-
KapauTa (OHKOJIOTMIECKNM M TPaBMAaTHUECKHUM ITOpasKe-
HUEM TlepuKapiaa), 3HaY4MMOCTb KOTOPBIX TaK U He Oblia
ycTaHoBJieHa. U3BECTHO, YTO IIPW BUPYCHOM MHQEKIINH,
0COOCHHO, MpOTEeKaIIeii MaHU(MECTHO, XapaKTepeH
JTMMOOITNTO3, 1 B PsIIe CIIydaeB IMMQOTPOITHEIC BUPYCHI
MOTYT TIPUBOAUTH K JUM@PO- Y HEUTPOTIEHUU, YTO UIAET
Bpaspe3 ¢ kiHukoit MUPI1, B 95% comnpoBoxparoweics
HOPMAaJIbHBIMH TTOKA3aTeJISIMA JIMM(OIIMTOB 1 a0COTIOT-
HBIM HelTpoduire3oMm. Takum 06pa3oM, oTKa3 oT MH(PEK-
LIMOHHO! TEOpUU OUKTYET HEOOXOAMMOCTb YTOUHEHUS

IIaTOr€HETUYCCKNX MEXaHMU3MOB, JICXKAIINX B OCHOBC
HPII.

ITaTorene3

B Hacrosee BpeMst IIMPOKO 00CYKIaeTCs pOJIb BPO-
XKIEHHOTO W TIPUOOpPETEHHOTOo ayroMmMMyHuTeTa |[8]
B Pa3BUTUHU PEIUANBHUPYIONIETO TIEpUKAPINTA.

[TaTomornst BpOXXIEHHOTO OTBETa IMPUBOIUT K op-
MHPOBAaHUIO ayTOBOCHAJIMTEIBHEIX 3a00meBanuii (AB3),
TOrJa KaK ITaTOJIOTUSI IPHOOPETEHHOTO MMMYHHUTETA
JIGKUT B OCHOBE ayTOMMMYHHBIX 3aboieBaHmii (AN3)
[9]. OuerKa OUTOKMHOBOTO MPOMUIISI, SKCIIPECCHs pa3-
JINYHBIX TEHOB ayTOMMMYHUTETA, ITyJIa ayTOpEaTHMBHBIX
KJIOHOB aHTUTEJ TTOKAa3aja Pa3IMIusI MEXITy STUMM TPyTI-
nmaM# 3aboyieBaHMii. BBICOKMIT ypOBEHBb B3KCIIPECCHU
T€HOB, CBSI3aHHBLIX ¢ MHTepdepoHoM | Tuma, obGHapy-
KeHBI TIpU Kiraccmyeckux AM3, Takmx Kak cCHUCTeMHas
KpacHas BoJ4aHKa, 0oje3Hb lllerpeHa, peBMaTOMTHEIM
aptpur u ap. [10, 11]. B cBoro ouepens, AB3 kak kiraccu-
YeCKHe MOHOTCHHBIC, TaK W HEKJIAaCCUUYECKHUeE, TSI KOTO-
pbIX HEe JoKa3aHa KJIWMHMUKO-TEHETWYecKasl neTepMuHa-
VST, TTOKA3bIBAIOT BBICOKMIT YPOBEHB SKCIIPECCUM MHTEP-
neiiknaoB 1L-1B/IL-18 [12, 13]. CpaBHHMTenbHAST Xapa-
krepuctuka AB3 m AW3 mpexncrabieHa B Tabiwmie 1.

Poab Bpo:XI€eHHOT0 3BeHa HMMYHUTETA

Bocmanenue oTHOCHTCS K Hanboiee (prIOreHeTHIC-
CKM JIpEeBHUM 3alllUTHLIM MexaHu3MaMm [14]. BpoxneH-
HBbIA WMMYHMUTET CJIYXUAT TMEPBOMA JMHUENM 3alUThI
OT MUKPOOPTraHM3MOB M TMOBPEXACHHBIX KJIETOK XO351-
vHa. Ee OCHOBHBIMM KOMITOHEHTaMU CJyXaT (usnuue-
CKHE W XMUMHUUYECKHE 0apbephl, HUPKYIUpYoIIe 3hheK-
TOPHBIE OEJIKM, a TaKXKe KJIETKM ¢ BpOXIEHHOM (haroiu-
TapHOW aKTUBHOCTbIO: HeUTpoduiabl, Makpodaru
n “HarypanbHbie Kuuiepsl” (NK-kineTkm). B ommmawme
OT TPUOOPETEHHOTO WMMYHHUTETA, MPU BPOXICHHOM
OTCYTCTBYIOT CIeUM(PUUECKME AHTUTECH-PaCHO3HAIOIINE
perrenTopbl. MmeHTMOUKALINST TTATOTeHHOTO areHTa OCy-
ILIECTBJISIETCS Yepe3 OrpaHUYeHHOE KOJINUECTBO YHUBEP-
CabHBIX peIenToOpoB (pattern recognition receptors),
K KOTOpBIM, OoTHOCSTCST Toll-momoOHbIe penenTopsl [15]
U apyrue. JlaHHbIE pelenTopbl pacrio3HAIOT ABa BUIA
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Tabnuua 2

KnaccudukaumoHHbie kputepun 6onesvn Ctunna B3pocnbix

ABTOpSI Yamaguchi M, et al. [24]

1. iuxopaaka >39° C, pnawascsa >1 veq,.
2. Aptpanrum >2 Hep.

3. ManynesHas He3yasLwas Coinb
“salmon-coloured” rash

4. Nekouutos (210*109/n) c 280%
HenTpodunos

Kputepun Bonbluve

Manbie 1. @apuHruT unm 6onm B ropne

2. NlumdoaneHonatvs u/unm cnneHomeranms
3. YBenunyeHme KoHUeHTpaumm
aMuHOTpaHchepas B CbIBOPOTKE KPOBU

4. OTpuaTenbHble PEBMATOUAHBIA dakTop

1 aHTUHYKNeapHbIin hakTop

Kputepum ncknodennst 1. MIHGEKUMOHHBIN npouecc Het

2. 3nokayecTBeHHble HOBOOOPa30BaHus/
napaHeonnacTM4ecknii CUHAPOM
3. AyToMMMyHHble 3a060N1eBaHns

