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B urone 2022 r. cocTosiioch 3aceqaHue
CoBeTra 3KCIEPTOB, MOCBSIIEHHOE BO3MOXHO-
CTSIM MPUMEHEHMs] MHTMOUTOpa pelienTopa NH-
tepreiikuHa (MJI) 1 aHakuHpBI TSI Tepanuu
rnojarpuyeckoro aprpurta. B 3acemaHuu npu-
Hsnu ydyactue akagemuk PAH E.JI. Haconos,
akagemuk PAH B.W. Masypos, n.M.H. A.C. AB-
neesa, K.M.H. M.C. Enucees, n1.M.H. M.A. Ko-
pones, M.C. IletpoBa, k.M.H. M1.0. CMuTHeH-
Ko, K.M.H. C.II. fIxynosa.

O6CcyXnanch pooIeMbl CUMIITOMATHYE -
CKOIl Tepanuu MOJAarpbl, CBI3aHHbIE KaK C CO-
MyTCTBYIOIIE MATOJIOTUEN, YacTO JIMMUTUPY-
IOlllell PyTUHHOE KCTOIb30BaHUE MPENapaTos,
TPAAULIMOHHO MTPUMEHSIEMBbIX C LIEJbI0 KyIHUpO-
BaHUSI OCTPOTO TMPUCTYIIA MOAATPUIECKOTO ap-
TpUTA, BKJII0YAsi KOJXUIUMH, TTTIOKOKOPTUKOUIBI
(I'K) u HecTepouIHble MPOTUBOBOCIAIUTEIb-
Hele npenapatel (HIIBIT), Tak u ¢ Heapdek-
TUBHOCTbIO MEPEUMCICHHBIX CPEICTB U MPEIO-
Jlararoniue HeoOX0AUMOCTb MTPUMEHEHUST MHBIX
MEPCIEKTUBHBIX METOJOB JIEUEHUS], B YaCTHO-
ctu uaruouropa MJI-1 aHakuHpbl — peKOMOU -
HAHTHOTO HEIrJIMKO3WINPOBAHHOTO TOMOJIOTa
aHtaroHucra peuenrtopa MJI-1 yenoseka, 6J10-
Kupywoliero ouonornyeckue 3¢ dexktor UJI-1a
u NJI-1p nyTteM KOHKYpEHTHOTO MHTHOUpPOBa-
HUsA uXx cBsa3eil ¢ peuentopoMm MJI-1 1-ro ti-
na[l, 2].

XOoTs mozarpa He BXOIUT B YHUCIO ODUIIM-
aJIbHO 3aPETUCTPUPOBAHHBIX TOKA3aHU LTS TPU-
MEHEHUS aHaKWHPbI, UMEHHO Tolarpa B CUIy
OCOOEHHOCTElf  CBOWMCTBEHHOTO  3a00JIeBaHUIO
OCTPOTO BOCHAJIEHUSI, LIEHTPAJIbHYIO POJib B Te-
He3e KOToporo 3aHumaeT runepcekpeuus UJI-1,
paccMaTpyBaeTcsl Kak OHA U3 OCHOBHBIX MUILIE-
Hell i Tepanuu wHrHOMTOpamu WMJI-1 [1, 3].
ITomobHOEe MHEHME 3aKperieHO B psiie COBpe-
MEHHBIX MEXKIyHAPOIHbBIX PEKOMEHIALIMIA TIO Jie-
YEHUIO TONArphbl, Te OroBOpPeHa BO3MOXHOCTb
npuMeHeHus1 uHruoutopo UJI-1 npu Hammuuu

MPOTUBOIIOKA3aHWI Wi HeahOEKTUBHOCTH
WHOI TTIPOTUBOBOCTIAINTEIBHOM Tepanuu [4, 5].

