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NAUOIIATUYECKUUN PEITUAUBUPYIOIIUM IIEPUKAPAUT —

HOBOE OPPAHHOE AYTOBOCIIAAUTEABHOE 3ABOAEBAHUE?
PETPOCIHEKTUBHBIN AHAAU3 CAYYAEB UAUOIIATHUYECKOTO
PEITUAUBHUPYIOI[ETIO IEPUKAPAUTA U IIAAH
PAHAOMU3HUPOBAHHOTIO, IIAAITEBO-KOHTPOAUPYEMOI'O
UCCAEAOBAHUS AAS OLTEHKU TEPAIIEBTUYECKOM
3®QPEKTUBHOCTHU U BE3OIIACHOCTHU BAOKATOPA MIA-1 (RPH-104)
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AHaAU3 CAyYaeB MAMOIIATHYECKOTO PEelUAUBHPYIONIEro IMepHUKapAUTa (H1PII) B CTPYKType 3aboAeBa-
HHI [IEPUKAPAA PA3ANYHOTO reHe3a II0 06paljaeMoCTH B MHOTOIPOQUABHBIH (eAepaAbHbIH [IEHTP.

IIpoBeAeH peTPOCIEKTHBHBIM AaHAAU3 UCTOPHUil HOAE3HH MALHEHTOB, FOCIUTAAUSHPOBaHHbIX B OT'BY
«HMMIT um B.A. AamasoBa» 3a mepuoa ¢ 1 ssHBapst 2015 roaa mo 1 stHBapst 2020 ropa ¢ BBIIOTOM
B IIOAOCTb IIEPUKAPAA PABAUYHOM STHOAOTHH.

3a 0003HaYEHHBII IEPUOA BbIsIBACH 4 981 HOBBIM CAyUail IIOPayKeHHS IIEPUKAPAA PABAMYHOM STHOAOTHH,
CpeAY KOTOPBIX Ha ITOCTIEPUKAPAMOTOMHBINA CHHAPOM IIPUXOAUAOCH 4 360 Bcex CAydaeB, a Ha AOAIO
nepuKapAUTOB — 621 cayuait. IPII BbraBAeH B 34 cayyasx, 4ro cocTaBuAO 5,4%. C yueTOM IIOAyYEHHBIX
AQHHBIX PacyeTHBIN IoKa3aTeab pacnpocrpanennocta MIPII B Poccuiickoit Qepepanuy MOXeT COCTaB-
AsTh 1,1 caydas Ha 100 ThIC. HaceAeHHS.

HPII caepyer paccMaTpuBaTh, KaK HOBOE ayTOBOCIAAUTEABHOE 3a60A€BaHUE, PACIPOCTPAHEHHOCTD
KOTOPOI'O IPAHMYUT C TAKOBOM Ipy 60oae3nr CTrAAa B3POCABIX M AOAXKHA PACCMATPHUBATHCS B KOHIJEI-
1y opdaHHbIX maTosoruii. CoBpeMeHHbIe 3HAHUS O IIATOTeHe3e U AAHHBIE ITOCAEAHUX MCCAEAOBAHHUI
AEMOHCTPHPYIOT BBICOKYIO 3HAYMMOCTh OAOKAABI HHTEPAEHKHHA-1 B KaueCTBe BEAYI[ero MeXaHH3Ma
AOCTIDKEHMST PEMUCCHH, 9TO CTAAO 0OOCHOBAaHUEM K IIPOBEACHUIO0 PAHAOMU3UPOBAHHOTO KAUHUYECKO-
ro uccAepoBaHus Ha 6a3e Llenrpa.

VpAnonaTndeckuil pelMAUBUPYIOLIUI IEPUKAPAUT; SIIHAEMUOAOTHSI; TIaTOreHe3; opaHHble 3a60AeBa-
HUS; ayTOBOCIAAUTEABHBIE 3a60A€BaHUS; HHPAAMMACOMA; HHTEPACHKHUH-1; KAMHUYECKOE HUCCAEAOBA-
HEe; 6AOKATOp HHTepAeliKuHA 1 GeTa
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Aa6OPaTOPHBIMH TIPU3HAKAME CHCTEMHO BOCITAAMTEABHOM pe-