JwnarHo3 He meHee 5 kpuTepres, 13 KOTOPbIX

He MeHee 2 60MbLUMX

aHTUTeHOB. K IIepBBEIM OTHOCAT HeCIeM(PUIHBIC aHTH-
reHbl THOEKIIMOHHBIX aT¢HTOB, TaKNe KaK JIMIIOIOJICA-
Xapu, aHTUTEHBI XTyTUKOB Oaktepuit, PHK BupycHbIx
YacTUIl, OOBECIMHEHHBIX B TPYIMITYy IAaTOTEH-aCCOLMUPO-
BaHHBIX MOJIEKYJISIPHBIX MAaTTepHOB (pathogen-associated
molecular patterns — PAMPs). Ko BTOpbIM OTHOCST
SHIOTCHHBIC CTUMYJIBI, OOBEIMHEHHEIC B TPYIIITY aCCOIIH-
HMPOBAHHBIX C MIOBPEXKICHUEM MOJICKY/IIPHBIX TAaTTCPHOB
(damage-associated molecular patterns — DAMPS),
TaKWe KaK IMOBPEXICHHBIC KIICTKH, IIPOXYKTHI XKNU3HEIesI -
TETLHOCTH KJIETOK, WX METaOOJUTHI, HAIlpUMep, IITO-
Ko3a, KPHUCTAJUIbI XOJCCTepHHAa, MOHOypaTra HaTpus,
mipodocaTHBIX KUCTOT. AKTuBanug Toll-TTomoOGHBIX
pelenTopoB Ha ITOBEPXHOCTH KJIETOK MOHOIIMTAPHOTO
psima 3aIryckKaeT COOpPKY MaKpOMOJCKYISIPHOTO ITUTO-
30JIBHOTO KOMITIEKCA — WH(IAMMACOMEI, PETYINPYIO-
e TPOTEOTUTHIECKMIt TTpolieccuHr mpo-IL-13 u mpo-
1L-18 [16]. B HacTos1Iee BpeMs onucaHo 5 nH@imamma-
COM, aKTWUBAOUs KOTOPHBIX IIPOMCXONUT BCIICACTBHC
B3amMogeiicTBus natoreHa ¢ NOD-1mogo6HBIMU perier-
TopaMM (IIUTOILIA3MaTUIECKUE PEIEIITOPHl CeMeiicTBa
pattern recognition receptors)

Haubonee msydyeHHOI WH(MIAMMACOMOIi SIBISIETCS
NLRP3, wu306bITOYHAsT akKTUBALMSI KOTOPOM JIEKUT
B OCHOBE TaKuX Kiaccmieckux AB3, Kak MOHOTeHHBIC
HaCJICACTBEHHBIC TEPUOANICCKIE CHHIPOMEI, a TaKXKe
momarpbl, cuHApoMa CTUijaa, KOTOPBIE OTHOCSITCS
K HexkynaccuueckuM BapuaHtaM [17]. Takum oOpasom,
KJTIOYeBBIM TTATOTCHETHYECKMM COOBITHEM B CTPYKTYpe
AB3 cTraHOBUTCS aKTWBAIAS CHUCTEM IIPOBOCHAINTEIIb-
HBIX IMTOKMHOB IL-13 m IL-18, uro oOycioBmmuBaeT
OOIITHOCTh MX KIMHUYECKUX TIPOSBICHMI. AHAIN3 TIaTO-
reHe3a yXe U3BeCTHBIX MOHOTCHHBIX U ITOJUTeHHBIX AB3
MO3BOJIMJI MHA4Ye B3NISIHYTh Ha ipoojiemy M PII u BeInBU-

Fautrel B, et al. [25]

1. OctponwkoBas nuxopaaka >39° C

2. ApTpanrum

3. TpaHanTOpHas aputema

4. PapuHruT

5. OTHoCUTeNbHOE Yncno HeTpodunos >80%
6. dpakuys rnkmpoBaHHoro depputrHa <20%
1. TunnyHas ceinb

2. NeiikouwnTo3 (210%109/n)

4 GonbLUMX KpuTepys/unmn 3 6ONLLUNX 1 2 MasbIX
KpuTEpUs

Cush J, et al. [26]

1. OctponvkoBasi nuxopagka >39° C
2. ApTpanruv unm apTpuThl

3. PeBmatonaHbiii paktop
OTpULATENbHbI

4. OTpyLaTenbHbIA aHTUHYKNEeapHbIi
dakTop

1. NevikounTos (>15*109/n)

2. TunnyHas cbinb

3. MneBpwuT nnn neprkapanT

4. lenatomeranus, cnieHomeranus
unn numboaneHonaTma

4 60nbLUMX KPUTEPUS U HE MEHEE
2 manbix

HYTb THIIOTE3y 00 ayTOBOCHAJIMTEIIBHOI TIpUpONE MaH-
HOTO 3a00JIcBaHUS.

IToka3aHo, 4YTO pPEUMAUBUPYIOMINNA IIEPUKAPIUT
MOXKET OBITh OTHHMM M3 BEIYIINX CUMIITOMOB 1I€JIOTO psIa
AB3, Takux KaK cpenrm3eMHOMOpPCKas JINXopanKa, Iepu-
OOWYECKUI CUHIPOM, ACCOLMMPOBAHHBIA C MyTalvei
reHa pelnenropa ¢akTopa HEKpo3a OIYXOJHW aib(da
(TRAPS), 6one3np Ctwiia m MHOTMX apyrmx |[18-20].
BrickazaHoO TIpennoIoXKeHre, 9YTO B psiie CIydaeB 3a K-
Huueckumu nposisieHusimu MPIT moxer cTosith Masio-
MaHudecTHasd ¢dopma Kinaccudeckux AB3, cBsI3aHHBIX
C HAJIMYMEM HU3KOICHETPAHTHBIX MYTalnil. DTO MOXET
OOBSACHATH NeOIOT 3a00JIeBaHUA B 0oJiee TTO3OHEM BO3-
pacTe M OTCYTCTBHE CHUCTEMHBIX IIPOSIBJICHUIT (TTopaxke-
HUSI CyCTaBOB, KOXU, IOJHUCEpO3UTOB) [21]. Dra rmmo-
Te3a Halllla CBOE IONTBEPXICHWE TPU IIPOBEACHUU
MOJIEKYIIIPHO-TEHETUYECKOTO 00CIeTOBaHUS MaleH-
T0B ¢ TRAPS, BHINTOJHEHHBIM B paMKaX perucrtpa
EUROFEVER. B ugacTtHOCTH, BBISBIIEHBI HOBBIE MYTa-
muu reHa TNFRSFIA (R92Q), 11 KOTOPBIX XapaKTepHa
HU3Kasl ICHeTPAHTHOCTh, KIIMHUICCKHU TIPOSIBIISTIOIIASICST
MSITKO BBIPaXXCHHBIM (DEHOTHIIOM C 0oJjice ITO3THUM
HavaJioM 3a00JIeBaHNUs, HETIOJTHON KITMHNICCKON KapTH-
HO¥1, MpoOTeKamIleii aTMINYHO KaK MO IJIUTEIHbHOCTU
aTakd, TaK ¥ 110 BOBJICYCHUIO B ITATOJIOTMYCCKMII IIPO-
1ecc opraHOB-MUIIIeHe ¢ yacToif mmurtanueit UPIT [22].
IManmuenTHI-HOCUTENN TaHHOTO ajutelist R92Q xapakTepu-
3YIOTCS OTCYTCTBHEM OTBETa Ha TePAUI0 KOJXHUIIMHOM,
MMO3TOMY TEHETHMYECKOe oOclieqoBaHME ITallieHTOB
¢ UWPII BxioueHo B pekomeHmauuu EBporeiickoro
obmecTBa kKapauoioros 20151 [1]. B To e Bpems 1o maH-
HBIM TYPEIIKOTO peecTpa, IPU KIACCUIECKOM Cpemm3eM-
HOMOPCKOM JIMXOpaaKe ITopaxkeHHe IeprKapiaa HaOJro-
Jajoch Juiib B 2,4% ciydaeB. AHaJIM3 MyTallMil reHa
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MEFV (MEDITERRANEAN FEVER) mo manHpM 2
MHOTOILICHTPOBBIX WTAIBIHCKUAX WCCICIOBAHUI, BKIIO-
YyaBIIMX NAUUEeHTOB (N1=62 1 n=61, COOTBETCTBEHHO) |23,
24| ¢ pemUaIUBUPYIOIINM TIEpUKAPINTOM, TAKXKE HE BBIS-
BWJIAa HM ONHOTO ITallMeHTa. BcTrpeuaeMocTh MyTammid
B reHe MEFV 'y malimeHTOB C TTO3IHUM HadajaoM 3a0oJie-
BaHMSI M KIWHUKON pEeIUOVBUPYIONMIETO IIepUKapInuTa
[0 IaHHBIM pa3IMIHBIX MCCICOOBAHMIA COCTAaBIISIIA
nopsiaka 6-8% [16], B CBSI3U ¢ YeM FeHETUYECKOE TECTH-
poBaHME, BEpPOSITHO, OBUIO OBl OIpaBHAHO TOJBKO B 3
CIIyJasix: BO-TIEPBBIX, IIPH OTCYTCTBHH 3 (heKTa OT Tepa-
MY KOJIXAIIMHOM, BO-BTOPBIX, IIPY (hOPMHUPOBAHUU AA-
aMWJIONIO3a W B-TPETbUX, TIPH ITOSBICHUH SKCTPaKapIH-
aJIbHBIX CUMIITOMOB, XapaKTEePHBIX IJISI CPEIU3EMHOMOP-
CKOM JINXOpaOKH.

