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Uanonatnueckui peuuauBUPYIOLUK NEPUKAPAUT
KaK ayToBOCNa/iuTe/IbHOe 3aboneBaHue

C.B. Moucees ', H.B. Tpowwuna 3, A.C. Mogycos %, A.C. Mowucees ',

B.B. Pamees ', I1.1. HosukoB '

MpuonaTtuueckuin peuuaMBUpYIOLLMI NepuKkapauT
(MPT) oTHOCAT K peakWUM 3aboneBaHUaM, XOTs
PeLMHaHBbI PA3BUBAIOTCSA NPUMEPHO Y TPETH NaL-
€HTOB C OCTPbIM NEPUKAPANUTOM Pa3/IMHHOM 3TUO-
noruu. NPT B HacTosLLee BpeMsa paccMaTpuBaioT
Kak ayToBocnanutesibHoe 3abonesaHue, CBA3aH-
HOE C HapYLLUEHWEM BPOXKAEHHOrO UMMyHHTeTa. B
No1Ib3y 3TOro CBUAETENIbCTBYIOT TUMMUYHOCTb NOJIU-
Cepo3uTa A1 MOHOT€HHbIX ayTOBOCNANIUTE bHbIX
3aboneBaHui, TaKMX Kak nepMoauyeckas
60ﬂe3Hb, BO3MO>XHOCTb BbIAAB/IEHHUA BaPUAHTOB
reHoB, OTBeualoLLMX 3a ayToBocnaseHue (B yact-
Hocth MEFV, MVK, NLRP3, TNFRSF 1A), y nauu-
eHToB ¢ WP, ructonornyeckre npusHaku
aKTUBaLMK UH(IaMMacOMbl B NEPUKAPLE NPU ero
XPOHWYECKOM BOCMA/IEHUHU U IPPEKTUBHOCTb
UHIrMbuTOpPOB MHTepneikuHa (U)-1, Gnokupyio-
LUMX KIIOYEBOM MegnaTop ayToBocnaneHus. B
cTaTbe Ha NpUMepe KJIMHUYECKOro HabnoaeH s
paccmatpuBatotcsa nposisneHus UPI, metogbl ero
[IMArHOCTHKM U JIEUEHHUS], B TOM uncie 3deKTUB-
HOCTb FOh/IMKMULENTA — HOBOFO OPUIMHA/IbHOrO
uHrubutopa UJI-1.

KnioueBble cnoBa. Mouonamuueckuii peyu-
QuBupyrouwuti nepuxkapdum, aymoBocnaseHue,
uHaubumopsl uHmepaelkura-1, eogpaukuyenm.

Moucees C.B. Camoe pacmpocTpaHeHHOE
3aboJieBaHME MepUKapaa — OCTPBIM TepuKap-
JIUT, COMPOBOXAAIOUIMICS UM HE COMPOBOXK-
JNAIOLIMIACS BBIMOTOM B TEepPUKAPAMAIBHYIO
cyMKy. CreKkTp MpUYMH OCTPOTO TMepUKapaAuTa
OYeHb HIMPOK M BKJIIOYAeT B ceOs BUPYCHl U
JIpyTie MUKPOOPTaHU3MbI, B TOM 4YHCJIE
Mycobacterium tuberculosis, ayTOMMMYyHHBbIE
(mpexxne Bcero cucTeMHasi KpacHasi BoJyaHka —
CKB) u ayroBocnajaute/bHble (IEpUOAMYECKast
0oJsie3Hb U Op.) 3aboneBaHus, UHMOAPKT MHUO-
Kapna (3MMCTeHOKAPAUTUUECKUI TIepUKApANUT U
cuHiapom Jlpecciepa), MoOBpexaeHHUE cepala
MPY Pa3TUYHBIX BMEIIATeNbCTBAX (A0PTOKOPO-
HapHOe IIYHTUpPOBaHUE, MPOTE3UPOBAHUE
KJIallaHOB, YPECKOXXHOE KOpOHApHOE BMella-
TEeJIbCTBO, UMIUIAHTAIIMST UICKYCCTBEHHOTO BOJIM-
TeJs puUTMa M T.O.), YPEMMIO, DPEAKO
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JekapcTBeHHble cpenactsa [1,2]. Ot nepukapau-
Ta CJelyeT OTIMYaTh HEBOCTIAIIMTEbHBIN TIepH-
KapAuaJdbHBI BBIIOT (TpaHCCydaT), KOTOPBIi
MOXET OBITh CJIEJCTBUEM ME30TEITUOMBI MEpH-
KapJa W MEeTacTa3oB, TMIIOTHpeo3a, Hedpo-
TUYECKOr0 CUHAPOMA, 3aCTOMHOU CepaeuyHoi
HEIOCTaTOYHOCTH, LIMPPO3a MEeYEeHU, TpaBMbL. B
pPa3BUTBIX CTpaHax 4allle BCEro BCTpeYaeTcs
UAMOTIATUYECKUU TepUKapAUT TMPEAToNOXU-
TeJIbHO BUPYCHOU 3TMOJIOTHUH, B TO BPEMS KaK B
pa3BUBAIOIIMXCS  CTpaHaX, B  YaCTHOCTHU
Adpuku, BeaylIylo pojib B 3TUOJOTUM TEPU-
KapauTa TMO-NPeXHeMY WIpaeT TyOepKynies,
KOTOpPBII Hepenko coderaercsi ¢ BUY-undek-
uueit. [ToaTBepAUTh BUPYCHYIO TUOJOTHIO OCT-
poOro mepuKapAuTa CJIOXHO, a TPOBEIEHUE
BUPYCOJIOTUUECKUX MCCASTOBAHUI Yallle BCETo
HE MMeEeT CMbIcia (32 MCKIIOYEeHHEeM BUpyca
UMMyHoIe(UIIMTa YeJIOBEKA U BUPYCOB renaTu-
ta B 1 C), Tak KaK uX pe3ybTaTbl HE BIUSIOT
Ha TaKTUKY BeleHMs MalueHToB [2]. Y mauueH-
TOB C BBIMTOTHBIM TEPUKAPIUTOM, KOTOPBIii
COXpaHSIeTCsl WIM PEeLUIMBUPYET HECMOTPS Ha
JleueHue, HeoOXOIMMO TaKXe YUYUThIBATh BO3-
MOXHOCTbh TyOepKyzie3a. B mepBylo oudepenb
HUCKJII0YaTh €ro HeoOXOAMMO TIpU HAIUYUK
TUMUYHBIX CUMIITOMOB (MOXY/AaHUE, MOTIU-
BOCTb 10 HOYAM, JIMXOpajKa, JUMMaaeHOaTHsl,
W3MEHEeHUs] Ha pEeHTreHoTrpamMmax JIeTKUX) U
(akTopoB pucka, Takux Kak MPOXUBAHUE B
SHIEMUYHOM pErMoHe, MMMYHOCYIIPECCUBHAs
teparmusa, BUY-undexkunsa n t.m. [3]. OTtpu-
LIaTeIbHBINM Pe3yabTaT TyOepKYJIMHOBOM MpPOOLI
CHUXAET BEPOSITHOCTb AMarHo3a Tybepkysesa,
HO TIOJIHOCTBIO HE MCcKIovaer ero. s mom-
TBEPXKIEHUS JUarHo3a HeoOXoAMMO Mccen0Ba-
HME TepUKapAMaIbHONW KUAKOCTU (TIOCeB,
roJiuMepasHasi 1eMHast peakiusi), XoTsl pe3ysib-
TaThl €r0 MOTYT 0Ka3aThCs OTPULIATEbHBIMU,
MMO3TOMY B BHAEMUYHBIX PETMOHAX MPAKTUKYET-
Ccsd OMIupuyeckas TPOTUBOTYOEpKYyJIe3Has
Tepanus.

OcTpblii TIepUKapAUT OOBIYHO XapaKTepusy-
eTcsl OJaronpusTHbIM TEUYEHHEM W TIPOXOAUT
0e3 MOoCJeACTBUI, OMHAKO Y YacTU MallUeHTOB
CHUMIITOMBI COXPAHSIIOTCSI B T€YCHUE JUIUTE]b-
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HOTO BPEMEHU WM PELUAUBUPYIOT (PELMIAMBOM CUMTAIOT
MTOBTOPHBIN 3MM30 OCTPOTO MEPUKAPINTA, Pa3BUBAIOIIMIA-
cs1 mocne 4-6-HemaenapHOro GeccMMIITOMHOrO Tepuoza) [1].
[Ipu peuuanMBUpyIoOleM MEPUKAPANTE MOBBILIAETCS PUCK
CepbEe3HBIX OCJIOKHEHM, TAKUX KaK TaMITOHama cepiia u
KOHCTPUKTUBHBINM TMEePUKApAUT. B MpOIITOM TJaBHBIMU
MPUUYMHAMU PELMAMBOB MEPUKAPIUTA CUMTAIN PEaKTUBA-
LIMI0 BUPYCHBIX WMHOEKUUN/MHOUIIMPOBAHUE IPYTUMU
BUpyCaMM M ayTOMMMYHHbIE HApyIIEeHUs, OMHAKO CETOIHS
OoJsiee BaXHOE 3HAYEHME TMPUIAIOT aKTUBALMU BPOXAECHHO-
ro UMMYHUTETA, T.€. ayTOBOCIAJICHUIO [4].