AyToBocmaauTeabhbie 3a6osesanus (AB3) mpeacTaBasior
€0060¥1 GOABIIYIO 1 HEOAHOPOAHYIO TPYIIILY, B X OCHOBE AXKUT
HapyIeHue BPOXAEHHOTO 3BeHa mMmyHHo# cuctembr (MIC)
[1]. Bce AB3, He3aBUCHMO OT HO30AOTUYECKOM PUHAAAEXKHO-
CTH, XapaKTepPU3YIOTCSI PIAOM OOIIMX MPOSIBACHMUIL: LIHKAIYe-
CKUM TedeHHeM (pelMANBUPYIONIMMU STTM30AAMU 06OCTPEHHS
Pa3AMYHOMN AAUTEABHOCTH, HEPEAKO IIPOBOLIMPYeMBIMHE HeCIIell-
MQUYIECKUMH TPHUITEPAMH), CKAOHHOCTBIO K CAMOAMMUTHPYIO-
IIeMy TEeYeHHIO, AMM30AAMH PpeOPHABHOI AMXOPAAKH, AAUTEAD-
HOCTb KOTOPOM 3aBUCHT OT HO30AOTHYECKOH IIPUHAAAEKHOCTH,
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axiyu (AeHKOLMTO3 ¢ HENTPOPHUABHBIM CABUIOM, MOBbIIEHH-
eM ypoBHeli 0cTpo¢asosbix 6eaxos) [2]. B ocose AB3 aexur
IIATOAOTHS BPOXKAEHHOTO 3BeHa MIC, IpHBOASIIAS K pelUAVBH-
PYIOIIeMY TeJEHHUIO «<CTePHABHBIX>, AOKAABHBIX HAY T€HEPAAH-
30BAHHBIX BOCIIAAMTEABHBIX IIPOLIECCOB, KaK IIPABUAO, IIPOBO-
IJIPyeMBIX BAUSHHEM Hecrienjurdeckux ¢axropos. Passurue
psiaa AB3 cBszaHo ¢ akTuBanueit nHGpAamMMacombl. IHpaamma-
COMa — BHYTPHUKAETOYHAsI COOPHAsI OPIaHEAAd, IPEACTABAEH-
Has B KACTKAaX MOHOIIUTAPHOTO PsIAQ, B COCTAB KOTOPOH BXO-
ASIT MHAKTHBUPOBAHHbBIE IJUTO30AbHBIE OEAKH, cOOMparomIrecs
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B AMHBIM MaKPOMOAEKYASIPHBIH KOMIIAEKC B OTBET Ha ITATOAO-
rugeckmit ctumya [3]. OcHOBHASL QyHKIMS MHPAAMMACOMBI —
3aITyCK BOCITAAUTEABHO PeaKIji B OTBET Ha OIIOCPeAOBAHHbIH
PeLieNTOpaMyl «CUTHAA TPEBOTH>, K KOTOPOMY OTHOCST 2 BU-
AQ TPHITEPOB: ITATOTeH-aCCOLMUPOBAHHBIA MOASKYASPHBIH ITaT-
TepH (PAMPS) 1 MOAEKyASIpHBIi1 IATTepH, aCCOLMMPOBAHHbII
c nopesxaenuem (DAMPs) [4].

ITpopsiBoM B Aevernn AB3 6b1AO yCTaHOBAEHHE BBICOKOM
KAMHIYECKOI 3¢ PeKTUBHOCTH IIPEIapaToB, OAOKUPYIOMUX 3¢-
dexr unTepaeitkuna-1 (IL-1). Ha AauHBINH MOMeHT B Mupe 3a-
PErUCTPUPOBAH LieAbl psip 6aokaTopos IL-1 u ero perernrropa
(anaxunpa [ S, 6], kanaxunyma6 [7, 8], pusonanenrt [9]) ans ae-
YeHUs ACCOLMMPOBAHHBIX C KPHONMPUHOM IIEPHOAMYECKHX
CHHAPOMOB, TTEPHOAMYECKOTO CHHAPOMA, CBSI3AHHOTO C perjern-
TOpOM (aKTOpa HEKpO3a OIYXOAU-aAba, CHHAPOMA THUIIEPHM-
MyHOrAo6yauHa D, ceMelTHOM CpeAN3eMHOMOPCKOM AXOPAAKH,
6oae3ru CTrAAQ B3POCABIX, CHCTEMHOTO I0BEHUABHOTO HAHOII-
THYeCKOTO apTpuTa M Backyamnta Kasacaku [10-12]. Caeayer
OTMETHTB, 9TO MepedeHb 3a60AeBaHMI HEYKAOHHO pacter [ 13].

Beicokast kauHMYecKas a$pPpekTHBHOCTD OAoKaTopoB IL-1
B AedeHnH AB3, maroreHeTHYecKH CBSI3aHHBIX C aKTHBaIlel
MH(GAAMMACOMBI, IpUBeAd K pOPMHUPOBAHUIO IIPEACTABACHUI
06 unTepaeitkun-1 3apucumbix 3a6osesanusx («IL-1 driven
diseases») [14]. B wacTHOCTH, OAHMM M3 aBTOPOB IIOAOGHOI
KOHIJEIII[IHU [IPEAAATAeTC sl AMATHOCTHYEeCKOe ex juvantibus uc-
TIOAb3OBaHHE KOPOTKOAEHCTBYIomux 6aokaropos IL-1 (ana-
KUHpA) B KauecTBe PUHAABHOTO 3Tama BepUPHKAIMH AHATHO-
3a B CAOXKHBIX cAydasx [15].

AyToBOCIIaAUTEABHDIE 3300A€BAHIS XapaKTEPU3YIOTCS HH3-
KVMMH IIOKa3aTeAsIMH 3a00A€BaeMOCTH U PACIIPOCTPAHEHHOCTH,
U B CBA3H C 3TFIM OHH BXOASIT B MEKAYHAPOAHbIE peecTpbl OppaH-
HbIX 3a60AeBanmil [16]. VAnonaTiaeckuil peuAMBApYIOHit
nepuxapaur (VPIT) — He uckAroueHue. AaHHAs IATOAOTHUS BHe-
CeHa B peecTp peAkux maroaoruit B Eporre orpha.net rmop koaom
ORPHA: 251307 B paspeAe CHCTeMHbIe M PeBMATHYECKHe 3300~
AeBaHuS B3pOCABIX U petei [ 17]. Kak nsBecTHO, nonsTHe opdan-
HOCTH OTIPEAEASIeTCSI PaCIPOCTPAHEHHOCTBIO HO30AOTHYECKOM
¢popmer B momyasiimn. K opdaHHBIM 3a00A€BaHUSIM OTHOCSTCS
HO30AOTUYEeCKHe (OPMbI, BCTPEYAEMOCTh KOTOPhIX KpaiiHe Ma-
aa [18]. B Esporneiickom Coto3e MOPOTOM AASL OTHECEHUS T1aTO-
AOTHU K OpQaHHOH SBASIETCS PacIpOCTPAHEHHOCTDb MeHee S Ha
10TpIC. HaceaeHws, Toraa Kak Beemmpras Opranmsanms 3apa-
BOOXPaHEHHUS AAET ONIPEACACHHE STOMY HOHSTHIO Kak 6,5-10 Ha
10s1c. Haceaenust. B CIITA opdanHbIM cumTaeTcst 3a60AeBaHMe,
nopaxxaroiriee He 60aee 200 ThIC. TPAXKAAH CTPAHDL.