OcobOeHHO MHTEepEeCeH APYTroif BapMaHT CHUCTEMHOTO
AB3, xakuMm sgBisgeTcs 6oye3Hb CTHIIa B3POCIBIX, TIPU
KOTOpPOM B HACTOSIINECEe BpeMsI HE BBISIBJICHO T€HETHYEC-
CKOIT TIpempacIiojoxXeHHOCTH. [IpemIokeHo HEeCKOIbKO
BapMaHTOB KPUTEPUEB, KOTOPEIE MOTYT OBITh MCITOJIB30-
BaHBI B KOMITJICKCE MEp IUATHOCTUKY JAaHHOTO 3a00J1eBa-
Huit [25-27]. OCHOBHBIMM KIIMHUKO-J1ADOpATOPHLIMU
MIPOSIBIICHUSIMU, BKJIIOYCHHBIMH B KPUTEPHUU, CITyKaT
JIMXOpanKa, HeHTPODMIbHBIN JIEHKOIINTO3, TTOBBIIIICHIE
aMmHOTpaHcdepas, runepdeppuTHHEMUS, TeIMaToCIUIe-
HOMETaIusI, CEPO3MTHI, JIETy4re, IMOpoi 3peMepHEIe
BBICHITaHMS (Ta01. 2). [TopaxkeHUs cepiia OT CyOKIMHM-
YeCKHX 0 MaHU(PECTHBIX (hOPM BCTPEUAIOTCS OoJIee YeM
B 50% cnyuaeB [28]. 3auacTyio mopaxkeHue Iepukapaa
BBIXOOWUT Ha TepBBI 1aH, mmutupys WMPIT [18, 19].
I[IpumeneHnne cetoB KputepueB Oone3Hm Crwia mrs
MPII no3BosisieT BBISIBUTH MALlUEHTOB C HEMOJHOMN KJIK-
HUYECKON KapTuHOoit 6ome3nu Ctuiia B3pocibix [20],
HaIpuMep, He MMEIOIINX CYCTABHOTO CUHIPOMA 1 BHICHI-
MMaHWi1, C IPEBATUPYIOIINM ITOPaKEHUEM CEPO3HBIX 000-
JIOUEK.

3a 5 et Ha 6a3ze ®I'BY HMMUII um B.A. AnmasoBa
BBISIBJIEHO 25 maumeHToB ¢ kiauHukoit MPTI. TIpu Mynb-
TUOIUCIATUIMHAPHOM ITOIXOE C YYaCTHEM PEBMATOJIOTOB
mrarHo3 6osesHn CTuiia B3pOCIBIX BepHUIIMPOBAH
B 5 ciydasix.

Poxb nproOpeTeHHOro 38€Ha MIMMYHHTETA

YTpaTta TOJIepaHTHOCTH K COOCTBEHHBIM aHTUTCHAM,
nponudepauus T- u B- ayropeakTMBHBIX KJIOHOB, IIPO-
IYKIIAS ayTOAHTUTEI — OCHOBHBIC XapaKTEePUCTUKH
ayTOMMMYHHOTO Tiporiecca [29].

[IproOpeTeHHBINT UMMYHHUTET UTPAeT BAaXXHYIO POJIb
B (GOPMUPOBAHUU ITOCTIICPUKAPINOTOMHOTO CHMHIPOMA
(ITKTC), B TOM 9mciIe IPU XPOHUUYSCKUX U PEUUINBUAPY-
IOIMX €r0 BapWaHTaX. B II0Ib3y MMMYHHOI Teopuu
maroreHe3a [IKTC cBumeTenbCTBYeT HaJM4Me JIATCHT-
HOTO TIeprofa B KIMHMYECKONM KapTWHE 3a00JIeBaHUS,
OBICTPBHIII OTBET Ha MMMYHOCYIIPECCHBHYIO Tepallnio
W OTHOCHTEJIBHO BBICOKAsT 9aCTOTa PeInInBOB. DopMm-
poBaHMe BBIIOTAa B TojocTu Tiepukapna Tipu ITKTC

B OCHOBHOM HaOJIfomaeTcsl B TTO3IHUE CPOKU (>8 mHEi)
ToCIe KapauoXUpyprudecKnx BMemaTelbeTB. Kak mpa-
BWJIO, B KITMHMYECKOM KapTUHE IIPe00JIagaloT CHMITTOMBI
o0Imeit WHTOKCUKAIIMA W CUMIITOMEI, CBSI3aHHBIC
C BOBJIEYEHUEM B MPOLECC JMCTKOB IUIEBPbl W MEpHU-
kapna. I1pu HebOobiIoOM 00beMe BhIIIOTA TeueHue 3a00-
JIEBaHMSI MOXET OBITh 0eCCMMITOMHBIM. OIHAKO BBITTOTHI
B mosoctu nepukapna npu IIKTC penko mporexkaior
¢ TMXOPagKoi U ocTpoda3oBoil aKTMBHOCTBIO. Hepenko
B niepudepuyeckoit KpoBU MOXKET ObITh OOHApPYXKEH clia-
OOTO3NTUBHBIN AaHTUHYKJICAPHBIA (DaKTOp W/WIN aHTH-
Tenma K antureHaMm mmokapna [30, 31]. Kak n mpu AB3,
npu AM3 (Takux KaK CHCTeMHas KpacHas BOJJaHKa,
PEeBMATOMIHBIN apTPUT U Ip.) BCTPEUAIOTCS PELIMINBU-
PYIOIHE ITOJIMCEPO3UTH B KAUECTBE BEOYIIETO CUMIITO-
MoKoMmIuIekca [32].