WmeroTcss  naHHBIE,  CBUAETENILCTBYIO-
mue 00 3((HEeKTUBHOCTU aHAKUHPHI B JIEYEHUU
ocTporo rmnogarpuyeckoro aprtputa. B 2007 .
A. SO 1 coaBT. [6] B OTKPHITOM ITMJIOTHOM MC-
CIeIOBaHUM  TONTBEPAINA  MPEATONIOXKEHUE
0 TOM, YTO aHaKUHpa MOXeT ObITh 3(hEeKTUB-
HBIM CPEICTBOM KYMTMPOBAHUS TIPUCTYTIA apTPH-
Ta nipu noaarpe. Bee 10 malueHTOB, moydyaBIInx
nperapat B 1o3¢ 100 Mr/cyT. B Te4eHUE TpeX THEi
U HE MEePeHOCUBIIMX MHYIO MPOTHMBOBOCHAIM-
TEJIbHYIO TEPAITNIo, OTBETWIN Ha JieueHUe (depe3
24—36 yacoB); HexesareabHbIx siBienuii (HS)
TIPY MCTIOIB30BaHNH TIperapaTa 3a(uKCupoBaHO
He ObUI0 [6]. B HECKONBKMX MOCIEAYIOIIMX pa-
0oTax ObUI PETPOCHEKTUBHO MpPOaHAIM3UPOBAH
KIMHUYECKUN OMBIT TIPUMEHEHUS aHaKWUHPBI
y MalMeHTOB C MONArpoii, UMEeBIIMX MPOTUBO-
TOKa3aHWsl IS Ha3HaueHWs W/miau Heabdek-
TUBHOCTh TPAOWLIMOHHOW TMPOTUBOCTIATUTETb-
Hoil Tepaniuu (ot 10 no 40 maueHTOB), TakXkKe
CBUIIETEIbCTBYIONNI 00 3(D(PEeKTUBHOCTU Tepa-
nuu B OonbiMHCTBe ciaydaeB [7—9]. HA orpa-
HUYMBATUCH WHGMEKIIMOHHBIMU OCTOXHEHUSIMU
B clydyae JUIMTENbHOTO MPUMEHEHHUs Ipernapara
(>1 Mec.) ¥ ycremHo KyMnupoBajuCh MpUMeHe-
HHEM aHTUOAKTepUATbHBIX CPE/ICTB.

MHoroo6eniamoInne pe3yabTaThl, TOKa3aB-
1IMe BBICOKYIO 3(D(hEeKTUBHOCTh aHAKUHPHI Y TIa-
LIMEHTOB C TOJArpoit, ObLIM MOJYYEeHbI U B ITOCJIe-
nyromux padorax [10—12].

Bein omucaH OMBIT YCHEIIHOTO MpuMe-
HEHUS aHaKWHPBI y TpeX OOJBHBIX ITONArpoit
B COYETAaHUU C CaxapHBIM OUAOETOM 2-TO THTIIA.
[ToMHUMO CHMXXEHUSI MTHTEHCUBHOCTH OOJU B Te-
YeHue TIepBBIX 24 4acoB OT BBENEHUs TIperapa-
Ta, OBLJIO OTMEUYEHO ero 0JIarornpusITHOE BIUSTHUE
Ha rmokasarteJii yrieBoaHoro oomeHa [13].

B pannomMusnpoBaHHOM KOHTPOJIUPYEMOM
uccnenoBanuu (PKM) ¢ yyactuem 88 nmanueHToB
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¢ MOAarpoi, ciydyailHbIM 00pa3oM pacIipeneIeHHBIX B IPYITIThI
IJIS1 TIPUMEHEHUSI aHaKUHPBI B 103e 100 Mr/cyT. Wi Tpaauiy-
OHHOI Tepanuu (KOJXWILIMH, HAIPOKCEH WJIM TPEITHU30JIOH)
B TeYeHHUe 5 AHEl, ObLIO YCTAaHOBJIEHO, YTO aHAKMHPA HE YCTY-
naet 1o 3(pHEeKTUBHOCTH OOBIYHOM TepariKu OCTPBIX MPUCTY-
MoB rnoaarpuyeckoro aptputa [14]. Paznuuuit no konuuectry
HSI He Ob110; 0 cepbe3Hbix HS He coobianock.

B Poccuiickoit ®@enepalii OIMBIT MPUMEHEHUS aHa-
KWHPBI TPU TIOarpe OrpaHWYeH ONUCAHWEeM eIMHUYHOTO
ciyyast [15].

B xoze auckyccum 3KcnepThl NPUILIM K CHEAYIOIEMY 3a-
KJII0YEeHHIO:

OCHOBHBIMYM WUHIYKTOPAMU Pa3BUTHSI OCTPOTO apTpUTa
y 00JIbHBIX MOJArpoil BsI0TCS O6esku ceMeiictea UJI-1, npe-
xne Bcero UJI-1p u UJI-1a. T'unepnponykuust UJI-1 npo-
WCXOIUT B Pe3yIbTaTe B3aMMOIEHCTBUSI KPUCTAJIIOB MOUYEBOM
kucyaoThl ¢ Toll-mogoOHBIMU peLienToOpaMu, paciol0XEeHHbI-
MM Ha MOBEPXHOCTU MOHOLIMTOB M MOHOHYKJIEAPHBIX Kie-
TOK CMHOBHAJIBHOU 00OJIOUKM C TTOCENYIOleil aKTuBaInei
NLRP3-uHprammacombl, BHYTPUKIETOUHOTO OEJIKOBOrO
KOMIIIEKCa, B KOTOPOM TMPOUCXOOUT 0OOpa3oBaHUE aKTUB-
HBIX hopM MJI-1 13 COOTBETCTBYIOIINX TTPEAIIECTBEHHUKOB
¢ JajbHEeWIIeil ero cekpelnueir 1 BbICBOOOXIEHHEM BO BHE-
KJIETOUHYIO Cpefy. DTO B CBOIO OUepeNlb CITIOCOOCTBYET BOBJIE-
YEHWIO B BOCTIAJTUTENILHBIN MPOIIECC PA3TUIHBIX TUTIOB KJIETOK
U BBIIEJCHUIO 3pesibiX (OpM MPOBOCHATUTENBHBIX OEKOB,
B ToM umcie cemeiictBa MJI-1 [3, 16]. Kpucramibl ypatoB
J10303aBUCUMO MHAYUMPYIOT U Bbipabotky WMJI-1a, korto-
PBIil TAKKE y4acTBYeT B TaTOTeHe3e MoJarpuyecKoro apTpuTa,
B TOM 4YHCJIE CTIOCOOCTBYSI PEKPYTUPOBAHWIO HEUTPOGhUIOB
[17]. Kak WUJI-1a, Tak u UJI-13 peanusyioT cBoit rpoBocIia-
JIMTEJIbHBIN TOTEeHLIMAJ, CBA3bIBasich ¢ peuentopom 1 MJI-1
(MUJI-1R1), Torma Kak ele OOWH MPEICTaBUTEIb CeMEMCTBA
WJI-1 — anrtaronuct peuentopa MJI-1 (MJI-1Ra) — Takxe
cBs3biBaetcst ¢ MJI-1R1 1 Tem caMbIM npeaoTBpalliaeT CBSI3bI-
Banue ¢ HuM WJI-1ou UJI-16 [18, 19]. [1pu momarpe xpucrai-
JIbl yPaTOB BbI3BIBAIOT pe3Koe CHuXeHue oTHoueHus MJI-1Ra
K obueMy comepxanuio MJI-1, yTo mpuBOoaIUT K IpoBOCIHa-
JUTeIbHOMY AucbanaHcy, u B pesyabrate MJI-1Ra He MmoxeT
KOMIIEHCUPOBATh UHAYLUPYEMbIl KpUCTAJIJIAMU YPaTOB CUH-
Te3 MPOBOCHAIUTENbHBIX HUTOKMHOB [20]. Takum oGpaszom,
BoccTaHoBsieHUe YpoBHS WMJI-1Ra sBisieTcss moTeHUMaIbHOMI
LIEJIbIO Tepanuy OCTPOTO MPUCTYIAa apTPUTA U BIMSET Ha Ma-
TOT€HEeTUYECKMEe MEXaHU3MbI TTOJATPUYECKOTO apTpUTa. YUu-
TBIBasi, YTO OCHOBOU NMEWCTBUSI aHAKWMHPBI SIBJISIETCS CBSI3bI-
Banue ¢ MJI-1R1, ananornyno MJI-1Ra, naHHbBIIT MeXaHU3M
SIBJISIETCS TEOPETUYECKON OCHOBOU JJIsI MPUMEHEHUS €€ y Ma-
LIMEHTOB C MOJArpoii Mpu OCTPOM apTPUTE.

Hcnonb3yemble B HacTosiiee Bpemsl sl KyMUPOBAHUS
OCTPOTO MPUCTYTIA TIOAArPUYECKOTO apTpUTa Mpemnaparsl (KO-
xutivH, HITBII, T'K) HeaddekTUBHBI 1/MT1M UMEIOT abCOITIOT-
HbI€ TPOTUBOMOKA3aHUSI K IPUMEHEHUIO He MeHee ueM y 2% na-
LIMEHTOB C XpPOHWYECKOU TIOAarpoii (He MeHee Tpex 000CTpeHu
aptputa Brof) [21], 4To MO3BOJISIET paccMaTPUBATh UX B KAUECTBE
KaHIUIAToB s Tepanuu nHruoutopamu MJI-1, ocobeHHO eciin
Y4eCTbh, UTO TIOMOOHBII METO B TAKMX CITyJasiX Ha CeTOMHSIITHUHT
NieHb O6e3asibTepHaTuBeH [4, 5], a unruouropsl UJI-1 B neueHun
OCTpPBIX MPUCTYIIOB apTpUTa MpPU MOJArpe He YCTYMaloT Mo -
(EKTUBHOCTU TPATULIMOHHBIM MeTonam [22].