Kak yacrto HaOmomaeTcsl pelUAUBHUPYIOIIEe TeueHUe
nepukapauta? MMeroTcst a1 AaHHble 00 3MUAEMUOJOTUU
WAMOTIATUYECKOTO peluauBrpyoiero nepukapauta (MPIT)

Hosukos I1.. VUPII otHOCAT K opdaHHBIM 3a00JIeBa-
HusM (B Poccuiickoit Denepaiiy KpurepueM X Bblaese-
Hus sBasieTcst yactota MeHee 1 Ha 10 000 HaceneHust), XOTsI
TOYHBIX JTAHHBIX O €T0 PAclpOCTPAHEHHOCTH HET, a TOJy-
YUTh UX CJOXHO B CBSI3U C OTCYTCTBUEM CIEIIM(UUECKOrO
koma B MexnyHaponHoil Kiaccudukalum 0oJe3Hei
(MKB-10) [5]. ITo maHHBIM PEeTPOCIEKTUBHOIO aHalIM3a
aMepUKaHCKOI 0a3bl JTAaHHBIX CTPAXOBBIX KOMIAHUii, 3a00-
JIEBaeMOCTh peluauBupyonmM mnepukapaurom B CLIA
cocraBmia 6,0 Ha 100 000 Hacenenus B rox (okoso 20 000
ciayvaeB), a pacrpoctpaHeHHocTh — 11,2 Ha 100 000 Hace-
nenenust (oxoso 37 000 cayuaeB) [6]. B Poccuiickoit
®enepanny pacyetHast pacrpoctpaHeHHocTh MPIT okaza-
nachk eie Hike — 1,1 Ha 100 000 HaceneHusI, XOTs yKa3aH-
HBII 1OKa3aTelib, BEPOSITHO, 3aHWKEHHBIH [7].

C MpakTUYeCKOi TOYKU 3peHHUsT BaXXKHOE 3HaYEHUE UMEET
PUCK pEeUMAMBUPOBAHMS OCTPOTO MEPUKAPAMTA, OLEHKA
KOTOPOTO TIO3BOJISIET BHIOpATh TAKTUKY JICUCHUS W OTpe/e-
JIUTH €TO MPOIOKUTENLHOCTb. B YIOMSIHYTOM BBIIIIE aMe-
PUKAHCKOM HCCJIeOBaHMM IO KpaliHed Mepe OauH
peuunuB nepukapanTa Hadmonancs y 2096 (27,9%) uz 7502
MalKMeHTOB, a CpelHee MX KOJUYECTBO B TeueHHe 2 JeT
coctaBwio 2,1611,95 Ha GompHOTO [6]. ¥V TTAaMEHTOB, TIepe-
HECIIMX TMEPBBIA PEUUANB MEepPUKapANTa, YaCTOTa BTOPOTO
peuuanBa coctaBuia 47%, mpuyeM PUCK HOBBIX 000CTpe-
HUIi 3a00J€BaHMS MTPOAOIKAT BO3pacTaTh MOCae Kaxa0ro
ouepeqHOTO peluanBa TmepukapauTa. Camoii BBICOKOM
YacToTa PELUIMBUPYIOIIETO TEUSHMs TepuKapanuTa Obuia y
MalMeHTOB, JJIUTEIbHO MOJYYaBIIUX TJIOKOKOPTUKOCTE-
POMIBI, YTO YKa3bIBAJIO Ha OOJIBIIYIO TSKECTh 3a00JIeBaHUS
y CTepOMI03aBUCUMBIX MAllMEHTOB. Pa3BuTHe TaMIOHAIbI
cepilia U KOHCTPUKTUBHOTO MEPUKAPAUTA Y MALMEHTOB C
PELUUIUBUPYIOIINM TIePUKAPAUTOM HaOMIONANN B HECKOJb-
Ko pa3 vamie (B 8,9% u 3,9% ciyuyaeB COOTBETCTBEHHO),
4yeM Y MalMeHTOB 6e3 MOBTOPHBIX 000CTPEeHU I 3a00/1eBaHUs

YacroTa pelMIMBOB TMEePUKAPAUTA BBILIE Yy MOJOIBIX
JoJeii, B TO BpeMsl KaK y MalMeHTOB TOXMJIOTO BO3pacTa
YBEJIMUMBACTCSI PUCK OCIOXHEHUIA 3a00I€BaHMsI, TAKMX KaK
Gubpunasiuus mnpeacepauii M TamnoHaaa cepauna. B
KOrOPTHOM HcciaenoBaHuu (n=471) peuuauBbl OCTPOTO
nepuKapauTa (MIMomaThIeckoro B 73% ciydaeB) y Tamu-
€HTOB B Bo3pacte 18-35 net pazsuBanuch Oosiee yem B 1Ba
pasa vaile, 4eM y MalMeHTOB B BO3pacTe crapiie 75 jer
(43,0% m 16,2% cooTBeTCTBEHHO) [8], 4TO, MO MHEHUIO

aBTOPOB, OOOCHOBBIBAECT 0oJjice “arpecCUBHOE” JIEUEHME
TepUKapIUTa Y MOJIOMIBIX JIOIEH.

Enie ogHuM (pakTOpOM, MOBBILIAIOIIMM PUCK PELIUANBU-
pYIOLIEro TeYeHUs MepUKapauTa, CUUTAIOT “BOCHAIUTEb-
HbIE  (eHOTMN”,  XapaKTepMU3YyIOIIMUICS  HaTUIuem
MePUKAPANATBHOTO BLITTOTA U MOBBIIIEHUEM KOHILEHTPALIUU
C-peakruBHoro 6enka (CPB). B xoroptHoM uccienoBaHuu
yKa3aHHbIe TPU3HAKU ObUIM BBIABIEHH y 60,7% u3 918
MalMeHTOB C OCTPbIM TMEePUKAPAUTOM (MAMOMATUYECKUid B
82,1% ciyvaes) [9]. B Teuenue B cpemtem 22,5 Mec y manu-
€HTOB C BOCTIAJUTEIbHBIM (DEHOTUIIOM OTMEYEHO 3HAUM-
TEJILHOE YBEJIMUEHNE YAcTOThl peluanBoB (46,0% u 31,0%
cootBeTcTBeHHO; p<0,0001) 1 cokpallieHre UHTepBaia Bpe-
MeHU JI0 pellIrBa IepUKapauTa 1mo CpaBHEHUIO C TAKOBHI-
MU y TAlMEHTOB 0e3 YKa3aHHBIX MPHU3HAKOB BOCIMAIEHUSI.
Hanuuue BocnanuteabHOro peHoTUIA B 2 paza yBeJIUIMBa-
JIO PUCK PELMANBOB TIepUKapANTA.

Moucees C.B. UPII cerogHst oTHOCST K ayTOBOCHAIU-
TeJbHbIM 3a00JIEBAHUSIM, XapaKTePU3YIOLIUMCS TEPUOINYe-
CKUM pa3BUTHEM JIOKAJU30BAaHHOTO WJIH CUCTEMHOTO
BOCTMAJIEHUSI TIPY OTCYTCTBUM KaKWX-JIMOO 3TUOJOTUYECKUX
(akTOpPOB M AyTOMMMYHHBIX HapyLIEHUH, T.e. ayTOAHTUTE]
WM ayTopeakTuBHBIX JuMdounTtoB [10]. OcHOBHYIO posib B
MaToreHe3e ayTOBOCMAJeHMsI UIPAIOT TeHETUUECKU HeTep-
MUHMPOBAHHbBIC HAPYLIEHUST BPOXKIECHHOIO MMMYHUTETA.
IMprunHamu ayroBocnanuteabHoro orseta npu MPIT cum-
TalOT creur@uyeckre MOJEeKY/bl (“CUrHAIbI OMacHOCTU”),
KOTOpbIE BBIJE/SIIOTCS MUKPOOPraHu3mMamu (pathogen-asso-
ciated molecular patterns — PAMPs) wnn oGpasyorcst nipu
TOBPEXIEHUM KIEeTOK (damage-associated molecular patterns
— DAMPs) 1 B3aMMOJEICTBYIOT C pelienTopaMy pacro3Ha-
Banus martepHoB (PRR), takumu kak TLRs (toll-momo6-
Hele peuentopsl), NLRs (HyKJIeoTHa-CBS3bIBAIOIINE
osnuroMepusaluoHHblie jgomeHbl), CLRs (ieKTMHOBbBIE
peuenTopsl, cBsa3biBalomue MaHHO3y) M RLRs (RIG-
MoA00HbIe pelienTophl). B KOHEUHOM UTOre paclio3HaBaHue
PAMP wu/unu DAMP cneuuduyeckumu perientopaMu
3amyckaeT GopMUpOBaHWE MH(IAMMAcOMBbl — KPYITHOTO
MOJIEKYJIIPHOTO KOMIUIEKCa, OJHUM U3 KOMIIOHEHTOB
KOTOpO#l sIBJIsIeTCs TpoKacmasa-l, mpeBpaiiaroiiascs B
Kacmasy- 1. I[ToceaHsist BBI3BIBAET CEKPEIINIO MHTEPIEHKIHA
(NJ1)-1 u NJI-18, obnagaroiimux MOILIHONM TIPOBOCIAIUTEb-
HOWM aKTUBHOCTBIO. B oT/IMYMe OT MOHOTEHHBIX ayTOBOCIA-
JUTETbHBIX 3a00JieBaHUI, TaKMX KaK TIepuoanveckast
0ose3Hb, pu MPI1 mepBuYHbIi reHeTUYeCKUl Ae(eKT He
YCTaHOBJICH, TIO3TOMY €r0 OTHOCSIT K IOJIMTEHHbIM 3a00J1e-
BaHusiM. Kakue naHHbIe MMOATBEPKIAIOT POJIb ayTOBOCTIAJIe-
Hus B natorenese MPIIT?