Knuanveckas kapTuna

IIpu xmaccuueckom Bapuante MPII pna ximHude-
CKOi1 KapTUHHI 3a00JIeBaHNS XapaKTePHBI O0JIN 3a TPYIN-
HOI1, TTOBHBIIIICHNE TEMIIEPATyPHI TejIa OT CyO(heOpHUIbHBIX
10 peOpMIBHBIX TGP, CYXOi HETTPOMYKTUBHEIN KaIllelb,
00IIMe CUMIITOMBI, TaKME KaK CJIad0CTh, MOTIMBOCT,
YTOMIISIEMOCTb, CHIDKCHHUE amnmeTnTa. Kaxmpril mociemy-
O peuaInB NeprUKapaAuTa UACHTUYEH TIPEIbIIYILIEMY.
ITpu WUPII nmamueHTHI 4acTO OTMEYaloT HaJudue Mper-
BECTHHKOB OOOCTPEHMS 32 HECKOJIbKO IHEH IO HOBOTO
3MM301Ia.

[Ipu obcaemoBaHUM MAIlEHTA MOXET OBITh BBISIBJICH
TepUKapaIUadbHBI [ITyM, BBIIOT B IIOJIOCThH TIepHKapa,
VTOIIMIEHNE JINCTKOB IIepHKapaa 3a CYeT OTIOXKCHUS
(ubpuHa, a TakKe WM3MEHEHHUsS Ha DJIEKTPOKAPIUO-
rpaMMme, 4YTO HalwIo oTpaxeHue B kKputepusx MPII
(puc. 1).

[MoMuMO BHIIIIETIEPEUNCIICHHBIX U3MEHEHMIA, B UCCIIC-
noBaHusx M. Raatikka, A. Brucato, 1 M. Imazio onu-
CaHBI TaKXKe TaKNE CUMIITOMBI M CHHIPOMBI, KaK BBITIOT
B TIOJIOCTh TUIEBPHI Y 36-56% MalimeHTOB U TIOBBIIIICHUE
amuHoTpaHchepas B 8% caydaes [33, 34]. [1o maHHBIM
Hamrero ucciienoBanus y 20 manueHntoB ¢ MPII BeITIoT
B IIOJIOCTb ILJIEBPHI BIsiBIeH B 80% ciiyyaeB, a MOBBIILIE-
HHUe amuHOTpaHcdepa3 B 50%, 4TO He YKIIambIBaeTCs
B TIPEICTaBJICHNE O KIIACCMIECCKOM TCUCHUM TIepUKApINTa
(Tadm. 3).

JIuarHocTuka

Onekrpokapouorpamma (DKI) 3aHMMaeT BaxkHOE
Mmecto B auarHoctuke MPII, mpu KOTOpOM THMITMYHEBIC
DKI mapkepsl Bcrpevaiores B 60% ciydaes. [1pu peHT-
reHorpaduy TPYOIHOI KICTKM KIMHUYECKN 3HAYMMBIC
OTKJIOHEHHUSI OT HOPMHI y TTartneHToB ¢ MPIT otMedaroTcst
KpaifHe penko. M3MeHeHHMe KapaIMOTOPaKaJIbHOTO
WHOEKCA BBISIBISIETCS TOJBKO IIPM HAJIMYWK BEITIOTA
B MOJIOCTh mepukapaa >300 Mi1, a MaJblii THAPOTOpPaAKC
Ha peHTTeHOTpaMMe He BU3yalm3upyeTcs. st monrsep-
KIOACTCS TIOJMCEPO3UTOB HEOOXOOMMO WCIIOJB30BATh
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YacTtoTa BCTpeyaeMocTu BHeKapauanbHbix cumntomos UPI

Tabnuua 3

Wccneposatens log, n MnespanbHbIi MoBbiweHne MoBbiweHne peppuTnHa
BbINOT ACT/ANT

Raatikka, et al. [1] 2003 15 66,7% He oueHuBanock He oueHmBanock

Brucato A [2] 2006 36 36% 8,2% He oueHmBanoch

All paediatric [3] 2016 125 55% He oueHnBanocb He oueHuBanocb

Imazio [3] 2016 110 56% 8% He oueHnBanoch

Msayukosa, Movceesa, MacnaHckuin 2018 20 80% 50% 35%

HMWLL nm. B. A. AnmazoBa

Kputepuu quarHosa

HPIT

HckimodueHs! 3a00J1eBaHs, IOPAXKAIONINE TEPUKAPIT
(nHbeKIMOHHBIE 3200IeBaHNsI, OHKOJIOTUIECKIE 3a00JIeBaHUS,
peBMaTuvecKue 3a00IeBaHusI, B TOM uuciie 6oe3Hb Ctuiuia
U HACJIEACTBEHHbIEC ayTOBOCTIAIUTEIIbHBIE 3200JICBAHMSI)

{

KnauHuyeckast KapTuHa BKT
pacrpocTpaHEHHbII
noabeM cermeHTa ST

Wi nerpeccusi cermeHta PR

B OCTpYIO hazy

nosiBJIeHue 00JIeil B rpyiu,
CBSI32aHHOE C IEPUKAPIUTOM
yepes 4-6 Henenb
0GecnpuCTYITHOTO Nieproaa
LIYM TPEHUS TepuKapaa
JIIXOpaJKa

OxoKT JlaGopaTopHbIe TaHHbIE
MOSIBJICHKE BBITTOTA
10 TaHHBIM
TpaHCTOPOKaIbHOI DX0KIT
JIM60 3HAYMMOE HapacTaHue
BBINOTA B TMTHAMUKE

MOBBIILICHIE YPOBHSI
C-peakTHBHOTO OeKa

Puc 1. Kputepun noctaHoBku auartosa UPTI.

npumeqauue: AnarH03 BO3MOXEH Npu Hann4um 2 cmMnToMOB npn UCKNIOYEHNU KpVITepI/IeB-I/ICKJ'IIO‘-IeHI/IVI.

VJBTPa3ByKOBbIE METOBI IMOO KOMITBIOTEPHYIO TOMOTpa-
¢duio opraHoB TpynHoil kieTku. I[lpu BbIMOAHEHUU
TPaHCTOPaKaJIbHON 3xoKapauorpaduy mnepukapauaib-
HbII BBIITOT HaOJIOmaeTcs TOJIbKO B 60% ciiyuaeB pelu-
IUBHOTO TEUCHUSI OCTPOTO MEPUKAPINTA U KaK IIPaBUIIO
on1BaeT HeOOMBINM (<10 MM IIpY HOJYKOINIECTBEHHOM
9XOKapIHOrpapmUIECKOi OICHKE).