CyuiecTBylolass Ha HAacTOSIIIUN MOMEHT JOKa3aTelsb-
Hasg 6a3a 3(pGeKTUBHOCTU aHAKMHPBI, MOATBEPKIACHHAsT pe-
synpratamMu PKU [14], moka3bIBaeT, 4To HU3KAs, HE TIPEBBI-
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marouias TakoByw y apyrux npenapatos (HITBII, koaxuuuH,
I'K), yactota Hfl nmpu npoBeaeHUU KOPOTKOTO Kypca JIeUeHUst
y MalMEHTOB C OCTPBIM MPUCTYINOM MOAATPUUYECKOT0 apTpuTa
MMO3BOJISIET paCCMATPUBATh €r0 B KAUECTBE IEMCTBEHHOTO Me-
TO/Ia CUMIITOMATUYECKON Teparnuu B ciiydae HedhdeKTuBHO-
CTU WJIW TIPY HAJIMYWM ITPOTUBOIIOKA3aHUI K TPAIUIIMOHHBIM
crnoco6aM KynMpoOBaHUS apTpUTa.

XoTs eAMHCTBEHHbIM M3 uHruomropoB WMJI-1, 3ape-
TUCTpUpOBaHHBIM B Poccuiickoit Denmepauum ST JCUCHUS
rnojarpel, sBjisieTcss KaHakuHymad [23], Takke MokaszaBLIMiA
cBo10 3 GeKTUBHOCTD 110 pesynbratam PKU [24, 25] u ume-
IOIIMIT OJArONMpPUSTHBINA OIBIT NpUMeHeHus1 B Poccuiickoit
Denepann, ero BHICOKAsT CTOUMOCTD JIMMUTHUPYET IIHPOKOE
MPpUMEHEHNe, YTO MO3BOJISIET pacCMaTpUBaTh aHAKMHPY B Ka-
YeCcTBE dKOHOMMYECKH BBITOJHOW allbTepHATUBbI. Tak, XOTs
CPaBHUTEJIBHBIX MCCICIOBaHUI KaHaKMHy0aMa M aHaKMHPBI
y MalMeHTOB C TOAAarpoil He MPOBOIUIIOCH, TIPU COTIOCTABIIC-
HMM pe3ysbraToB rcciaenoBanust N. Schlesinger u coasr. [26],
B KOTOPOM OIHOKpaTHasi MHBEKIMS KaHakuHymaba 150 mr
MOAKOXHO TPEBOCXOAMIA OJHOKPATHYIO BHYTPHUMBbILIEYHYIO
WHBEKINIO TPUAMIIMHOJIOHA anleToHuna 40 MT B OTHOIICHUU
WHTCHCUBHOCTH 00JTH, OllcHUBaBIIelics yepe3 72 yaca, u PKU,
B KOTOPOM TakXe H3ydaJloCh BIMSHUE aHAKWHPBI B 03¢
100 Mr/cyT. MOAKOXHO HAa MHTEHCUBHOCTb 00JIM Yyepe3 72 yaca
[14], 6BLTO MMOKA3aHO, YTO MHTEHCUBHOCTD OOJIM Y MTAllUEHTOB
yepe3 yKa3aHHbBIM BPeMEHHOM OTPEe30K IOCiie BBEACHUS KaHa-
KHMHyMa0a ¥ aHaKMHPbI OblL1a cxoxeit [14].