B Poccmiickoit Pepepanuy Ha 3aKOHOAATEABHOM YPOB-
He AASL OpQAHHBIX 3a00A€BAHUI PErAAMEHTHPOBAHA YACTOTA
He 6oaee 10 Ha 10 Thic Haceaenus. OmpepeAeHHe AQHO B CTa-
Tbe 44 Qepeparvroro 3akoHa N¢ 323-03 «O6 ocHOBax oxpa-
HbI 3A0pOBbs TpaxkpaH B Poccuiickoit QPepeparpmu>. AaHHOMY
KPHTEPHIO YAOBACTBOPSIET MHOXKECTBO ITATOAOTHI, TeM He Me-
Hee B IIepedeHb «24 peAKHX HO30AOTHI» BXOAUT AHIIb MaAast
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X YacTb. BeiaeaeHne 3a60AeBaHMs B IPyIIITy OpaHHBIX CBsI3a-
HO C HEOOXOAMMOCTBIO Y4eTa IALIHEHTOB KaK AASI 0OeCTiedeH s
UX AOPOTOCTOSIIEH Tepamyel, Tak 1 AAs IIOMCKA HOBBIX 3 dex-
THBHBIX METOAOB TEPaNeBTUYECKOrO BO3ACHCTBHA. ODTUM Ije-
AsiM cAayxur TocyaapCTBeHHBIN peructp 3aboseBanus. AKTy-
AABHOCTD €TI0 CO3AAHMS Pe3KO MOBBIIIATCA B YCAOBIIX BHEADe-
HHS B IIPAKTUKY BRICOKO3(PEKTUBHBIX METOAOB TEPAITHH.

VianonaTideckuil perfMAMBHPYIONIMIL IIEPUKAPAUT B Ha-
CTosimiee BpeMs BCe Jallle PACCMATPUBAETCA C MO3HIIHH PeA-
KHX ayTOBOCIIAAMTEABHBIX 3a00AeBaHMil. OAHAKO HOMEHKAQ-
Typa 3a00A€BaHUsI, €0 MECTO B MEXKAYHAPOAHON KAACCHU-
Kanyu 00Ae3HeN U OIPEAEAEHHE BCAEA 3a HOBOM KOHIIEIIIMeH
IaToreHe3a U3MeHEHUH He IpeTepIIeAH.

Ompepesenne HPII, xotopoe npepsaraer Espomefickoe
obmectBo kapanosoro (EOK), TecHo cBsizano ¢ momsTHeM
OCTPOTO HEPHKAPAUTA U CTPOTOH accOLMaliell CO CBEeTABIM
(6eccMMITTOMHBIM) TIPOMEXYTKOM, AAUTEABHOCTb KOTOPOTO
AOAXHA ObITh He MeHee 4 Heaenb [ 19]. ITpu Takom mopxoae ecTb
PHCK IIPOIyCTUTh BTOpPOe OOOCTpeHHe 3a00AeBaHUS B Tede-
HUe MeCsIIIa, OIIMOOYHO OTHECS €T0 B CTPYKTYPY IEePBOTO AIIH-
30pa. CAeAyeT OTMETHUTD, YTO B IIEPBOM KAMHIIECKOM HCCAEAO-
Bagnu CORE-1 2005-2011rr, B KOTOPOM OIIEHMBAAACh 3¢-
($EKTUBHOCTD KOAXUIIMHA B IIPOPHAAKTHKE PEIIMANBHPYIONIETO
IIepUKAPANTA, OTOOP OGOABHBIX MPOBOAMACS HA OCHOBE AQH-
HBIX KAMHHKO-WUHCTPYMEHTAABHBIX OOCACAOBAHHUI, IIPU ITOM
He YYUTBIBAAOCh BPeMs A0 BO3HHKHOBeHHs oboctpenus [20].
ITosiBAeHIIe BpeMEHHOTO IIPOMEXYTKA, KAK 0013aTeABHOTO KPHU-
Tepusi auarHoctuku VIPII, BiepBble yIIOMSIHYTO B MCCAEAOBA-
Hru CORP-2 (2014 1.), rae AQHHBIE ITapaMeTpbl HCTIOAB30BA-
AVICb B Ka4eCTBe KPHUTepHeB 0TOOpA ITALEHTOB M CBETABII ITe-
proa ObIA paBeH 6 HeAeAsIM, YTO He IIOAAEXKAAO M3MEHEHHUIO
AQ3Ke TIocAe 60Aee AeTAABHOTO M3ydeHus natorenesa IPIT [21].
C y4eToM HOBBIX IpepcTaBAeHuUH O maroreHese MIPII u poan ay-
TOBOCITAACHHSI B €T0 PAa3BUTUU BAXKHA HEe AAUTEABHOCTb OeccrM-
IITOMHOTO TIEPHUOA], 2 AAUTEABHOCTb OOOCTPEHHIS, YTO HAIIAO
OTpaXeHUE B KPUTEPHSIX APYTUX AyTOBOCIIAAUTEABHBIX 3a00A€-
Banmit [19]. B cooTBeTcTBIM C 9THM COBpeMEHHOe ompepeae-
Hue VIPTT MoxxeT 3BydaTb CACAYIOLMM 00Opa3soM: HAMOIATHYE-
CKMIA PeMAVBUPYIOLIHI IEPHKAPAUT — PEAKOE, CIIOPAAUYECKU
BO3HHMKAIOI[ee AyTOBOCIAAMTEAbHOE 3a00AeBaHUE, BOBAEKAIO-
Ijee B TATOAOTMYECKHIT IIPOLIeCC CepO3HbIe 0OOAOUKH, IIPeUMy-
mecTBeHHO mepukapaa. Paccmorpenne WPIT B cexrpe AB3
IIO3BOASIET HE TPAKTOBaTh AAHHYIO IIATOAOTHIO, KAK OCAOXKHe-
HHe OCTPOTO NEePUKAPAHTA, KAK CIUTAAOCH paHee HEKOTOPbIMU
aBropamu [ 19]. PemanBHOe TedeHue — 3aKOHOMePHas 0CObeH-
HOCTb XpOHHYECKOTO II0 CBOEH ITATOPH3UOAOTHUH Ay TOBOCIIAAH-
TeABHOTO Hporiecca, 4To coamkaer MIPTI ¢ opyrumu AB3, TecHo
CBSI3aHHBIMH C aKTHBaLKell nHPAAMMAcOMBI [ 22 ].