B ananm3ax KpoBM YacTO BBISIBIIICTCS HEHTPODUIID-
HBI JIEHKOIINTO3, MOBHIIeHNEe C-peakKTUBHOIO OejKa,
B psIe cIy4acB OTMEUYCHO ITOBHIIICHUE aMIMHOTpaHC(he-
pas, Torma KaK MapKepbl ITOBpeXIeHUST MUOKapaa (Tpo-
moauH I, KOK-MB 1 Muomnto6uH) B Iipenesiax HOPMEL.
V Bcex mauuenToB ¢ MUPII ypoBeHs peBMaTonagHoTO (hak-
TOpa, CUCTEMBI KOMILJIEMEHTa, aHTUHYKJIeapHOTO (ak-
TOpa M APYTUX CHECHU(PUICCKUX ayTOAHTUTET HE TTOBHI-
IIICH.

HemanoBaxkHEIM IIOKa3aTelieM ayTOBOCIIAICHUS
W aKTUBAalMM MakKpo(araabHOTO 3BeHa WMMYHHTETA,
acCOUMUPOBAHHOTO C ToBBIIeHHeM IL-18, aBusgercsa
deppUTHH, OTHOCSIIUICS K OejiKaM ocTpoit ¢a3sl BOC-

naneHus. [lostomy depputnH, Kak u C-peaKTUBHBIN
0eJT0K, TOJKeH OIICHMBAThCSI BO BpeMsI 00OCTpeHUS.

IIpn TakMxX 3a00IeBaHMSIX, KaK CHHIOPOM AaKTHBALIMH
MakpodaroB, 6ome3Hb CTWUIA, €r0 IHArHOCTHYCCKAas
MHOOPMATHUBHOCTH CTOJIb BEJIMKA, YTO OH BKITIOYCH B COCTAB
KJaccuuKamoHHBIX KputepreB. OlieHKa ypoBHeE# dep-
PUTHHA W TIPOICHTHOTO COMEPXKAHUSI €T0 IIMKMPOBAHHOM
¢pakumm y 6omsHEIX MPIT 060cHOBaHO, B OCOOEHHOCTH
TOIIA, KOTIa MMEIOTCSI YePTHI CHCTEMHOTO IIpoIiecca.

Cpenun obcnemoBaHHBIX HaMM 20 TTallMEHTOB C KJIW-
Hukoii MUPIT ypoBenp obuiero depputrHa ObLI BBIIIEC
pedepeHTHBIX 3HaueHMil y 35%, Torma Kak CHIDKEHME
dpakM NIMKAPOBAHHOTO (heppUTUHA He OBLIO OOHA-
PY>XEHO HU Y OMHOTO TalllueHTA.

MOXHO TIpeATIONIOKUTD, YTO OTPHUIIATSIHLHEINA Pe3yiIb-
TaT CBSI3aH C TeM, YTO (DEPPUTHH IOBHIIIACTCS TIPH BOC-
TMAJIMTETEHOM IIpOlIecce BRICOKOTO YPOBHSI MHTEHCUBHO-
CTH, KOTOPBIM MMEET MECTO IPU CHCTEMHEBIX IIpOSBIIC-
Hugx AB3 [35]. Torma kak npu UPIT MBI nMeeM neo
C M30JIMPOBAHHBIM IIPOIIECCOM.
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TpagMLIMOHHO, OllEHKa LIUTOKWHOBOTO Mpoduis
B IIMPOKOM IIPaKTHKE HE TIPOBOINTCS B CIITY KOJICOAHMIA
KOHIICHTPAIIMU X B CBIBOPOTKE B TECUCHHE CYTOK, KOPOT-
KOTO TIepMona XW3HU, OOJbIIeii KOHIICHTPAlMA B TKa-
HSIX, HeXenm B Tepudepmueckoili KpoBu. OmHAKO,
C TOYKHM 3peHUS MaTOTeHe3a, MePCIeKTUB aHTULINMTOKM -
HOBOIl Tepamuy, IeJIeCO00pa3sHBIM TIPEACTABISCTCS
nccienoBanne kouenrpamuii IL-1, IL-6, IL-18 B ceiBO-
POTKE KPOBHU M MEPUKAPIUAIBHOMN XUITKOCTH.

IlepcnekTuBHBIM HarpaBieHueM B usydyeHuu KMPII
SIBJIICTCS TIOMCK MYTAHTHBIX aJUTejIeii M IoIuMopdu3Ma
KaHIWIATHBIX TEHOB, YIACTBYIOIINX B PETY/ISIIUM ayTO-
BOCITAJICHUSI.

CymiecTByeT TUIIOTE3a, YTO HOCHUTenbcTBO HILA-
DRBI1*11, koTopoe BBISBIIEHO Y TTAIIIEHTOB ¢ O0JIE3HBIO
Crtuia, MOXET UMETh OTHoIIeHWe K maroreHe3sy MPII.

TepaneBTHYECKHE MOTXOIbI

Jleuenue WUPII mpoBomuTcst comacHO KJIIMHUYECKUM
pekoMeHOannsaM EBporreiickoro o0mecTBa KapanoaoroB
2015r [1]. K mepBoit TMHUYM TepaIlluid OTHOCITCS HECTEPO-
WIHBIC TIPOTUBOBOCIANNTENbHBIe TIpemapaTsl (HITBIT),
cpemy KOTOPHIX B PEKOMEHIALMSIX (PUTYPUPYET HOYIIPO-
¢deH, WHIOMETAIlWH, AalleTWICATHIIIIOBAS KHCJIOTA.
IMocnenHsia peaKo MCITOIb3yeTCsS B PeaTbHON KIMHMYC-
CKOIf IpaKTHKe M3-3a BHICOKOTO pHMCKa HEXeJIaTeTbHBIX
sBleHNi. B ciaydyae penmauBupylomeit ¢hopMBI ITepruKap-
INTa PEKOMEHIOBAHO IPUIACPXKUBATHCS MaKCUMAaJIBHBIX
TEepaneBTUICCKUX CYTOYHBIX 103 BBIIICTICPEUMCICHHBIX
npenapaToB, KOTOPBbIE COCTaBISIOT IJig MOympodeHa
(1800-2400 wmr/cyt.), nagomeranmHa (100-150 mr/cyT.).
ITo cBoemy mpodumiaio maHHBIE TIPEIapaThl OTHOCATCS
K HECEJICeKTUBHBIM 0OJIOKAaTOpaM IIMKJIOOKCHTECHA3BI
(LIOT)-1,2. besycnmoBHO, IIpH UINTEILHOM TIPUMEHEHUN
YKa3aHHBIX IIPEIIapaToB B MAaKCUMAJIBHBIX J03aX PUCKU
dopMUpOBaHUS HEXENIATCIbHBIX MOOOYHBIX 3(h(HEKTOB
pe3Ko BO3pacTaloT, YTO TPeOyeT COIPOBOXUTEIHLHOI
TacCTPONPOTEKTUBHOM M aHTUTUIICPTCH3UBHOM TEpaITN.
HccnenoBaHus IO Tepalmuy HOBBIMU CEICKTUBHBIMU
LI OTI'-2 marnouropamu y naumentoB ¢ MPI1 He mpoBo-
IWJINCH, HECMOTPSI Ha 3TO HCIIOIb30BaHME WX O(DUIIN-
aJIbHO HE 3aIpelicHo.