IIpencrasasieTcst mepcrneKTUBHBIM UCMOJIb30BaHME aHA-
KWHPHI Y TAIMEeHTOB C MOJarpoil B COYETAHUHU C CAXapHBIM 1M -
abeToM 2-ro THIIA, CePAECYHO-COCYIUCTHIMM 3a00JIeBAHUSIMU
" 3a00JIeBaHUSIMM TIOYEK, IMPU KOTOPHIX TPUMEHEeHNE TpaIu-
LIMOHHBIX METOJIOB Tepalnuu 3aTpyAHUTEIbHO. BBeneHue aHa-
KUHPHI B 103¢ 150 mMr/cyT. Ha mpoTsikeHuu 4 Heneiab B PKU
MaleHTaM ¢ HapyIIeHHON TOJIEpaHTHOCTBhIO K TJIIOKO3€
yJIy4lIajao ceKpeluio MHCyauHa [27], a umeoniecs 1aHHbIe
O NPUMEHEHUU aHAKWHPbl B CPAaBHEHWM C MHTUMOUTOpaAMU
¢akTopa HeKpo3a OIMyXOJH Oy MAIIMEHTOB C PEeBMATOMIHBIM
apTPUTOM TTOKa3aJIv, YTO €€ BBEIEHNE COMPOBOXIACTCS MHO-
TOKPAaTHBIM YMEHBIIIEHNEM MOTPeOHOCTH B Ha3HAUYEHWU ca-
XapocHUXarolux nperapatoB [28]. KopoTkuii nepuoa mosy-
BBIBEICHHUsI aHAKUHPBI (6 4acOB) MO3BOJISIET pacCMaTPUBATh
BO3MOXHOCTh €€ TPUMEHEHHUs y TAalMEeHTOB IpPU IOJarpe
C TsXeJIol XpoHuueckoi 6osie3Hpto novyek (XBII), yto moxa-
TBEPXIAET OMBIT Ha3HaYeHUs npenapata 31 nmanueHty ¢ XbI1T
4—5-i1 cTaguu WIM Mocjie TpaHCIUlaHTauuu movyku [29]. Ha-
nboJjee YacTo Mpu 3TOM Tipernapar BBoauics mo 100 mr/cyr.,
3a UCKJIIOUCHUEM 5 TalueHToB (4 MalMeHTa MOoJydaad re-
MOMUIbTpalMIo, a MpernapaT BBOAWIM B AHU Oe3 auanusa),
KOTOPBIM aHaKUHPY BBOAWIM Kaxable 48 uau 72 vaca. Ipe-
mapat 661 3 GEKTUBEH y BCeX MAlIMEHTOB, TP 3TOM 3ape-
TUCTPUPOBAH TOJBKO OIWMH CJIydail pa3BUTUS MHMDEKIIMOHHBIX
OCJIOXKHEHM (y 96-JIeTHEN XEHIIMHbI ¢ HO30KOMUATbHBIM
MueJoHePUTOM MOCie OPTONEANMYECKOU orepaluu Mo mo-
BoIy mepejioMa Oeapa 1 yepe3 3 Mecsina rocie 10-gHeBHOro
Kypca aHaKMHPHI, B OTCYTCTBUE JICHKO-, HEUTPO- WU JTUM-
¢donenun). Murubuposanue WMJI-1 mpencrabisieTcsd Takxke
MEePCIEKTUBHBIM METOAOM MPOMUIAKTUKU CEePAEYHO-COCY-
NUCTBIX 3a00JIEBaHUI, B TOM UMCJIe MPU MOJArpe U ruIepypu-
kemwuu |30, 31].

YuuThIBasi MMEIOIIUIICS OIBIT MPUMEHEHUS] KOPOTKO-
ro Kypca (mo 10 mHeit) BbICOKMX 103 (>100 Mr/cyT.) aHaKWH-
pbl ipu COVID-19 [32], uenecoobpasHo mposeneHue PKH
I11 da3zbr ¢ uzyuyeHnem 3hGHeKTUBHOCTA M O6€30MAaCHOCTH pa3-
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JIMYHBIX 103 Tperapara y MalueHToB ¢ romarpoii. B Hacrosi-
1ee BpeMsl liejecoo0pa3Ho Ha3HaueHMe aHaAKWHPBI B CYTOY-
Hoii no3e 100 mr.

JIMUTeIbHOCTL Kypca Teparuu A0KHA ObITh MHAWBUIY-
aJlbHOM — B cpeaHeM 3—7 JIHeil, — 4To, Ha OCHOBAaHUM MMeEI0-
IIMXCS JAHHBIX, HE YBEJIMYMBAET PUCK Pa3BUTHUSI MH(PEKIIMOH-
HBIX OCJIOXKHEHUI U SIBJISIETCS] JOCTATOUYHBIM TSI OOJIBIIMHCTBA
mamveHToB [14]. Tem He MeHee, y OOJBHBIX TSDKEJION Tomar-
poii TIpM XPOHMUYECKOM TEUYEHMH, YaCThIX pEeLMIMBAX apTPUTAa,
IMOIarpUIECKOM apTPOITaTUU TTPOAOKUTEIBHOCTh Kypca MO-
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JKET OBITh OOJIBIIE W HE JOJIKHA OBITh CTPOTO JIMMUTHPOBAHA.
Llenecoobpa3Ho mpoBeaecHUE McCaenoBaHU 1Mo 3¢ GHEKTUBHO-
CTU 1 6€30TMaCHOCTH MTPOAOJIKUTENIBHOTO (0osee 1 Mecsiiia) npu-
MEHEHUsI aHaKWHPHI y TALIMEHTOB C MOAArpoi, Hy>KIAIOLIUXCS
B JUTUTEJIbHOM CUMITTOMATUYECKOW TEPATIUU.

[To enuHOAYIITHOMY MHEHUIO YJICHOB DKCIIEPTHOTO COBE-
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