ToBopst 06 ammpemuosoruu HPII, Heo6x0AMMO ykasars,
uT0 0,1% BCeX TOCIHTAAM3ALMIL B CBS3K C OOABIO B TPYAHOI
KAETKe IPUXOAUTCS HA Pa3AMYHBIE BAPHUAHTBHI IEPHKAPAUTOB.
ITo panrpM EOK, permauBel nmepukapauTa B TedeHue 18 Me-
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Ta6anna 1. Crpykrypa mopakeHus mepuKapaa
y MALJMeHTOB, TOCIUTAAU3UPOBAHHBIX B [IEPUOA C 1 THBaps
2015 r. o 1 siuBaps 2020t. B «HMUILT um. B. A. Aamasosa»

IToxazareAn n
O61ee YMCAO MALUEHTOB, N 4981
[TKTC (pannuit, To3AHUI, PEUAUBUPYIOLIHIL), n 4360
ITopaxeHue epUKApAA PA3AMYHOTO reHesa, 1 (%) 621 (100)
Temonepukapa, n (%) 113 (18,2)
Tupponepukapa, n (%) 224 (36)
Pannwuit AydeBoit nepuxapauT, n (%) 5(0,8)
KoHcTpukTUBHbIH niepuKkapauT, n (%) 14 (2,3)
MertacTarmyeckoe IopaxkeHye IEPUKAPAA H IEPBUYHOE 63 (10)
3AOKaYeCTBeHHOE HOBOOOpasoBaHue mepukapaa, n (%)
Aob6pokadecTseHHOE 06pasoBaHue mepuKapaa, n (%) 30 (4,8)
VanomnaTruyecKuil peAUBUPYIOLINI IEPUKAPAUT, N (%) 34(54)
ITepuxapaur Ha poHe peBmMaTudeckoro 3aboaesanus, n (%) 112 (18)
AexapCcTBEHHO-MHAYLIPOBaHHbIE
nopaxenus nepukapaa, n (%) 5(08)
Xponudeckuit nepukapaut, n (%) 14 (2,3)
Crenuduraeckuit mepuxapaut, n (%) 7 (1,1)

ITKTC - mocTrnepuKkapAMOTOMHBII CHHAPOM.

CslljeB IOCAE TIEPBOTO 3MMH30Aa BO3HMKAIOT B 20-30% caydaes.
Ilo AAQHHBIM HTAABSHCKHX HCCAEAOBaTeAel, pPacIpOCTpaHeH-
HOCTb OCTPOTO IIepHKapAUTa B cTpaHax EBpocorosa cocTapasier
27,7 1a 100 Toic. Haceaenus [ 19]. PacueTHOE e UMCAO MaleH-
toB ¢ MIPII 8 Espomne ne npesbimaer 5,4-8,1 Ha 100 ThIC. Hace-
Aennd. Pacripocrpanensocts MIPIT B poccuiickoit MOTyASITMU
HA CEerOAHAIIHMI AeHb HeusBecTHa. BBuAy oTcyTcTBHA eau-
HOI 6a3bl AAHHBIX ONPEACAUTD YHCAO MALMEHTOB C TAKOM PeA-
KO HO30AOTHYECKOH (OpPMOIL He ITPEACTABASETCS BOSMOXKHBIM.
OAHAaKO MOXHO PacCUHTATh IPEAIIOAAraeMO€e UHCAO IaIldeH-
TOB, UCIIOAB3Ys YPOBEHb FOCIUTAAU3AIIY HA KPYTAOCY TOYHbIE
KOJIKH B TedeHwe IoAQ [ 23 ], IpoLeHT rocrmrasnsanuy n3-3a 6o-
Aeil B TPYAHOI1 KA€TKe, MPHXOASIIMICS Ha MepHKApAUTHI [19],
u rporeHT VIPIT u3 o61mero yncaa nepukapAUTOB.