VY 6onbnHbIx ¢ MPI1 B KauecTBe IepBOil TMHUU Tepa-
MUY TIPUMEHSIeTCS KOJIXUIIMH B Ka4eCTBE MOHOTEPAITNU
nnn B komouHaru ¢ HIIBIT. Couetanue HITBII ¢ xoin-
XUIMHOM B HU3KUX I03aX (10 1 MT/CyT.), KaK IIpaBHIIO,
6e3oracHo, 1 06osiee TOTo, CIECAYET OTMETUTh UX MPOTU-
BOBOCITAJINTEILHBIN CHHEPTU3M.

Komxumue mpenmcraBisier co00it TPUIIMKIMICCKUMN
JIMTITHAI-PACTBOPUMBIMA aJIKAJIONI C IIUTCIBHBIM IIepHO-
oM nosyBeiBeneHUS (0T 20 mo 40 9) 1 OMOTOCTYITHOCTBIO
ot 24% 1o 88%. XOTs MMKOBBIE KOHIIEHTPALIMA B IUIA3Me
KPOBH JOCTUTAIOTCS Yepe3 1 U Iocyie mprueMa Ipenapara,
MaKCUMAJIbHBIN IIPOTHBOBOCIAIUTEIBHEIN 3 PeKT pa3-
BUBaeTcd B TeueHUe 24-48 4. KoaxuimH ToCcTUTaeT ropas-
o 00JIee BBICOKMX KOHIICHTPALMIT BHYTPH JICHKOIIUTOB,

YeM B IJIa3Me, M COXPAHSIETCS TaM B TCUCHNE HECKOJTBKIX
OHelt mocie mpueMa BHYTph. CUuTaeTcs, 4TO ONXHOM
M3 TOYeK IIPUIOXKEHUS KOJXUIMHa [36] sBisieTcs
NLRP3-unpmrammacoma, WHTUOMpOBAHUE KOTOPOIL
TIPUBOIUT K IPOTUBOBOCITAIINTEILHOMY 3 GheKTy mpe-
napata. Takke KOJIXMIIMH HHIUOMPYET aKTUBAIIHIO (hop-
mupoBaHue 1mop) P2X2, P2X7 perenrropoB Ha IIOBEPXHO-
CTH HEUTpO(PUIOB, YTO TaKKe CHIKACT AaKTHBAIIHMIO
nHpITaMMacoMsl [37].

[Ipn HasHayeHWM KOJIXWLIWHA HEOOXOOUMO YUYWTHI-
BaTh (hapMaKOJOTHMUECKHE XapaKTepUCTHKM IIperrapara.
KomxuiimH CBSI3BIBacTCSI B OCHOBHOM C TpeMSI OCJTKaMM:
TyOyaTUHOM (OCHOBHASI TOYKA TIPWJIOXCHMS), ITUTOXPO-
moM P3A4 (CYP3A4) u P-mmuxonporenHoM. [locnentume
IBa OeJIKa OTBETCTBEHHBI 3a SKCKPEIIUIO CAMOTO KOJIXU-
IHA ¥ €TO0 METa0OJIMTOB IIeYCHBIO U MoYKaMu. [ToaToMy
Ipy Ha3HAYCHUM IIperapara HeoOXOOWMO IPUHUMATH
BO BHMMaHME PHUCKHU Pa3BUTUS HeXeJIaTebHBIX JIeKap-
CTBEHHBIX B3aUMOACHCTBUI C OpPYyrMMU Ipernaparamu,
METa0OIM3UPYIOIINMHUCS C YIaCTHEM BBHITIIEIICPEUNCIICH-
HBIX (pepPMEHTOB, B CBSI3M C IOBHIIIICHNEM KOHIICHTPALINT
KOJIXWIIMHA U TIOSIBICHNEM IIMTOTOKCUYECKIX TTOOOTHBIX
s deKToB.

[TI0KOKOPTUKOCTEPOUIBI OTHOCSITCSI KO BTOpOM
JTHAM Tepanun. [Jo3a mpemapaTta mogoupaeTcs B 3aBU-
CHMOCTHU OT KJIMHWYECKON KApTUHBI, TSLKECTA CHUMIITO-
MOB, HO He 6ojee 0,5 Mr/kr. HeoOxomnMocTh X Ha3Ha-
YeHUs 00ycIoBIeHa Hed(DOEKTUBHOCTHIO TIEPBOM TMHUK
Tepamui. DGGEKTH PeaTn3yIoTCs IyTeM OJIOKUPOBaHMS
TPAHCKPUITIMOHHBIX (haKTOpoB, Taknux Kak NFkB (smep-
HeIt pakrop kappa B), AP-1 (aktuBaTop mpotewHa 1),
YTO B CBOIO OYepelb CHIDKACT CHHTE3 IIPOBOCIIAINTEIb-
HBIX IIUTOKIHOB.

HocTomHCTBAMM 3TOI TPYIIIBI SIBISIETCS WX BBICOKAS
3(hHEKTUBHOCTh, OBICTPOEC KYIMHUPOBAaHHE CHUMIITOMOB
HPII u orcyrcTBrE HEXeATETBHBIX JICKAPCTBEHHEBIX B3a-
nmoneiicTBrii. OMHAKO CTOUT OTMETUTh, YTO B OOJIBIIIH-
cTBe cirydaeB 3G (EeKT OT Tepalmy CTeponIaMi HeCTOEK,
TIPUBOOUT K (DOPMUPOBAHUIO CTEPOUITHON 3aBUCUMOCTHU
¥ HeXeTaTeTbHBIX TTOOOYHBIX SIBIICHMI. B peTpocneKTnB-
HoM ucciemoBannu Imazio M, et al. Ha mpumepe 100
nauueHToB ¢ MPII, momxyyaromnux cTeponaHyIo Teparnuio,
3apETUCTPUPOBAHO 4 CiIydass KOMIIPECCMOHHOTO Iepe-
JIoMa TMIO3BOHOYHUKA, 4 CIIydast TSLKEeJIOTO OCTEOIIopo3a 1 5
ciayJaeB MemuKaMeHTO3Horo cuHapoma Kymmnura [38].