PameeB B.B. AyroBocnanurenbHas npupona UPIT nox-
TBepmaeTcsl 3((HEKTUBHOCTHIO B €r0 JIeUeHUM KOJXMUIIMHA
U1 0c00eHHO nHruouTopos MJI-1, 6J0KUPYIOIINX KIIOUEBOI
MeaMaTop ayroBocnayieHusl. B HacTosiiee Bpems mperiapa-
TBI OTOI TPYIIIBI C YCIIEXOM MPUMEHSIOT KaK TIPU MOHOTEH-
HbIX (mepuoaumyeckast 6Gose3Hb, TRAPS cungpowm,
KPUOMMPUH-ACCOLIMAPOBAHHBIN TIEPUOAMIECKUIA CUHAPOM,
HEIOCTATOYHOCTh MEBAJIOHATKMHA3BI), TaK W TOJUTCHHBIX
(6one3up CTmiia, a TakKe MOJArpUUYeCKUil apTpUT) ayTo-
BOCHAJIUTENIbHBIX 3a00JyieBaHusIX. [1onKrcepo3uT OTHOCUTCS
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K XapakTepHbIM MPOSIBACHUSIM MOHOTE€HHBIX ayTOBOCHAJIM-
TEJTbHBIX 3200JIeBaHUI (CEMENHBIX TIePUOANIECKUX JIUXOpa-
JIOK), XOTs 1O YacToTe MEePUKApAMT YCTYMaeT BOCTAJIEHUIO
Jpyrux ceposHbix odonouek. C. Peet u coaBT. mpoaHaIu3u-
poBasiM yYacToTy mnepukapauta y 1910 mauueHTOB ¢
MOHOTE€HHBIMU CUCTEMHBIMU ayTOBOCTIATMTEIbHBIMU 3a00-
JIeBAaHUSMU, B TOM 4YHUCJIE MEPUOAUYECKON 00Je3HbIO
(n=1316), TRAPS cunapomom (n=278), KpUOTTUPUH-ACCO-
LIMAPOBAHHBIM IEPUOANYECKUM CHHApPOMOM (n=234) u
HEIOCTaTOYHOCThIO MeBaJioHaTKMHa3bl (n=82) [11].
OcTpblii U pEeUMAMBUPYIOIIMI TEPUKAPIUT Yallle BCETro
BCTpevasucs TpU HEJOCTATOYHOCTM MEBaJOHATKUHA3BI
(3,7% w 2,4% cOOTBETCTBEHHO), pexke — TPH KPUOIUPHH-
acCOIMUPOBAHHOM TepuoanueckoM cuuapome (1,3% u
0,4%), nepuognyeckoii Gonesuu (0,4% n 0,1%) u TRAPS
curapome (0,7% n 0%). IlepukapanT oOBIYHO Pa3BUBAJICS
JI0 Havaja MaToreHeTUUECKON TeparyH.

B tom ke nccaenoBanuu y 128 mauuenTtoB ¢ MPII Obuin
u3ydyeHbl BapuaHTel 4 reHoB (MEFV, MVK, NLRP3,
TNFRSF14), oTBeyalolmux 3a pa3BUTUE MEPEUMCICHHBIX
BbIIlIE MOHOTEHHBIX ayTOBOCMAJUTEIbHBIX 3a00JeBaHUI.
Mytauuu reHa TNFRSFIA BbisiBIeHBI He ObLIU, OIHAKO Y
11 manueHTOB OMpeAesINCh TMaTOTeHHBbIE WU BEPOSTHO
rnaToreHHble BapuaHThl reHoB MEFV (n=9), MVK (n=1) u
NLRP3 (n=1), npuyem yactota BapuaHToB reHa MEFV
(7,0%) y maumentoB ¢ WMPII 3HauuTenbHO MpeBbINIANA
TakoBYyIO B 0a3e maHHbIX gnomAD. B moxoxem ncciaenoBa-
HUM BapUAHTbI TEHOB, CBSA3aHHbBIX C BOCIAIMTEIbHBIM OTBE-
TOM, ObLTU BhIsIBIIEHB ¥ 16 (14,8%) u3 108 mamueHTOB C
peuuauBUpyIOIIUM nepukapautom [12]. B 11 cayyasax
MyTauuu JiokaauzoBaiuch B reHax NLRP3, TNFRSFIA n
MEFV, cBsI3aHHBIX C Pa3BUTMEM MOHOTEHHBIX ayTOBOCIIA-
JIUTEJIbHBIX 3a00JIeBaHUli, a B 5 — B APYIUX IeHax, acco-
uuupoBaHHbIX ¢ BocnajneHueMm ([FIHI, NFKBIA, JAKI,
NOD2 n ALPKI). U, nakonen, R. Thorolfsdottir u coasT.
IpY MeTa-aHajlu3e MOJHOIeHOMHBIX uccienoBanuii (GWAS
— genome-wide association studies) y 4894 mauueHTOB ¢
MEePUKAPIUTOM BBISIBUIM €TI0 aCCOLMAIINIO C IBYMSI BapraH-
TamMu reHa, koaupyiomero MJI-1, KoTophlil, Kak yKa3aHO
BblllIe, SIBJSIETCSl KJIIOYEBBIM MEAMATOPOM ayTOBOCHAIM-
TeJbHBIX 3a00eBaHuit [13].

Takxum o00pa3oM, C OZHOH CTOPOHBI, MEPUKAPAUT
SIBJISIETCS] OTIPENEJeHHBIM, XOTSl M HEYacCThIM MPU3HAKOM
MOHOTEHHBIX CUCTEMHBIX ayTOBOCIAJIMTENLHBIX 3a00JIeBa-
HUIi, a, C IPYroi CTOPOHBI, Y MALMEHTOB C PELUAUBUPYIO-
UM [EePUKAPAMTOM 3HAYMUTEJbHO yalle, YeM B
MOMYJISIUU, BCTPEYAIOTCS TATOTeHHBbIE WM BEPOSTHO
MaTOTeHHbIE BapUaHThl TEHOB, KOTOPBIE acCOLMUPYIOTCS C
Pa3BUTUEM YKa3aHHBIX 3a00sieBaHM. DKCIpeccust U akTH-
Banuss NLRP3 undramMmmacombl OblIM Takke Herocpen-
CTBEHHO  TOATBEPXAEHBI  TMPU  TUCTOJOTHYECKOM
HCClIeJOBAaHUM TKaHU MepUKapaa y MbIlIei ¢ 9KCIepUMeH-
TaJTbHBIM ITEPUKAPIUTOM, BHI3BAHHBIM 3UMO3aHOM, U TIAllM-
€HTOB C XPOHWUYECKMM TIEpUKApIUTOM, TMepeHeclInx
nepuKapadIKToMuio [14].

Mowucee C.B. Brbiiie ObuiM TpuBEACHBI Pe3yIbTaThl
KPYITHOTO MCCIeI0OBaHMsI, B KOTOPOM YacTOTy PELUANBOB
uzyvyanu 6osee yem y 900 maiMeHTOB ¢ OCTPBIM TMepuKap-
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qutoM [9]. Y GonblIMHCTBAa U3 HUX STUOJOTHIO 3a00s1€eBa-
HMS YCTAHOBUTD HE YIAJIOCh, OIHAKO Y 85 MalueHTOB Mepu-
KapIuT pPa3BUICS IOCHE Pa3IUYHBIX BMELIATEIbCTB Ha
cepaue (MOCTIePUKApAMOTOMHBIN), a y 45 — accoluupo-
BaJICSl ¢ Pa3MYHBIMU ayTOMMMYHHBIMUA WJIM CUCTEMHBIMU
BOCMAIMTELHBIMU 3a00IeBaHUSIMU. B aTUX IBYX Tpymnmax
penuAMBEl TiepuKapauTa Habmonamuch B 41,1% u 48,9%
ciayyaeB. Kak TpakToBaTh peliMaIMBUpPYOlee TeUeHNE TepH-
KapauTa U3BECTHOM 3THONOrUKM? MOXKHO JIM €ro TakKe CUM-
TaTh CJIEICTBUEM ayTOBOCTaJeHUs?

PameeB B.B. Koneuno. Xopoiiio n3BecTHO, YTO MPUCTY-
bl MOHOTEHHBIX ayTOBOCMAINTEIbHBIX 3a001€BaHUI MOTYT
MPOBOLIMPOBATHCS PA3IUMUYHBIMU (HaKTOpaMU, TAKUMM Kak
XMpypruyeckre BMeNIaTeabCTBA, MH(EKIIMN, TCUX0IMO-
LIMOHAbHOE HAIpsDKeHWe U T.M. PenumuBupyloriee Teve-
HME TMOCTIEePUKApAMOTOMHOTO TMepUKapAuTa OTBEYAeT
KPUTEPUSIM ayTOBOCTIAJICHUSI, TAK KaK MOBTOPHBIE €T0 MpH-
CTYIbI, Pa3BUBAIONIMECS 4Yepe3 HEeCKOJbKO Heleslb WU
MecsIIIeB Mocjie KyMpoBaHUs MEepBOro SMU30/a, YKe Hellb-
351 OOBSICHUTD TOBPEXICHUEM MEpUKapaa BO BpeMsl XUPYp-
TMYECKUX WJIM JPYruX WHBAa3MBHBIX BMEIIATEIbCTB Ha
cepaue. CioxHee CyIuTh O POJM ayTOBOCMAJEHHUS B MaTo-
reHe3e PelUUANBUPYIONIETO MepuKapauTa Mpyu ayTOUMMYH-
HBbIX 3a0ojeBaHusx, Taknx kak CKB. OpgHako cerogHs
MMMYHOBOCTIATUTEIbHBIE 3a00eBaHUsT PACCMATPUBAIOT KaK
KOHTUHYYM, TMPEAToJIaraloninii B3auMoIeHCTBUE BPOKICH-
HOTO M TPUOOPETEHHOr0 MMMYHHOTO OTBETa, T.€. ayTOBOC-
MajauTeSbHble HAapylIeHUs] MOTYT MPUHUMATh y4yacThe B
pPa3BUTUU HE TOJbKO MOHOTEHHBIX, HO M KJIaCCHUYECKUX
ayTOMMMYHHBIX 3a00JIeBaHUI, TAKMX KaK PEeBMATOMIHBII
aptput, CKB i AHIIA-accounupoBaHHbIE BaCKYJIUTHI
[15].