Hamu npoBepeHO peTpOCIeKTHBHOE HCCAEAOBAHME C Iie-
ADBIO TIPOAHAAUBHPOBATb BCE CAy4aH IKCCYAATHBHOIO II€pH-
KapAMTA B CTPYKType OOpaIjaeMOCTU B MHOTOIPOQUAbHBIH
DepepasbHBIA IIEHTP AAS YTOYHEHHS PEAABHON YaCTOTHI
WPII cpean Hux.

MarepuaA 1 MeTOABI

Ha epnHOM HHQOPMAIMOHHOM MEAMLIHCKON 0ase AQHHBIX
OI'bY «HMHUI] um.B.A. AamazoBa>» 3a mepuop ¢ 1 sHBaps
2015 ropa mo 1 stBapst 2020 roaa MpoaHAAMSUPOBAHbI BCE CAY-
Yau TOCTIMTAAM3AIMH C BHIIOTOM B IIOAOCTD IIEPHKApAQ PA3AMY-
HOH 9THOAOTHH Y MTAIIMEHTOB, AOCTHITIHX BO3pacTa 18 aeT. Boab-
Hbl€, IIEPEHeCIINe TPAHCIIAAHTALIAIO CEPALIR, OBIAU MICKAIOUEHBI
U3 MCCAGAOBAHMA. B 3aBHCHMMOCTH OT NMPUMMHBI IIOPAXKEHHS Ie-
PpHYKapAQ MALTMEHTHI 6b1AK pasaeaensl Ha 13 rpymmr. MccaepoBanue
IPOBOAMAOCH COTAACHO ITPUHIIUITAM XeAbCUHKCKOH AeKAApaIfHH.
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PesyabTaTsl

ITpu perpocnexTuBHOM aHaause 6oaee 6000 mcTOpwHit
00A€3HHM 32 YKA3aHHbII IIePHOA BbIIBACHO 4981 HOBBI CAy-
Jaif MOpakKeHHMs IePUKAPAA PABAMIHOMN STHOAOTHH, CPEAH KO-
TOPBIX Ha mocTrepukapAnoToMusii cuaapoM (ITKTC) npu-
xopurcs 4 360 Bcex caydaen. Ha poAro ske meprKapAMTOB Ipu-
xoauAcs 621 caygait. CTpykTypa pasAMYHBIX IO STHOAOTHU
IIepUKAPAUTOB IPEACTaBACHA B TabAnme 1.

O6cyxaeHue
Ha poato HPII mo pesyabrataM TIoOCHHUTAAM3ALUH

B8 HMUL] npuxoamnaock 5% nopaxenus nepukapaa (n=34).

Takast HU3KasE BCTPEYAEMOCTh MOXET OBITH 0OYCAOBAEHA He-

CKOABKHMY IIPHYUHAMHU:

1. IIpuMeHeHHEM KOMITAEKCHOTO U MYABTHAUCITUIIATHAPHOTO
MIOAXOAA C BBISIBAGHUEM 3THOAOTMYECKOro ¢$pakTopa Iepu-
Kappauta, oTamuyHoro or KPII, xoTopsifi, Kak M3BECTHO,
ABASIETCS 3a60A€BaHNEM-HCKAIOUEHHEM.

2. MckarouenneM u3 anaausa narpenTos ¢ IIKT'C mocae onepa-
IJMI Ha OTKPBITOM CEpALe, BKAIOYAsl €r0 peIfAUBHbIE Ppop-
MBI, IIOCKOABKY B HACTOsIIIlee BpeMs CUMTAETCS], YTO BKAAA
I'yMOpPaAbHOTO (IPHOGPETeHHOr0) UMMYHHUTETA TIPU JTOl
HO30AOTHYECKON pOpMe UTpaeT BEAYILYIO POAb. Apyrumu
caoBamy, passutre IIKTC maeT B 0CHOBHOM IO ITyTH ayToO-
HMMMYHHOH peakniuy, B oTamune oT MIPII, rae HecocTosTeAb-
HOCTDb MEePBHYHOTO 3BeHa MMMYHHUTeTa (ayTOBOCIAACHHS)
paccMaTpHBaeTcs B KadyeCTBe OCHOBHOT'O ITATOTeHeTHYECKO-
ro MexaHu3Ma. boaee TOro, MPUYHMHON rOCITUTAAUBAIIN CAY-
KHAQ HEOOXOAMMOCTb BBIITOAHEHFISI KAPAHOXUPYPTUIECKOTO
AedeHs], TOTAA Kak parHuit uan mo3puuil [ITIKTC 6b1au caep-
CTBHEM AQHHOTO BMEIIIATEeAbCTBA, A He IIPHYHUHOM.

3.IIpeacraBaenuem o ToM, uro passurue MPII B coorser-
CTBUM C HOBOM KOHILIENIMENH CBA3AaHO C ayTOBOCIIAACHU-
€M, [IPH HAAUIUY KOTOPOTO IPAKTUIECKH BCe 3a00AeBaHMUS
HMEIOT YepThI Op paHHBIX.