B HacTos1ee BpeMs JIMTENbHOE Ha3HAUYE€HUE TJI0-
KOKOPTHUKOCTEPOUIOB B 03¢ >7,5 MI'/CYT. HEIIPUEMJIEMO.

B ciydae pa3BuUTHSI CTepOMIPE3UCTCHTHOCTA U CTE-
POMO3aBUCUMOCTH COITIAaCHO TeM XK€ PEKOMCHIAIIMSIM,
PEKOMEHIOBAHO PAacCMOTPEHUE CTePOUI-COeperaroeii
Teparmy B KOMOMHAIINY C a3aTUOIIPUHOM, B/B MMMYHO-
100y IMHAMU U 0JIOKATOpPBI MHTEpeiKuHa-1 Oera.

A3aTUOIIPpUH, aHTUMETA0OJIUT ITyPHMHOBBEIX OCHOBa-
HU, 3apeructpruposanHbiiit FDA B 1968r, 3a cBOIO TT0TY-
BEKOBYIO MICTOPHIO MCITOIb30BAaHMS IIPOIEMOHCTPUPOBAIT
XOpolIMii crekTp Oe3omacHocTu. K Hambojee 4acThIM
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MMOOOYHEIM SIBIICHUSIM OTHOCSITCSI YMEPEHHOE ITOBBIIIIC-
HHe aMIHOTpaHchepas, IeKomneHus, aucnercust. CTOUT
MIPUHSITH BO BHUMAaHME, YTO Y MAIIMCHTOB C Ie(bUIIUTOM
depMeHTa THOIypMHMETIIITpaHCHEpa3bl HazHAYCHUE
a3aTUOIIPMHA B CTaHOAPTHEIX mo3ax (1,5-2,5 mr/Kr/cyT.)
MOXET BBI3BaTh 3HAYMMYIO MHEIOTOKCUIHOCTD, YTO
JIMMUATHPYET €ro UCIoIb3oBaHme [39].

HasnayeHme asatmompmHa OCHOBAHO Ha OIBITE €T0
MIPUMEHEHUSI TIPU PEe3UCTEHTHHRIX (hopMax pelUIuBHPY-
IOIIUX TEPUKAPIUTOB y 46 IMALMEHTOB, HAXOMSIIMXCS
Ha cTepouaHoM Tepanun. [IpoBeneHo NI OMHO TTHAJIOT-
HOE peTpocliekKTuBHOe uccienoBaHue [40], B xoTtopoe
BioYeHbl 40 manueHtoB ¢ UPII v 6 manueHToOB
C TIOCTIEPMKAPAMOTOMHEIM CHHIpPOMOM. B rpyrme
MOCTIEPUKAPAUOTOMHOTO CHUHAPOMA 0€3 CTepOUTHOM
PEMKCCUU JOCTUIIN BCe 6 MALMEHTOB, OMHAKO, B TPYIIIIE
WPIT b y 50% nauueHTOB, YTO MOAYEPKUBAET BaX-
HOCTb JaTbHEHUIITNX MCCIeI0BaHNM 2(D(DEKTUBHOCTH a3a-
THonpuHa Ha rpynmne nauueHToB ¢ MUPI1. Henb3st uckiio-
YUTb, YTO Mpenapar oyaeT 6osee 3(HEKTUBEH MPU ayTo-
MMMYHHOM TeHe3¢e TIepuKapanTa.

BHyTpUBEeHHBII UMMYHOIJIOOYJIMH IITMPOKO HCITOJb-
3yeTcs IIPpH ayTOMMMYHHBIX 3a00JICBaHUSIX U XapaKTepH-
3yeTcsl XOpoIIuM TipoduiaeM be3omacHocT [41].

OIBIT TpUMEHEHUST BHYTPUBEHHOTO MMMYHOIJIOOY-
JIVHA TIpH TiepuKapanTe orpanndeH. B 2016r Imazio M, et
al. [42] onyGvKoBai MeTaaHaJIN3, BKITIOUAIOIINIA OTHETb-
HBbIe KIMHUYECKUE CIIy4ad U CEPUM KIMHUICCKUX CIIy-
yaeB, cpeny KoTopblx uinb 14 nmenu UPII. JoctonH-
CTBaMHU JAHHOTO KJjlacca IIpernapaToB SIBISIIOTCS OBICTPOE
KynupoBanue cumntoMoB WMPII, BwicoKuii mpodwib
0e30MacHOCTH, KOPOTKU Kypc Tepanuu. OmHaKo, He00-
XOOUMO TIOMYEPKHYTh, YTO B OOJBIIMHCTBE CIIyJ4acB
3¢ deKT OT Tepal BHYTPUBEHHBIMI NMMYHOIJIOOYIIH-
HaMU He cToeK. beaMenmkaMeHTO3HAsI peMUCCHS Y TTaIlH-
eHToB ¢ MPII B 3aBCMMOCTH OT cITydast IIpOIIUIACh OT 3
10 96 mec. [ToaToMy mist oueHKU mpoduist 6e30macHo-
CTU U 3P (PEKTUBHOCTU AAHHOM Tepanuu TakKxKe HeoOXo-
IUMO TIPOBENCHNE PAHIOMU3UPOBAHHBIX KIIMHUYECKIX
UCCIeI0OBaHUIA.

B Hacrosmee BpeMst OCTYITHBI HECKOJIBKO TIperapa-
TOB, Onokupymomux peuentop IL-1 nubo Hemocpen-
cTBeHHO camy Mojekymy IL-1p: anakuHpa (670KaTOp
penenropa), puwioHamenT (61okarop IL-1), KaHaKUHY-
Mab (6mokarop IL-1) [43].

CymectByeT 2 TomBuaa WHTepiieKnHa 1 — ambda
u 6eTa, KomupyeMble OMHOMMEHHBIMU TeHaMu. B ayToBo-
CITAIMTETEHOM KacKaje MPUHUMAET YIaCTHE B OCHOBHOM
nHTepaeiikuH 1 [44]. AHakmMHpa 3aperuCTpHpOBaHa
FDA B 20011 Kax mpemapart IT0 JIEYeHUIO0 peBMaTONIHOTO
aptputa, B nocieactBun FDA omoOpuino HaszHaueHUe
MTAHHOTO IIperapaTa y HallieHTOB ¢ KpUOIMUPUH-aCCOII-
WPOBAHHBIM TICPUONMICCKAM CHHIPOMOM (TeHETHYC-
CKH-AeTepMUHUpOBaHHOEe AB3).