Tpommna H.B. Knunuyeckyio kaptuny MPII u momxombt
K €ro JIeYeHUIO UJLTIOCTPUPYET creaytollee HabmoneHue.

Hoaycos A.C. IMauuent K., 52 roga. B mae 2023 rona B
TeyeHue Heaenu Oecrokouja 00Jb B TPYOHOM KiIeTKe,
comnpoBoOXaaBIiasicss cyoheOpUIUTeTOM, B CBSI3U C 4YeM
MPUHUMAJT MEJIOKCH U TOJMNEPU30H. 9 CeHTAOPS TOro
K€ ToJa MOSBUINCH as 6o0J1b B 00JacTu cepaua, ycu-
JIMBIIASICS HA BIOXE W MPU M3MEHEHUM TOJIOXEHUS Tea,
onpika 1 auxopazaka (mo 38,2°C). CamocTosITENbHO TIPHU-
HuUMaJ napaieramosn 6e3 a¢dexra. Yepes 3 nHs oOpaTuics
B LleHTpanbHyl0 KIMHUYECKast HMKO-CAaHUTAPHYIO 4acTh
umenu B.A. Eroposa (YiabsiHO JHa OKI 3aperucrpupo-
BaH noabeM cermeHTa ST B rpyaHbIX oTBemeHMsIX (puc. 1),
B CBSI3W C YeM TOCIUTAJIU3UPOBAH B KapAuUOJOrMYecKoe
OT/IeJIeHNE C TTOJO3PEHNEM Ha OCTPBIN KOPOHApPHBINM CHH-
JIPOM.

[Tpu obcnenoBaHuu oOpaliano Ha ce0si BHUMAaHUE pe3-
Koe yBenauueHue conepxanusi C-peakruHoro 6esnka (CPB)
no 253 mr/n (B HopMe <5 Mr/in), a yepe3 cytku — 10 440
mr/n. ConepkaHue BBICOKOYYBCTBUTEIBHOTO TPOMOHMHA |
ObUTo0 B Tipenesiax HOpMHI (16,4 Hr/mi). PeBMaToMmTHBINM
(akTop, aHTUHYKJIeApHbIN (haKTOp M aHTUTENA K ABYCIIH-
panbHOil JIHK He BbIsIBAEHBI. JIMACKMH TECT OTpULIATENb-
Hblii. [Ipu yIbTPa3ByKOBOM HCCIIEIOBAHUM OTIPEILIISIOCH
HeOOJIbIIOe KOJTMYECTBO KUAKOCTU B MepUKapAUaIbHOMI
cyMKe (cemnapaliust JIMCTKOB Iepukapaa ot 5,5 1o 7,5 Mmm) u
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Puc. 1. Nopvem cermenta ST Ha IKI y nayueHTa c ocTpbim
nepuKapauToM

00eux IIeBpaJbHBIX IMOJOCTAX (B mpaBoir — 350 mu, B
neBoii — 100 mu). Ot KopoHaporpaduu MauyMeHT OTKazaj-
s, OMHAKO HOPMAJIbHBIN YPOBEHb BHICOKOYYBCTBUTEIBHOTO
TporoHMHa | W OTCyTCTBME HapylleHUI COKPATMMOCTHU
MUOKap/a Mpu dXoKapauorpaGuu Mmo3BoJUIN UCKIIOUNUTh
OCTpBIif KOPOHAPHBIN CUHAPOM. JIMarHOCTUPOBAH OCTPHIiA
TePUKAP/INT.

[MpoBonunack Tepanus aneTUICATUIIMIOBON KUCIOTOMN
3 r/cyT u KoaxuIMHOM 1 Mr/cyT, KoTopas nmpuBesa K KyIu-
poOBaHUIO 00JIM, HOpMAJTU3alMKM TEMIIEPATyphl Tela U CHHU-
xeHuto comepxanusi CPb mo 113 wmr/m, omHako uepe3
HeJeJI0 BO30OHOBWINCH KapAMaJTUU W JIMXOPajiKa, MOBHI-
cunach koHueHtpauuss CPB no 229 mr/ma m pasBuiics
Mapokcu3M GUOPWUISIIUMU Mpeacepanil, KynmupoBaHHbII
amMuonapoHoM. B cBsi3u ¢ Hed(PGHEKTUBHOCTHIO TTPOTUBO-
BOCTIAJIMTEIbHOM TEpanuu aueTWJICAIMLIMIOBAs KUCIO0Ta
Oblla 3aMEHEHa Ha JeKCaMeTa30H BHYTPUBEHHO B J03e 12
MT C TIOCJEOYIOIIMM TIOCTETIEHHBIM CHUXKEHUEM O3B
BIUIOTh JI0 TOJHOW OTMEHBbI. [Tpruem KoaxuiimHa ObLT Tpo-
JOJKeH B MpexkHei nose. K tepanuu nobGaBieHbl aHTUKOA-
TYJISHTB (2HOKCamapuH, a 3areM anmkKcabaH) u
ouconpojon 2,5 mr/cyr. B pesynbrate jedeHus 60ju B
cepjlle MpOILIU, TeMIepaTypa TejJa HOpMalu30Banach, a
koHueHtpauusi CPb cHusunace no 5 mr/n. Cenapaius
JIMCTKOB TepUKapaa YMEHBIIMIACH 10 2 MM.

HecMoTpsi Ha Tepamuio KOJXUIIMHOM B OKTSIOpe U
Hos10pe 2023 roma HaOJMOAANIMCH TOXOXHUE OOOCTPEeHUS
nepuKapanTa, MposiBIsABIIMECS KapAMaATUSIMU, TOBBIIIe-
HUEM TeMIIepaTyphbl Tena, Jieiikouuto3doM (mo 17 x 10°/x1),
noBbilieHreM KoHueHTpauu CPb (o 299 mr/n) u Hakom-
JIEHWEM HeOOJIbIIOro KOJUYeCTBA KUIKOCTU B IOJOCTHU
nepukapnaa. s KynupoBaHUsl 0OOCTpPEHUI MPUMEHSUIU
noynpoden (1800 mr/cyt) u nekcamerazoH (8 Mr BHYTpH-
MBIIIEYHO, a 3aTeM BHYTpb). C mexkaOps 2023 roma B Teye-
HUE HECKOJbKMX MecsSleB MPUHUMAT MPEeIHU30J0H B

ctaptoBoii 10o3e 40 mr/cyr. [Ipu KopoHaporpadguu reMoam-
HaMUYECKM 3HAYMMOTO CTEHO3a KOPOHAPHBIX apTepuii He
BbIsIBIEHO. COCTOSTHUE OCTaBaJOCh YIOBIETBOPUTEIbHBIM.
ITpu peryasipHom KoHTposie KoHueHTpauusi CPb cocrassi-
Ja 1-2 mr/n.

B mae 2024 roma mpu MOJEKYJISIPHO-T€HETUYECKOM
MCCIeN0BaHUM BbIsIBICH BapuaHT reHa MEFV ¢.20844>G.
Ho3a konxuiHa Obuta yBenmveHna mo 1,5 mr/cyr. Tem He
MeHee, 16 oxTa6ps 2024 roma pa3BUIICS OYEPETHBIN peliv-
JMB niepukapauta (60Jb B rpyau, cyoheOpuInTeT, yBeanye-
Hue koHueHTpauuu CPB mo 68 Mr/m), KOTOpbIii ObLI
KYIUPOBaH MPEeIHU30JI0HOM (25 Mmr/cyr) u ubynpodeHoM
(2400 mr/cyT).

YyutbiBas GopMUpOBaHUE CTEPOUTO3aBUCUMOCTH, C 5
Mag 2025 roma Gbina HavyaTta Tepanus ropuukuientom (160
MT MOJKOXHO, 1o 80 Mr B KOHLIE TEpBO 1 BTOPOii HEdeH,
a 3ateM no 80 Mr xaxmbie 2 Hezenn). B TedeHue mocnenyro-
mmx 4 Mec 001K B cepalle He OECIOKOST, MPU 3XOKApAKO-
rpaduy MpU3HAKOB BBIIIOTA B TMOJOCTU MEpUKapaa HeT,
koHueHTpauuss CPb cToiiko B mpeaenax 2 Mr/i.

Tpommna H.B. OcTphlii mepukapauT MOXeT ObITh Auar-
HOCTUPOBAH MpU HAIMYMU TIO KpaiiHelt Mepe ABYX U3 clie-
nytomnx 4 kputepueB: (1) mepukapauanbHas 6o0yib (B
TUTIMYHOM CJTy4ae OCTpasi, YCHUJIMBAIOILASICS TPU JbIXaHUU
U YMEHbIIAOWAsCs B MOJOXEHUU CUIl U TIPU HaKJIOHE
Briepen); (2) mym TpeHus nepukapaa; (3) moabeM cerMeHTa
ST u/unm penpeccus cermeHTa PR Ha DKI'; (4) BbIIOT B
nosiocty nepukapaa [1]. JlonoJHUTETbHBIMU KPUTEPUIMU
cunTaoT nosbleHue conaepxkanusg COD, CPb u neiikonu-
TO3 W TMPU3HAKKM BOCIMAJEHHUs TlepuKapaa, KOTOPble MOTYT
OBITH BBISIBIIEHBI ¢ MoMoOIIbI0 KoMmbioTepHoit (KT) wnn
MarHUTHO-pe3oHaHcHOi Tomorpadpum (MPT). Ilpu
axoKapauorpacduu o0beM BBINOTA OLIEHMBAIOT HAa OCHOBA-
HUM MaKCUMAJLHOTO pa3Mepa 3XOCBOOOJHOrO MPOCTpaH-
CTBa B KOHIIE AMACTONBI (pUC. 2): MUHUMAJIbHBIA —
orpeaensieTcss TOJbKO B CHCTOJNy, Heboabioin — <1 cM,
yMepeHHbI — 1-2 c¢M, Gosbloil — 2-2,5 ¢cM ¥ OYeHb 00JIb-

Puc. 2. BbinoT B nosiocTH nepukapfa Ha ABYXMEepHOH 3XOKap-
AvorpamMme
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moit — >2 cm.