ITompobyeM 9KCTPAllOAMPOBaTh IOAYYEHHbIE AAHHBIE

Ha OOLIYIO MOIYASIIMIO B3POCAOTO HaceAeHust. 110 AaHHBIM

Ha 2016 rop, uricao rocnmrasuzanmii B Poccuy cOCTaBHAO

29351395, a uncaenHocts Haceaenus 146544710 veaoBexk.

Toraa 4MCAO IAIMEHTOB C IOpPa’KeHHeM IIePHKapAd pacdeT-

HbIM MeToAOM cocTaBuT 29 351. Mcnoab3syst AaHHbBIE, ITOAYYeH-

Hble TP aHAAM3€ TOCITUTAAU3AIMI BCEX CAyYaeB ITOPAKEHUSI

MIepUKAPAQ, YHCAO manuenToB ¢ MIPIT (5,4%) B Poccunm ponx-

HO 6bITh 0K0AO 1585 yeaoBek. Takum 06pasom, pacueTHast pac-

npocrpanenHocTs MIPIT B Poccuiickoit Pepepariiu MoxeT co-

craBaath 1,1 caydas ma 100 Thic. Haceaenus. beccropHo, aToT

PacYeTHBIH MOKA3aTeAb HeAB3sI pPACCMATPUBATh KaK NCTUHHBIM,

KOTOPBIF MOKHO IIOAYYHTD TOABKO CO3AQHHEM BCEPOCCHICKO-

ro peecrpa. TeM He MeHee, 9TH AAHHbIE MOT'YT CAY>KUTb OpHeH-

THPOM AASL AAABHEHIIErO U3Y4eHHsI 3a00AeBAHIUS H OIIPEAeAs-

10T HeobxoprmocTb BkatoueHwst VIPIT B rpymny opdannoit ma-

toaoruu B Poccuiickoit Pepepanum.
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Awuarnos MPII Tpebyer npoBeaerus AndpepeHIHaAbHOro
TIOMCKA AASL HCKAFOYEHHS APYTHX U3BECTHbIX IIPUYMH NepUKap-
AWTA U3 YFCAQ PEBMATOAOTHYECKHX ITATOAOTHI: ANPPY3HBIX 3a-
0OAeBAHMUIT COEAMHHTEABHO TKAHH, BACKYAUTOB, TPYIITY BOC-
TIAAMTEABHBIX apTPOIATHH, a Takke Apyrux AB3. B mepsyro
odepeab cpean HeMOHOTeHHBIX AB3 ¢ yueToM cXoACTBa CHM-
NTOMOB (KaK KAMHMYECKHX, TaK M AAGOPaTOPHbIX) HCKAIOYe-
Hus TpebyeT 6osesHp CTHAAAQ B3POCABIX, XapAKTepPU3YIONIAs-
cs1, Kak 1 VIPII, HeHTpOQUAPHBIM ACHKOLIUTO30M, 3HAYHTEAD-
HBIM IOBBINIEHHEM OCTPOQA3OBbIX IMOKA3aTeALH, B TOM YHCAE
deppurmna [24]. Heo6x0AMMO OTMETHTB, YTO CYIIECTBYIO-
mue Kaaccuukarmonnste kpurepun MPIT u 6oaesun Crua-
A B3POCABIX YaCTO He IIO3BOASIIOT IIPOBECTH OKOHYATEABHbIN
AudpepeHIaAbHbIN AMATHO3, ecAr 6oaesrb CTHaAa poTeKa-
eT ¢ siBAeHMsIMH eprKapauTa [25]. Cpean Monorennsx AB3
B IIEpPBYIO OUepeAb TPeOYIOT HCKAIOUeHH s 3 3a00AeBaHIs, IPO-
TeKaoI1e C KAMHUKOMN PelHAUBHPYIONIEro MepuKapAUTa: Cpe-
AM3eMHOMOPCKAsl AMXOPAaAKa, MEPUOAMYECKHI CHHAPOM, ac-
conuuposanHbll ¢ MyTanueir PHO-aabda, meproaudeckuit
CHHAPOM, aCCOIMMPOBAHHBIN C AeQHIIUTOM MEBAaAOHATKHHA-
3bL. FICKAIOUMTD AQHHbIE 3200A€BAHNS TO3BOASIET TeHETUIECKOe
obcaepoBanne. OTCYTCTBUE IIOAHOLIEHHO IMPOBEACHHOTO AUG-
¢$epeHIaAbHOTO ITOMCKA IPUBEACT K 3aBBIIIEHHBIM ITOKa3aTe-
Asim BerpedaeMocTu IPT B 061iieit OITYASIIINK HACeASHUSL.