IIpenapar ucnonb3yercda off-label mpu psne mpyrux
AB3, takux kak TRAPS [45], momarpa [46]. Bonee Toro,

B 2018r EBpormeiickag KoMucCHs IO HAA30py 3a JieKap-
CTBEHHBIMU MpernapataMy ofo0pwia TaHHBINA Mpernapar
1S JtedeHus 6one3nn CTwiria B3pOCHBIX U IeTeid B 28
eBpormneiicknx crpaHax. Jlo HemaBHeTo BpeMeHH 3D deK-
TUBHOCTh aHaKUHPHI ipu MPII Obl1a 3aperncrpupoBaHa
TOJIBKO B cepusx ciydaeB [47, 48], B KOTOpbIE€ BKITIOYEHBI
o6butn 13 1 10 mamyeHTOB, COOTBeTCTBEHHO. IToka3aHo,
YTO KIMHUYECKHUI OTBET Pa3BUBACTCS OBICTPO B TCUCHHUE
2- 5 cyT. B mepBOM HCCIIEIOBaHUU CO CPETHEN IIPOmOII-
KHUTEITBHOCTBIO 23 Mec. ¥ BCeX, KpoMe IBYX MAllMEHTOB,
OBUIM IIOJIHOCTBHIO OTMEHEHHEI Oa3MCHBIC IIpeIrapaThl.
OcraBirecs aBa IMaleHTa MojIyJaad HI3KHe T03bI Kop-
TuKkocteponnoB [48]. Cpenyt TOOOYHBIX 3P (HEKTOB TTPU-
MEHEHHS 3TOTO IIperapaTa CJIeayeT OTMETUTH MOBBIIIIC-
HUe aMIHOTpaHchepas 1 JIOKATBLHYIO KOXHYIO PEaKIINIo.
HanHBIe HeXeNMaTelbHBIC SBJICHHWS HE IIPEBBIIIAIN
YacTOTY COOBITHIA, ONMMCAHHBIX B KIIMHNIECKUX UCCIIEIO-
BaHUAX IIPU OPYTUX HO30JIOTUSIX.

B 2016t onmy0gMKoOBaHO MWIOTHOE PAHIOMU3NPOBAH-
Hoe MHoroneHTpoBoe uccieqoBanue 4 ¢da3sl AIRTRIP
[49], ¢ ygactmem 21 mamueHTa C PEHUAUBUPYIOIIAM
MepuKapauToM. B mccienoBaHme BKITIOUCHBI IMAITACHTEI
¢ UPII, pe3ncreHTHBIC K Tepanuy KOJXUIIUHOM U TJIIO-
KOKOPTUKOCTEpOnAaMu ¢ (hOPMUPOBAHUEM CTECPOMITHOM
3aBUCUMOCTHA. BaXXHBIM IapaMeTpoOM OICHKU OBLIO
noBeIIeHHe YpoBHSA C-peakKTUBHOTO OeilKa. AHaKMHpa
B 03¢ 2 Mr/KT, HO He Oosee 100 Mr HazHavamach Bcem
mareHTaM Ha 2 Mec., Jajee IUIAHUPOBAIOCh PAHIOMM-
3MPOBaTh TOJHKO MAIIMEHTOB-OTBETINKOB. OIIeTIOMIISIO-
MMt pe3ysIbTaT IMIePBBIX 2 MeC.— BCE MAIlMeHTHI OTBETUIIN
Ha Tepanuio M ObLIM PaHIOMM3NPOBAHBI B 2 TPYIIIEI —
mwrane6o (10 gemoBek) u aHakmHpa (11 genmoBek). Perm-
JIUB 3a00JieBaHuUs B rpymie miaue6o goctur 95% (n=9).
YacTtora BO3HUKHOBEHUSI MOOOYHBIX 3(P(deKTOB ObLia
COIMOCTaBMMa C IPYTUMU KccaemoBaHugMmu Jain S [47],
Lazaros G [48].

B 2008r mug nedeHUs TPYHITBI ayTOBOCIAIUTETHHBIX
3a00JIcBaHNII, B OCHOBE KOTOPBIX JICXKWT T€HETHUECKasT
MyTanus KpuonupuHa, FDA 3apeructpupoBaiia mpenapar
pwroHanentT. [1o aHajgormM ¢ aHAKWHPOM, B HACTOSIICE
BpeMsI TIPOBOIUTCS OOJIBIIOE KOJMYECTBO KIIMHMYECKIX
WCCIICMOBAaHMIA, 3apeTMCTPUPOBAHHEIX Ha clinicaltrials.gov,
B T.4. 3 ¢a3a nccnegosanuss RHAPSODY — pangomusu-
pPOBaHHOE ILIAIIE00-KOHTPOIMPYEeMOe MHOTOIICHTPOBOE,
IBOMHOE CJICTIOe MCCICIOBaHME 110 OIleHKe 3PP eKTUBHO-
CTU 1 0€30ITaCHOCTH JICUYCHHS PIITOHALICTITOM Y TAlleH-
TOB C PEUANBUPYIOIINM IIEPUKAPIUTOM.

Tpetnii TipemapaT U3 3TOM IPYIIIBI — KaHAKWMHYMao,
661 ogo6peH FDA 111 KpMONMMHUH-aCCOLIMUPOBAHHBIX
nepuognueckux cuHapoMoB B 2009, 6ome3nn Crmnia
B 2013r, TRAPS, cunapoma runepuMMyHormooyauHa D
(nedpuLUT MeBaJTOHATKMHA3bI) U CEMEMHOI Cpenru3eMHO-
MOpCKO uxopanku B ceHTsiope 2016T. B 20181 Kougkas
N, et al. [18] omy6imKoBaIu cepuio cliydaeB, BKIIIOYAIO-
mux 3 MarnueHToB ¢ 6oe3Hpi0 CTUIUIA ¢ TIPEUMYIIIECT-
BCHHBIM TIOpaXXeHUEM IIeprKapia B BapHaHTE PELIVIM-
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BUPYIOIIETO TICpUKapouTa. B KadecTBe TpeTeil TMHUU
Tepaluy y BCeX MallMeHTOB ObLI C YCIIEXOM UCTIOIb30BaH
KaHaKMHYMa0, 9TO TO3BOJMJIO OTKA3aThCS OT TepaITnu
CTepouAHBIMUA TopMOHaMH. [losTOoMy WcCClIemoBaHUE
3(pheKTUBHOCTH U 0e30MacHOCTM KaHaKMHyMmaba
B Koropte naureHToB ¢ MPII BHIISIANT 1OCTAaTOYHO TIep-
CIICKTUBHBIM.

BHenpeHne aHTUIIMTOKWMHOBBIX IIperapaToB IS Jie-
YeHMs MalneHTOoB ¢ pe3ncTeHTHBIM M PII, a Takke 3aBep-
IIeHue TocenHeit (a3pl KIMHUYECKNX WCCIIeHOBAHUMA
AIRTRIP mokaszano BaxHYI0 pPOJib ayTOBOCIIAJIEHUS
B matoreHe3e MPII. OcTtaeTcss MHOTO BOTIPOCOB, Ha KOTO-
pBIE €IIIe TOJIBKO MPEICTONT OTBETUTH:

1. Asnsierca nu UPIT caMocTosiTeNbHON HO30JI0TH-
YeCKOll eIWHUIIeT CO CBOMMU OCOOCHHOCTSIMU, ITOIXO-
TaMH ¥ TCHETUICCKOM IPEIPaCIOIOKEHHOCTRIO?
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