B HamieM HabmoeHUM UMEIUCh TPU OCHOBHBIX MTPU3HA-
Ka, B TOM 4MCJIe OcTpasi 00Jb B rpydu, MoabeM cermeHra ST
Ha OKI u nepuxkapauaibHbIii BBIMOT (MPU CKOIMJIEHUU
KUIKOCTA B TEpUKApAMaIbHONW CyMKE IIYM TPEHUSI He
BBICJTYLIIMBAETCS), TIO3TOMY JAMArHo3 OCTPOTO INMepUKapauTa
He BbI3bIBA COMHeHUs1. [Ipu mepBoM oOpalleHUur 00CyX-
Jlasicsl TakKe AMAarHo3 OCTPOro KOPOHAapHOTO CUHApOMA,
OTHAKO HOpMasibHasl KOHIIEHTPAlLUsI BbICOKOUYBCTBUTEb-
HOro TpomoHMHa | TmMO3BONMJIA MCKIIOUUTh HaJIUyue
nHbpapkTa Muokapaa (0T KopoHapoaHTHorpauu MaueHT
IpY MEPBOI roCUTAIM3aLMKU OTKa3aucs). Bo Bpems omHo-
ro peluuauBa MepukapauTa y MalueHTa pa3BUJICS Mapo-
KCU3M  QUOpWIIAUMM  TIpeACcepAuii, KymUpOBaHHBIN
aMUOIapOHOM. DTa apuUTMUST HEPEIKO OCJIOXHSET TeueHue
octporo mnepukapaura. Hampumep, V. Collini u coasr.
3apErMCTPUPOBAIM BIIEPBbIE PA3BUBILYIOCS (HUOPUILISLINIO
npencepanit y 7,9% u3 471 mammeHTa ¢ OCTPBIM MEpUKap-
qutoM [8]. dubputaLMs Tpeacepauil pa3BuBaiach Kpaii-
He penKo B Bo3pacTHbIX rpynmax 18-35 ner u 35-55 ner (0 u
1,7% cOOTBETCTBEHHO), OMHAKO YACTOTA €€ YBEINYMBAIACH
10 9,2% B Bo3pacte 55-75 et u mo 19,8% B Bospacte cTap-
mwe 75 ner. B aToM uccieqoBaHMM 4acToTa pPELUIMBOB
nepuKapauTa B BO3pacTHOM rpymme 35-55 jeT, K KOTopoit
OTHOCHUTCS Halll mauueHTt, coctaBmia 34,7%. O BBICOKOiL
BEPOSITHOCTU PEIUAMBUPYIOLIETO TeUEHHUs IMepUKapauTa
CBUJIETEILCTBOBAIM M MMEBIIMECS Y Hero (hakTopbl pucka,
Takue Kak Hu3Kast apdextuBHocTh Tepanuu HITBIT u koi-
XULIIMHOM, CTEPOUI03aBUCUMOCTh W BOCHAJIUTEIbHBII
(eHoTum, XxapakTepu30BaBILUICSI PE3KUM YBEIUYEHUEM
conepxkanust CPb (makcumanbHo mo 440 mMr/ia mpu Hopme
MeHee 5 MT/JT) U BBIIIOTOM B MEPUKAPIUATIBLHYIO CYMKY.

Moucees C.B. [Ipu MoseKyIsipHO-TeHETUYECKOM MCCIe-
IOBAaHUU Yy MauueHTa ObLT BBISIBIEH BapuaHT reHa MEFV
(Familial  Mediterranean  Fever  Gene) ¢.2084A>G
(p.Lys695Arg) B TeTepoO3UTrOTHOM COCTOSTHUM, KOTOPBIii
paHee yxe oOHapyxuBaau y mauueHtoB ¢ WMPIT [11].
Myrauuu rena MEFV, xonupytoiero 6emok 6enoK mape-
HOCTpUH (IIUPHUH), SBISIOTCS MPUYMHON MEePUOANYECKON
0ose3Hu (ceMeiiHOl Cpenu3eMHOMOPCKO JUXOPaIKH).
IMocnenH010 OTHOCAT K ayTOCOMHO-PEIIECCUBHBIM ayTOBOC-
MaJuTeIbHBIM 3a00JieBaHUSIM, T.e. JJIS €€ Ppa3BUTHS
HEeoOXoauMBbl 1Be MyTaluMu B reHe MEFV B TOMO3UTOTHOM
WM KOMITayH/I-T€TePO3UTOTHOM COCTOSTHUM, XOTSl B 4acTH
cllyJaeB KJIMHUYECKUE MPOSIBICHHUS TIepHOanyuecKoii 6oe3-
HU HaOJTIONAIOTCS U MTPU HATMYUM T€TEPO3UTOTHBIX BApUaH-
toB rTeHa MEFV [16]. Pe3ynbTaThl TreHETHYECKOTO
HCCNIeOBaHUS cCaMU TI0 cebe HEeIOCTATOUHBI JUISl YCTaHOB-
JIeHMsI IMarHo3a Nepuoanyeckoil 60ie3Hu, KOTOPbI OCHO-
BBIBaeTCS Ha  KIMHMYECKMX JaHHBIX  (9THUYECKast
MPUHAAIEXKXHOCTb, KOPOTKHE CTEPEOTUITHBIE MPUCTYIIbI
MEPUTOHUTA U TJIEBPUTA, aPTPUT, POXKENOAOOHAS dpUTeMa
U 7Ip.), OMNHAKO TATOTeHHBIM BapuaHT reHa MEFV,
BBISIBICHHBIN Y Halllero MalMeHTa, MOXHO paccMaTpuBaTh
Kak MOATBEPXIEHUE ayTOBOCIAIUTEIbHON MPUPOIbI Pellv-
TUBHUPYIOLIETO TIEPUTOHUT HO JI TIPOBOJIUTH MOJIEKY-
JIIPHO-TeHEeTUYeCcKOoe MC%?;&HI/IC BCEM TAIMeHTaM C
PELUANBUPYIOIINAM MTEPUKAPIUTOM?
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Pamees B.B. MoJeky/asipHO-TeHETUYECKOE HCCIEI0BA-
HHEe HEOOXOIMMO TIPOBOIUThL BCEM TAIIMEHTAaM C PEIVINBH-
PYIOLIUM TEPUKAPIUTOM, ¥ KOTOPBIX UMEIOTCSI CUMITTOMBI,
XapaKTepHbIe JUIsI MOHOTEHHBIX ayTOBOCTIAIUTEIbHbBIX 3200-
JIeBaHMI (MTEPUOINYECKU TMOSIBIISIONIMECS] O0IM B XKHUBOTE,
MJAEBPUT, KPANMMBHUIIA M OPYTrUe KOXHBIE BBICHIAHMUSI,
00JIM B CyCTaBax M MbIIIIIAX, CHUXEHUE ClyXa U T.I1.), 0CO-
OEHHO TIPY HAJTMYMK TIOXOXKMX TIPOSIBJICHU Y POJICTBEHHM-
KOB ManueHTa. B Takux ciydyasix BO3MOXEH aHaIU3 MaHeIn
T€HOB, OTBETCTBEHHBIX 32 Pa3BUTHE OCHOBHBLIX ayTOBOCHA-
JIUTEbHBIX 3a00JeBaHMUI, BKIOYas TMEPUOIUUYECKYIO
00JIe3Hb, HEJOCTAaTOUYHOCTh MeBajJoHaTKMHa3bl, TRAPS
CUHIPOM W KPUOMUPHUH-ACCOLUMUPOBAHHBIN Mepuoanye-
ckuit cunapom (MEFV, MVK, TNFRSFIA v NLRP3, coot-
BETCTBEHHO). PesynbraTbt MPUBENEHHbBIX BbIIIIE
HCCIIEI0OBAHUI CBUAETENLCTBYIOT O TOM, YTO MaTOTeHHbIE
WY BepOSATHO MATOTeHHBbIE BapMAaHThl YKA3aHHBIX TEHOB
MOTYT OBITh TaKKe BhISIBIEHBI Y 10-15% manueHToB ¢ “u3o-
JIMPOBaHHBIM” PELUAMBUPYIOIIUM niepukapautoM [11,12].
Hanuuue momoOHBIX MyTalnii MOXET CIYKUTb TOMOJHMU-
TeJbHBIM OCHOBaHMEM Ul Ha3HAueHUs MaTOTeHETUYeCKOM
Tepanuu uHruoutopamu MJI-1, XOTs OTCyTCTBHME MaTOr€H-
HBIX BapMAHTOB ayTOBOCHAJIMTEIbHBIX TeHOB, KOHEYHO, He
HUCKJIIOYaeT pojib ayToBocmajieHusi B maroreHese MPII y
KOHKPETHOTO MalueHTa.