Aeuenne MPII, mopo6nO Apyrum AB3, ocHoBbIBaeTcs
Ha IpUMeHEHHHU IPOTHBOBOCIIAAMTEABHOM Tepanuu. B Ha-
crosiijee BpeMs MUPOKO npuMeHsieTcs: kKombunars HITBIT
B COYETAHMH C KOAXHIUHOM, YTO B PSIA€ CAYYaeB AAeT XOpo-
mmit pesyasrar [19]. OAHAKO AQHHAS CTpaTerus UMeeT psp
OrpaHMYEeHUH: TONBITKY OTMEHBbI BbIIIeyKa3aHHOH TeparnuH,
COTAACHO CYIIECTBYIOIMM PEKOMEHAQAIMAM, MOXHO IIpeA-
IPUHUMATD TOABKO Yepe3 6 MecsIjeB OT HadaAd TePAIIMH, YTO
B OOABIIMHCTBE CAy4aeB IPHBOAUT K PELIHAUBY 3a00AeBaHMs
u TpebyeT BO30OHOBAEHMS Tepamuu. B cBoI0 ouepeap, AAK-
TeabHass Tepamus HIIBII accommupoBasa ¢ HeMHHyeMbIM
POCTOM CepAEYHO-COCYAMCTBIX U JKEAYAOUHO-KHIIEYHbIX OC-
AOXHeHHI [26]. AAuTeAbHAs Tepamns KOAXHIMHOM TaK-
Ke CBSI3aHA C Pa3sBUTHEM IOOOYHBIX 9PPEKTOB CO CTOPOHBI
XKEAYAOUHO-KUIIEYHOTO TPAKTA, YTO OTPAHMYMBAET IIPHEM
AQHHOW IPYIIIbI AeKAapCTBEHHBIX Ipemnaparos [27]. Hepea-
KO MMEIOTCSI ¥ A0COAIOTHbIE POTHBOIIOKA3AHMS, CBSI3aHHbIE
¢ HapyleHueM (QYHKIMOHAABHOTO COCTOSHMA modek. B 20-
30% cAyyaeB BBIABASIETCS PE3UCTEHTHOCTb K KOAXMIIMHY,
4TO TpeOyeT HA3HAYEHHS] AAMTEABHON TEPAIIHU TAIOKOKOP-
THUKOCTEPOHAAMHU B CPEAHHUX M BHICOKHX A03aX C YOpMUpPOBa-
HMEeM CTePOMA-3aBUCUMOCTH M CTEPOMA-PE3UCTEHTHOCTH, ac-
COLMMPOBAHHBIX C CEPACYHO-COCYAUCTHIMU OCAOXKHEHHAMH,
UHQEKIUAMY, OCTEOIOPO30M, AMCIAEKTPOAUTHBIMU Hapy-
LIeHHSIMH, CTePOMAHBIM AMA0eTOM U Pa3BUTHEM BTOPHYHOTO
cuappoma Kymmunra [28].

ITpeoaoAeHMe 9THX IIPEISTCTBHII CTAAO PEAABHBIM OAAro-
Aapsi BHEAPEHMIO B KAMHMYECKYIO ITPAKTUKY aHTHI[MTOKUHO-
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Pucynox 1. Auzaitn nccaepOBaHHA

Aenb 0 Aenb 84*

LHepnoA PaHAOMHU3HMPOBAHHOM OTMeHBI 24 HeAeA]/I]

RPH-104 80 mr 2w

Safety

follow-up

Tlepuoa
TIOATOTOBUTEABHOMN
Tepanuu 12 HepeAb

- Tlaane60 Q2w

8 HepeAb

RPH-104 80 mr 2w

Tlepuoa

CKPHHHUHIA
0-28 pnein

Tlepmoa
HOATOTOBHTEABHOM

Tepanuu 24 HepeAn

Aenb 168*

RPH-104 80 mMr q2w

n=20
MAIUMeHTOB

* - PaHAOMUBALNS; ** TIEPEXO0A B OTKPBITOE AAMTEABHOE HCCACAOBAHHE 6e3omacHoCTH

ok

Safety
follow-up

[ RPH-10480wr 2w |

8 HepeAb

{ Taane6o q2w ]

{HepHoA PaHAOMHU3HMPOBAHHOM OTMeHbI 24 HeAEAH}

u adppexrusnoctu RPH-104 npu coraacuu narnuenTa — SO Hepeab. Aenb 0 — nepsoe Beeaenre RPH-104. Q2W — opuH pa3 B 2 HeaeAu.

—> - TIIpEAIIEeCTBYIOIas TepaIis HIIBIT PI/PIAH KOAXHUITMHOM (MOHOTEPGHI/I}‘I UAA KOMGPIHGL!I/I}I).

—> — mpeaurectByomas repamus T'KC (MOHOTepanm uau kombunanus ¢ HIIBIT u/uau KOAXI/ILU/[HDM).

Boii Tepanuu. B 2015 roay 3aBepmmaoch KAMHHYECKOE HCCAE-
soBarnue AIRTRIP «PaHaoMuanpoBaHHOe ABOHHOE cAelioe
IAaLe60-KOHTPOAMPYeMOe MHOTOLIEHTPOBOE  HCCAEAOBA-
HUe AASL OLIeHKM 9¢$PeKTHBHOCTH, IIePEHOCUMOCTH U 6e30-
IIACHOCTH AaHAKMHPBI ¥ B3POCABIX M ACTEH C MAUOIIATHIECKIM
PelMAMBUPYIOIIUM IIEPUKAPAMTOM C OTMEHOM CTaHAApT-
HOM TIPOTUBOBOCIIAAUTEABHOMN TEPAIMHU >, KOTOPOE He TOAb-
KO ITOATBEPAHAO BBICOKYIO 9 PEeKTHBHOCTD U H€30IIaCHOCTD
AQHHOI TepamuH, HO M OOOCHOBAAO BO3MOXHOCTh BKAIO-
vennst VPIT B rpynry AB3 [29]. B mrone 2020 roaa 3asep-
muaach TpeThs dasa mccaepoBanus RHAPSODY «Mex-
AyHapOAHOe MHOIOIIEHTPOBOE ABOMHOE CAeIloe IIAalie-
60-KOHTPOAUPYEMOE PAHAOMHU3UPOBAHHOE HCCAEAOBAHME
AASL OLleHKH 9($eKTHBHOCTH U 0e30IIaCHOCTU A€YeHUs PU-
AOHAIIETITOM Y TAIJeHTOB C PellMAUBUPYIOIUM ITePHKAPAU-
TOM C OTMEHON CTaHAAPTHOM NPOTHBOBOCIAAUTEABHOMN Te-
pamuy>, OperapaT PUAOHAIENT NAAHMPOBAACA K PEerucTpa-
run B CIIIA B kon1e 2020 1. o mokasaumto MPIT [13].