Moucees C.B. [lepuxkapaur yacto BCTpeuyaeTcs TP
MMMYHOBOCTIAJIUTEIbHBIX PEBMATUUECKUX 3a00JeBaHMUSIX,
npexae Bcero CKB, pexe peBMaTOMIHOM apTpuTe,
cucteMHo# ckieponepmuu, cuHapome Lllerpena u ap. [17].
YacThiM TpPU3HAKOM TIOpaXEHMsI TepuKapaa CIyXHUT
HEOOJIbIIONH OeCCUMITOMHBII BBIMOT, KOTOPBIA ompene-
JIieTcsl TIpu 000CTpeHUU 3abojeBaHusl. B KoropTHoMm ame-
pukaHckoMm wucciaenoBanuu (Hopkins Lupus Cohort)
nepukapaut Hadmonancs y 590 (20,1%) u3 2931 nanueHTa
¢ CKB, mpuueM y KaxXmoro IsITOro U3 HUX OTMEUYEHO Pelr-
IuBHpYylollee TeueHue nepukapauta [18]. Cpenu 247 manu-
eHToB ¢ CKB, oOciemoBaHHBIX B KiIMHHKEe uM. E.M.
TapeeBa, yactora nepukapauta cocrasuia 31,7% [19]. Kak
HCKJIIOYUTh ayTOMMMYHHbIE 3a00JieBaHUS Yy TMallMeHTa C
OCTPBIM WM PELUIUBUPYIOLIUM MTEPUKAPIUTOM?

Hosukos II.1. HecmoTpsi Ha BBICOKYIO YacTOTy TepH-
kapauta npu CKB u apyrux ayrToMuMMyHHBIX 3a0o0jeBa-
HMSIX, WX J0Jid B BTUOJOTUU TepUKapAuTa HesSCHOM
npupoasl HeBbicokast (3-7%) [17,20]. OmucaHbl ciyyan
TSDKEJIOTO TIEPUKApANTa, COMPOBOXKIABIIErocs: TaMITOHAI0M
cepaia, Kak neporo nposineHus: CKB [21], onHako oHuM
BCTpevaroTcs peako. Tem He MeHee, PeIKOCTh ayTOMMMYH-
HBIX TIPUYMH OCTPOTO M PELMIMBUPYIOLIETO MEPUKApPIUTA,
KOHEYHO, HE UCKJIIOYaeT HeoOXOAMMOCTh MX CBOEBPEMEH-
Horo pacro3HaBaHus. CliefyeT yYuTbhiBaTh, YTO JAMATHO3
CUCTEMHBIX IMMYHOBOCTIAJIUTEIbHBIX PEBMATHYECKUX 3a00-
JICBAHUI YCTaHABJIMBAIOT HA OCHOBAHUM KJIMHUYECKUX JTaH-
HBIX U MMOATBEPXKAAIOT MPU JaOOPaTOPHOM MCCIIENOBAaHUH, a
He HaobOopoT. HampuMmep, kiaccugpuKauuoOHHbIE KPUTEPUU
CKB mnpeanosaraloT HajiuuMe 3pUTEMbl Ha JIULE B BUJE
06ab0uKM, TUCKOMIHON BOYAHKU, apTPUTA, BOJUYAHOTHOTO
HedpuTa, HIATONEHUI, TUMTOKOMIUIEMEHTEMUN /WU APY-
IMX KJIMHUYECKUX TMPOSIBICHUI, a HE TOJBKO TMOJOXUTEb-
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HOTO aHTUMHYKJIEApPHOTO (DakTopa M aHTUTEN K JABYCIHMPAIb-
Hoit JIHK. CooTBeTcTBEHHO, IIpM OOC/IEIOBAHNY TallMeHTa
C OCTPBIM WJIM PELUANBUPYIOIINM MEPUKAPAUTOM HEOOXO-
JUMO oOpaliaTh BHMMaHME Ha pPa3jiMyHble CUMITOMbI
(6osu B cycTaBax M MBbIIIILIAX, CYXOil CUHIIPOM, ChIMb, U3Me-
HEHUS B aHAJIM3aX MOYM U T.I.), KOTOPbIE HE YKIIaIbIBAIOT-
cs B KJIMHUYECKYID KApTUHY TMepUKapauTa M MOTYT
yKa3blBaTh HE TOJbKO Ha MOHOTEHHBIC ayTOBOCHAIUTETb-
Hble, HO U ayTOMMMYHHBIe 3a0ojeBaHusd. Bribop miaHa
00ceoBaHUS TPU HATUYMU TaKMX CUMIITOMOB 3aBUCUT OT
npeanojaraeMoro auar{osa. MHTepripeTupoBaTh pesylibTa-
Thl UMMYHOJIOTHYECKHUX TECTOB, KOTOPBIE OOBIYHO MPOBOAAT
JUISE MCKJIIOYEHUS ayTOMMMYHHBIX 3a0oJieBaHUi (aHTU-
HYKJI€apHbIi M PEeBMAaTOWIHBIN (HaKTOpBI, aHTHUTENa K
neycripanbHoit JIHK, aHTHHETpohUIbHbIE IUTOILIa3Ma-
tudeckue anturena, C3 u C4 KOMIIOHEHThI KOMILJIEMEHTA),
cJIelyeT oCTopokHO. Hanpumep, aHTUHYKITeapHBIiA (pakTop,
0COOEHHO B HM3KHUX TUTPAX, MOXKET OIMPEAENAThCS U Y 3110-
POBBIX JIIOJIEH, MTOITOMY €ro HaJMyue y TMalueHTa ¢ Mmepu-
KapIuToM He To3BosisgeT yctaHoBUThH auarHo3 CKB. B to
Ke Bpems, eclv MepUKapAuT pa3BUBAeTCs Yy MaldeHTa C
onpe/eeHHbIM TMarHo30M UMMYHOBOCMAINUTEIbHOTO PEB-
MaTHUYECKOTO 3a00JIeBaHMsI, TO OHO CKOpPEE BCETO U SIBJISIET-
cs1 IPUYMHOMN TOpaXeHUs MepruKapa.

Momucees C.B. JIns1 KyrnupoBaHMsI OCTPOro MepuKapaura
U PEeLMIMBOB MPUMEHSIOT HECTEPOUIHbIE TIPOTUBOBOCIIA-
nutenbHble npenapatel (HIIBIT) win anertuicanuumioByio
KHUCJIOTY B BBICOKMX f103ax [1,2]. Bcem manueHTam mo kpaii-
Helt Mepe Ha 3 Mec (a TIpU pelaBe — Ha 6 Mec) peKOMeH-
JyeTcss HaszHayaTh KoJxulMH B mo3e 1 wmr/cyt [1]. B
POCCUIICKMX PEKOMEHALIMSX MPEeNIaraeTcsi OTMEHSITh Mpe-
rapar nocje KynupoBaHUS CUMIITOMOB, OJIHAKO KOJXULIMH
MpaBUIbHEE Ha3HAyaTh Ha IJIUTENbHBIA CPOK MUIsl Mpodu-
JAKTUKU DPEeUUIMBOB. B paHmomusupoBaHHOe Iaiebo-
KoHTpoaupyemoe uccienoBanue ICAP Oblin BKIIOYEHBI
240 malueHTOB C OCTPBHIM IEpUKAPAUTOM (IIpeUMYIIe-
CTBEHHO WAMOIATUYECKUM), KOTOpble B TeUeHUEe 3 Mec
rnoJiyyauy KOJIXMIIMH WM Tianedo B JOMOJHEHUE K M0y-
npodeHy WM aleTuIcaaIuuuioBoil kuciore [22]. YacTtoTta
MOCTOSIHHOTO MJIM PEeLMAMBUPYIOLIETO TeueHus: 3aboseBa-
Hust cHusuinach ¢ 37,5% B rpynne miane6o g0 16,7% B
IpyIine KOJXUIMHA (OTHOCUTEbHBI prck 0,56; 95% nose-
putenbHbIit uHTepBan 0,30-0,72; p<0,001). Kpome Toro,
JieueHWEe KOJXUIIMHOM TIPUBEJIO K CHWXEHHIO YaCTOTHI
coxpaHeHHs cuMnTomoB 4epe3 72 4 (19,2% vs. 40,0%,
p=0,001), xonuyecTBa peunauBoB Ha nanueHTa (0,21 vs.
0,52, p=0,001) u vactorel rocnutanusauuii (5,0% vs.
14,2%, p=0,02). Ilpu neproanyeckoii 60Me3HN 1032 KOJI-
XULIMHA MOXET OBbIThb yBeJMYeHa A0 2 MT/CyT, OOHAKO Y
MAIMEeHTOB ¢ TIepUKApAUTOM 3(PMEKTUBHOCTh KOJXUIIMHA B
no3ax 6ojiee 1 Mr/cyT He usydanack. B HallleM HaOIoneHUN
yBeJIMYEHUE 03Bl mpenapara 10 1,5 Mr/cyT He MO3BOIUIO
n36exkath pelMarBa 3a00eBaHNs, a B 03¢ 2 MT/CYyT Tpe-
rapaT BBI3bIBaJI IMapelo, MO3TOMY €€ MPUIILIOCh CHU3UTb.

[Mpu HeadpexktuBHocTn Tepanuu HITBIT u xonxuim-
HOM Ha3HAyaloT ITIOKOKOPTUKOCTEPOUIBI B CPETHUX 03aX.
B mpencraBieHHOM cilydyae MpUMeEHEHME IMpenapaTroB 3TOi
TPYMIbI MPUBOAUIO K KYIMUPOBAHUIO CUMITOMOB TMepUKap-

JIUTa, OJHAKO HEOOXOMMMOCTh B MX TMOBTOPHOM Ha3Haue-
HWM, B TOM YHCJIe Ha JUIMTEJBbHBIA CPOK, yKasblBaja Ha
(bopMupoBaHUE CTEPOUIO3aBUCUMOCTU U TpeOoBasla MOIM-
dbukanuy naroreHeTUYecKoil Tepanuu. B pekomeHganusx
EBporieiickoro o6IiecTBa KapauoJOTOB B TaKUX CIydassx
MpeIaraeTcsl pacCMOTPETh BO3MOXHOCTh MPUMEHEHUS a3a-
TUOTIPUHA U 5-ITHEBHOTO Kypca JIeYeHUs] BHYTPUBEHHBIM
UMMYyHOTJI00yIMHOM [1]. XOTs a3aTMONPUH MCIOJIb3YeTCs
7151 monadepxuBawolieil Tepanuu y nanuueHToB ¢ CKB u
JIPYTMMU ayTOUMMYHHBIMU 3200JIeBAHUSIMU, TIPU ayTOBOC-
MaauTeNIbHbIX 3a00seBaHusIX OH He addexTuBeH. [lonb3a
KOPOTKOTO Kypca JieueHUs] BHYTPUBEHHBIM MMMYHOTJIO0Y-
JIMHOM TakXe BbI3bIBAET COMHeHUe. B Hacrosiiiee Bpemsi
0osiee MEePCHEeKTUBHBIM CYMTAIOT MCITOJIb30BAHUE WHTUOU-
topoB WMJI-1, ocobeHHO y MalMEHTOB C BOCHAIUTEIbHBIM
(beHoTUTIOM, Y KOTOPBIX UX pacCMaTpUBAIOT KaK Mpernapathl
BTOPO#i JIMHUM, T.e. KaK aJbTePHATUBY TJIIOKOKOPTUKOCTE-
pounaMm. [IpumeHeHMe MX 0OOCHOBAHO U Y IMALIUEHTOB CO
cTepouno3aBucuMoctbio [23]. TlpeacraBieHHoe HabJIOMIE-
HUE WLIOCTpUpyeT 3(GEKTUBHOCTh TroduuKuienTta y
MalMeHTa ¢ PelUIANBUPYIOLIMM MEePUKapaAuTOM. KaKoBbI
pe3yJIbTaThl KIMHUYECKUX UCCIEN0BAHMI 3TOrO mnpenapata’?

Tpommna H.B. Todaukuiient — 370 OpuruHaaIbHbIA OTe-
YeCTBeHHBbIN npenapaT (Apuepukc, “P ), KOTOPBIi
MpeAcTaBIsIeT CO00M TMOPUIHBIN OEToK, IBAIOLIIMICS C
WNJI-1g u WUJI-1o. u Groxupyronuii Ux B3aUMOJEHCTBUE C
peuentopamu. B 2024 rogy on 6b11 omodpeH B Poccuiickoit
®enepauyu anst nedeHuss MPIT u cran mepBbIM npenapa-
TOM, 3aperucTpUpPOBaHHBIM B Halllell CTpaHe IO 3TOMY
noxazaHuio. DpGEeKTUBHOCT U 0€30MaCHOCTh TO(MINKU-
1enTa ObLIU YCTAHOBIECHBI B TBOMHOM CJIENIOM, PaHAOMU3U-
POBaHHOM, IIalle00-KOHTPOJIUPYEMOM  MCCIIEOBAHUU
COURSE, B xoropoe ObUIM BKJIIOUEHBI 22 MaldeHTa C
WPIT (17 xeHWuMH; cpeaHuii Bo3pacT 48,5 net) [24].
JIBeHanuaTh U3 HUX paHee repeHecau 1-2 peuuausa mnepu-
KapauTa, a 10 mauueHToB — 3 1 OoJyiee, XOTSI BCE MaLlMeHThI
nonyvyanu tepanuio HITBIT u/wimM KonxuimumHOM, a Takxke
rIOKoKopTUKocTepounamu (y 2). ¥V 9 nauumeHTOB Ha
MOMEHT BKJIIOUEHUS B MCCIENOBAHNE UMEIHUCh MPOSIBICHUS
peuuauBa MEepUKapInUTa, B TO BPEMS KaK Y OCTaJbHBIX
oTMeuasiach pemuccus 3abosieBaHusi. Bo Bpemst 12-Henenb-
HOTO BBOAHOro mnepuona (y 2 MalMeHTOB, IMOJyYaBIIMX
[TIOKOKOPTUKOCTEPOU/IBL, €r0 [UIMTETbHOCTb COCTaBsIa 24
HeJleJIn) BCe TaLMeHThI TOMTyYany roGIMKUIENT MOAKOXKHO
(160 wmr, 3atem 80 mr uyepe3 | u 2 Heaenau, a B MOCIEAYIO-
wem o 80 Mr Kaxnbie 2 Heneau). PeMuccust nepukapaura
B TeUEHME TEPBBIX NBYX HeAeTb OblIa NOCTUTHYTA y 8§
(88,9%) m3 9 manMeHTOB C PELMAMBOM IepHUKapauTta. B
9TOI MOArpynme yxe Ha 3-f AeHb Mocje Havyana JedeHUs
roIUKUIIENTOM HabII0AaI0Ch TOCTOBEPHOE CHIKCHUE
6onu B rpyau, mearansl KoHueHTpauuu CPb (¢ 9,7 no 3,7
MI/1) U oObeMa MepuKapaAuaibHOro BbINOTAa. Bo Bpemsi
BBOIHOTO TEPHOIA Yy BCEX MAIMEHTOB CIyyaeB pelranBa
nepukapauTa He ObLU10, HecMoTps Ha To yTo HIIBII 1 xon-
XULMH ObUIM OTMEHEHBI uepe3 2 Henelu (IITF0KOKOPTUKO-
cTepouzibl — vepe3 12 Hemenb), a B TedeHue nocaenHux 10
Henesb 9Toi (a3bl Bee MAlMEeHThl MOJyYyald MOHOTEPAIUIO
romukuientoM. Kak Bo Bceil BBIOOpPKE, TaK My MallMeH-
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Puc. 3. BepoaTHOCTb cOXpaHeHUS PEMUCCHHU MpPHU JIeHEeHUH
ropnukuuentom unu nnauebo y naynentos ¢ UPI B uccnepo-
saHuu COURSE

TOB, BKJIIOYEHHBIX B UCCJIEIOBAHUE C PELIMIMBOM TMepUKap-
murta, KoHueHTpauust CPb u npyrux 1abopaTopHBIX MapKe-
POB BOCIAJIEHUST OCTaBaTach HOPMAJTbHOIA.

[lepBUYHOI KOHEUHOI TOUYKOM MCCIeq0BaHUS ObLIO pa3-
BUTHE pElUAMBA TIepUKapanuTa BO BpeMsi 24-HeoeNbHOTO
JIBOIHOTIO CJIETOro meproaa, Bo BpeMs Kotoporo 10 paHmo-
MU3MPOBAHHBIX MALIMEHTOB MPOJOIKAIU JieueHue rodiu-
kuuentom, a 10 — OblIM TiepeBeneHbl Ha miaiebo. Pernaus
YCTaHABJIMBAJIM HAa OCHOBAaHWM IO KpallHEU mepe OBYX M3
CJIEMYIOIIMX TPeX KPUTepUeB: MosiBieHue 60au B rpyau (>3
0aJUTOB 1O YMCJIOBOI PEHTUHTOBON 1lIKaJIe), KOHIIEHTpALUsI
CPB>5 Mr/n1 ui/wnym pa3BUTHe WM HapacTaHWe TepUuKapau-
JIbHOTO BBITIOTA MO JaHHBIM 2XoKapauorpaduu. B rpymme
roIMKULIENTa C1y4aeB peuuauBa NepukapanTa He 3aperu-
CTPUPOBAIN, B TO BPeMsI KaK B IpyTINe I1aledo OH pa3BUII-
¢ty 9 (90,0%) m3 10 mammentoB (p<0,001; puc. 3).
Menunana cpoka 10 peuuanBa coctaBuiaa 49,5 mHeit (95%
noBeputenbHblii uHTepBan [AW] 6-84 nus). CHUMITOMBI
MepruKapauTa ObUIM BO BCEX CIydasx KyMUpOBaHbl rodiu-
kuuenToM. [lepeHOCHMMOCTh TpemapaTta Oblla XOpOIleH.
CnydaeB mpekpallleHHus JeUeHUs M3-3a HeXeJaTedbHbIX
SIBICHUIT HE OTMEYEHO.

MouceeB A.C. Y4yutbiBasi OTHOCUTEJIbHO HEOOJbIIYIO
JUIUTEIbHOCTb IBOMHOM ClIenoil ¢ha3bl, MOCIe 3aBepILIECHMS
HCCIIeoBaHMs 16 MaIeHTOB OBUTH BKJIIOUEHBI B OTKPHITYIO
a3y u noayyanu jgeyeHue roIMKULEITOM B 1IEJIOM B
TeueHue 60 Hemesb, MOCIE YETO MpernapaT OTMEHSIH, a
MalueHThl ocTaBaluch mon HabmomeHueMm [25]. IMocie
3aBepiieHusT 60-HeoeNbHON Tepanuu TOMIMKUIIEIITOM Y
5 u3 16 mManMeHTOB Pa3BUICS PELUANB TEPUKAPANTA, YTO
MoTpedoBaIo BO30OHOBIEHUS Tepanuu roMIUKUIETTOM.
Takum 00pa3om, yBeIMUEHUE ATUTETbHOCTU TEPANUU TMpe-
rmapaToM TpPHUBEJO K 3HAYUTETbHOMY CHMXEHHUIO pHCKa
penuauBupoBaHus nepukapauta (¢ 90,0% mocie 12-He-
NeJbHOM Teparuu B OCHOBHOM MccnenoBanuu g0 31,3% B
OTKpPBITYIO (ha3y; oTHoiueHue puckop 0,045; p<0,001),
XOTSI BCE € 4acToTa PEeLUANBOB OCTaBAIACh BHICOKOMA.