OTO CO3AAAO0 MPEATIOCBIAKH AASL Pa3pabOTKH OTedecTBEH-
HOro mpermapara, 6aokupymomero MA-1p — RPH-104 u mpo-
BEACHHUSI IMOAOOHBIX KAMHUYECKHX HCCACAOBAHUI Y OOABHBIX
¢ 1PII B Poccun. PaspaboTaHHast MOAEKYAQ SIBASIETCSI peKOMOU-
HAHTHBIM TeTePOAMMEPHBIM THOPUAHBIM O€AKOM, KOTOPbIi U3-
bupareabHO cBsispiBaeT 1 uHaKTHBHpYeT MIA-1(. Ero moaexy-
ASPHAs MAcCa IIOYTH BABOE MeHbIlle aHAAOTOB AAHHOTO KAACCa,
4TO IPEATIOAATAET Aydlllee IIPOHUKHOBeHHe B TKaHU. [Ipemapar
IPOIIEA TIOAHBIH CIIeKTP AOKAMHIYECKHX HCCAEAOBAHMH in vitro
1 in vivo 1 nepenteA B $asy KAMHHYECKUX HCCACAOBAHUH.

AM3aliH KAMHUYECKOTO MCCAGAOBAHHS IPEACTaBASET CO-
60i1 ABOFIHOE CA€llOe, PaHAOMU3HPOBAHHOE, IAaLe60-KOH-
TPOAUpPYEMOe UCCACAOBAHME AAMTEABHOCTBIO A0 60 HepeAp,
IIeABI0 KOTOPOTO CAYXXUT OIieHKa 9pPeKTUBHOCTH U 6e30-

76

nacHoctu npemapata RPH-104 Aaq AeveHms manueHTOB
¢ UPII B po3e 80 Mr moakoxkHO 1 pas B 2 Hepean. Kannunye-
CKOe MCCAGAOBAHHE COCTOUT U3 2-X YacTeH: HaYaABHOTO Ile-
PHOAQ, 3apadeil KOTOPOTO ABAAETCS YHHUPHKAIMS IIPOBOAH-
MO Tepanuu (ormena xoaxwrmaa u/uan HIIBII, ormena
I'’KC), MHAYKIHSI KAMHMKO-A260PaTOPHOI PEMHCCHH Ha MO-
HOTepaluy HCCACAYeMBbIM IIperapaToM, U IIEPHOA PaHAO-
MH3aLUOHHOH OTMeHbI. Hy’>XHO OTMeTHTD, YTO IAIjeHTHI,
PaHAOMHUBHPOBAHHbIE B IPYIIIY MAALe60 M CTOAKHYBIIHECS
C peLIMAVIBOM IIEPHKAPAUTA, UMEIOT BO3MOXXHOCTb BHOBb ITe-
peHTH Ha IIpHeM IIpelapara AO 3aBepIIeHHI AAHHOTO IIepPHO-
Aa. Tlocae oxoHYaHMS ITepHOAQ PAHAOMHM3HPOBAHHOM OT-
MeHBI MAIJeHTaM OyAeT IMPEAAOSKEHO IIPOAOAKHUTD YIacTHe
B OTKPBITOM UCCAGAOBAHUH AAUTEABHON 0€30I1aCHOCTH U 3¢-
¢exrusHOCcTH RPH-104 B Teuenue SO nepean. Ilpu oTkase
OT AQABHEMIIEro YYacTHs MAILJMeHTBI IIPOAOAXKAT HabArOAe-
HUe C IOCAEAYIOIIMM 3aBepIieHneM nporpammst (puc. 1).

IlepBudHas KOHe4HAs TOYKA UCCAEAOBaHUS — Bpems (Ko-
AMYECTBO AHEi) AO Pa3BUTHUS PELMAUBA B TeueHHe 24 HeAeAb
IIOCAE PAHAOMM3AIMHU IIPH IIpuMeHeHuM mpemnapata RPH-
104 B cpaBHeHuu c naaune6o y manuentos ¢ MPIT. Mccaepo-
BaHHe CTAPTOBAAO B KoHIje stHBaps 2020 ropa Ha 6aze PTBY
«HMMHI] nm. B. A. Aamazosa>. Ilo pesyabraram nccaepoBa-
HUS O)KHAQETCS PeTHCTPAIIHUs IEPBOTO OTEYeCTBEHHOTO OHO-
AOTHYECKOTO IpernapaTa o noxasanusm HPIL

KauHryeckoe HccAepAOBaHHE 3aperMCTPHUPOBAHO Ha
ClinicalTrials.gov 1mo0p HAHTHQUKAIIMOHHBIM HOMEPOM
NCT04692766.

Kongauxm unmepecos ne 3assren.

Crarpsanmocrynuaa24.11.2020
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