Moncees C.B. Uuruburopst MJI-1 B nepyto ouepens
PEKOMEHIYIOT Ha3HayaTh MalueHTaM, y KOTOPBIX Ofpese-
JISTIOTCS IPU3HAKW BOCMAIUTENbHOTO (heHoTUIa B BUJE
noBbiieHust koHueHTpauuu CPB. OmHako HopMmaibHOE
colmepxxaHue OMOMapKepoB BOCMAIEHUS He HUCKIOYaeT
3¢ (eKTUBHOCTD IMpenapaToB 3Toi rpymnmbl. R. Mascolo u
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COABT. MPUMEHsLIM Apyroit uHruoutop UJI-1 anakunpy y 48
MalUeHTOB € PEUUANBUPYIOLUIMM WIN TTOCTOSTHHBIM TEPH-
KapIuTOM W TMOBBIIIEHHON KoHueHTpauueiti CPb u
10 manueHTOB ¢ MEepUKApAMTOM, Y KOTOPBIX COAEpKaHUE
CPbB 66110 HOpManbHBIM [26]. TToNHBI OTBET Ha JIeueHue,
Bkiatouass otMeHy HIIBII u rimokoKopTHKOCTepOUIOB, B
3THX B JABYX TpyIiax ObuUl focTUTHYT B 39 (81,2%) u3 48 u
5 (50,0%) u3 10 cmydaeB cootBeTcTBeHHO. ClieyeT oTMe-
TUTb, YTO y 3 MAaLMEHTOB C HOPMaJIbHOIl KOHILIEHTpalueit
CPb croiikoil pemuccuu nepukapauTta yaajaoch 10CTUYb
MpY MPUMEHEHNUN aHAKWHPBI B KOMOWHAIIMK C TJTFOKOKOP-
TUKOCTEPOUIAMU B HUBKHUX 103aX, MOITOMY (haKTUUYeCKU
MOJIHBIN MM YACTUYHBIN OTBET Ha JieueHWe STUM Mpernapa-
ToM otMevancs y 8 (80%) u3 10 manueHToB.

Elie omuH c10XHBIIA BOIpoc — HeoOXxomumas JIATENb-
HocTb Tepanuu MJI-1, koTtopasi octaercss HeyCTaHOBJIEH-
Hoit. Kak ykazano Bbimie, B ucciemoBanuu COURSE
pelUIMB TepUKapAuTa IOClHe MpeKpalleHus Teparmuu
roaukuenToM pasBuics y Tpetu nauueHtoB ¢ MPII,
KOTOpbI€ TPOAOJIKAIN JIEUEHWE 3TUM IpernapaToM B Teue-
Hue Oosiee 1 roga. DTU AaHHBIE 0OOCHOBBIBAIOT OoJiee MIK-
TEJIbHYIO Teparnuio roduikuienToM y namueHToB ¢ UPII,
0COOEHHO TIPU HAJIMYMK HeOJIAarOMpUATHBIX MPOTHOCTHYE-
CKMX (haKTOPOB, TAaKMX KaK YacTble PELUANBLI 3a001€BaHMS
B aHaMmHe3e, pe3ucteHTHocTh K HITBIT m/umm Konxuimny
WM CTEPOMI03aBUCUMOCTb, OJJHAKO 3TOT BOIPOC HYX/IAeT-
cs1 B IOTIOJHUTENILHOM M3Yy4YeHHUU.

MouceeB A.C. MccrenoBanue COURSE 06b110 HeGo0Jb-
LM B CBSI3W C TPYAHOCTHIO Habopa MalMeHTOB C PEIKUM
3a0oneBanueM. OgHako 3¢GGEKTUBHOCTh MHTUOUTOPOB
MJI-1 monTBep:xmaeTcst M pe3yabTaTaMy UCCIeIOBAHUIA APY-
TMX TIpernapaToB 3TOW TPYIIbI, B YACTHOCTU aHAKWHPHI U
puioHanenTa (B Poccuiickoit @epepauny MOCHeAHUN He
3apeructpupoBaH). D. Desai u coaBT. mpoBeau MeTa-aHa-
3 11 KIMHUYECKUX UCCIIeI0BaHMIA, B KOTOPBIX M3ydyasiach
3 PeKTUBHOCTL KOMXULIMHA (6 MCCAETOBAHMIA) U MHTUOK-
topoB WJI-1 (5 uccnenoBanuii) B uenom y 1053 maireHToB
¢ peuMAMBUPYIOIIMM TNiepukapautom [27]. JledeHure Koixu-
LIMHOM TIPUBEJIO K CHIKEHMIO PUCKA PAa3BUTHSI PELIMIMBOB
nepukapanuta Ha 63% (oTHocurtenbHENA puck [OP] 0,37;
95% ION 0,27-0,52). TTo apeKTUBHOCTU BCE MHTUOUTOPHI
WJI-1 npeBocxoauiu KOJXUIIMH: MPU NPUMEHEHUU aHa-
KWHPBI PUCK peluInBOB cHU3WICS Ha 98% (OP 0,02, 95%
N 0,01-0,07), punonanenrta — Ha 98% (OP 0,02, 95% AN
0,01-0,07) u ropnukunenta — Ha 99% (OP 0,01, 95% AU
0,00-0,05). Cneayer OTMETHTb, YTO, B OTIMYUE OT roiu-
KUIIETTa, aHaKMHpa sBJISIETCS MpernapaToM KOPOTKOTO Jeii-
CTBUSI, KOTOPBIN CJAEIyeT BBOIUTH MOAKOXHO €XeIHEeBHO.
HeynoGHast cxema MpUMEHEHUs] MOXET yXYAIIUTb MPUBEp-
JKEHHOCTb K JIEUCHUIO W, COOTBETCTBEHHO, €ro 3(hdOEKTUB-
HOCTb.

Moucees C.B. Cnenyer a1 OTMEHSITh KOJXMUIIMH, €CIU
MMalMeHTy Ha3HayeHa Tepanusa nHruouropom MJI-1?

Pamees B.B. MW ccrnenoanue COURSE mnokazano
3 HEKTUBHOCTH MOHOTEPATTMK TOMIUKHULIETITOM Y MallMeH-
toB ¢ MPII, Tak Kak ero ImpoTOKOJ MpeaycMaTprBal OTMe-
HY KOJXMIIMHA BO BpeMs BBOIHOIO Iepuona. TeM He
MeHee, MpHU JICYCHUHM ayTOBOCIAIUTEIbHBIX 3a00JeBaHUI
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Mbl OOBIYHO TPOAOJIKAEM JieYeHUe KOJXUIIMHOM TMocie
WHULIMAIMKU Tepanuu uHrubutopamu WJI-1, ocobeHHO
€CJIU TIperapar XOpoIlo MePEHOCUTCS.

Momucees C.B. I1pu BbiOGOope MeTOzA JieueHUsT HEOOXOAU-
MO YUYUTBIBaTh, YTO BBHIMIOT B IMOJOCTU TepUKapaa MOXET
OBITH CNIEJICTBUEM HE TOJIbKO MepUKapAuTa, HO U 3aCTOs
KPOBU TIPU CEPIEYHON HETOCTATOYHOCTU, CHUXKEHUSI OHKO-
TUYECKOTO JIaBJIEHUsI KPOBU MPU HE(DPOTUUECKOM CUHJIPO-
M€ WM IUppo3e TMeueHU, MUKCEIeMbI, 3JI0KaueCTBEHHBIX
onyxoJieil u ap. B HEKOTOPBIX ciiyyasix BOZMOXKHasl MPUYM-
Ha MopaxeHusl TiepruKapa oueBUIHA (HarpuMep, oreparust
Ha cepllle WIM BMEIaTeNIbcTBO Ha KOPOHAPHBIX apTepusiX,
TsKeNasl 3aCTOMHas cepAeyHash HeloCTaTOYHOCTh, Hedpo-
TUYECKUIT CMHIPOM, TepMUHAIbHAs XPOHMYECKasl Movyey-
Hasl HeIOCTAaTOUYHOCTh M T.I.), & B OPYTUX CIyYasx sl ee
YTOUHEHHUSI TPeOYyIOTCSl JAOMOJHUTEIbHbIE UCCIEI0BAHMUSI,
Bkiovyasi KT u MPT cepaua, Hanpumep, Uil BbISIBJICHUSI
METAacTa30B 3J0KAYeCTBEHHBIX OIMyXOJiei, 0COOEHHO MpH
OTCYTCTBUM KJIMHUYECKUX /WM J]AOOPATOPHBIX MPU3HA-
KOB BocmayieHus1 (HopMaibHoi KoHueHTpauuu CPB), yka-
3BIBAIOIIMX HA HaJuuMe T[epuKapaura. Pe3ynbraTbl
HCCNIeIOBAaHUI CBUAETENBbCTBYIOT O TOM, UTO BaXKHYIO POJib
B pazButuu MPII urpator HapyiieHus: BpOXKIEHHOTO UMMY-
HUTETa, T.e. ayTOBOCHAJIeHNE. DTO 0OOCHOBLIBAET MPUME-
HEHUWe I ero JieYeHUs] He TOJbKO KOJXMIIMHA, HO U
unruouropo MJI-1, koTopble MOTYT paccMaTpUBaTLCS Kak
npenaparsl Bropoit nuauu (rnpu HeaddexkrusHoctu HITBIT
U KOJXMIIMHA) U aJbTepHATHBA TIIOKOKOPTUKOCTEPOUIAM.
HeaddeKTMBHOCTD TITIOKOKOPTUKOCTEPOUIOB W CTEPOUIO-
3aBUCUMOCTh Yy nauneHToB ¢ MPII taxke gBIsSioTCS OCHO-
BaHUSMU JJIs1 Ha3HauYeHus uHruoutopos MJI-1.

KoHnuKT nHTEpecos: Her.
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