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beccumnmomnan zunepypukemus

® [unepypukeMusi SIBISACTCS IHPOKO PaCHPOCTPAHEHHOW MpoOIEeMOM BO BCEM MHPE,
BCTPEYAEMOCTh KOTOPOii cocTaBmseTr 16—17%.

®» beccumnTomHas runepypukemus (bI'Y) omnpenenseTrcss Kak IOBBIIIEHHE YPOBHS
CBIBOPOTOYHOM MoueBOM KucCaoThl (MK) >6,8 Mmr/mn 0e3 KIMHUYECKHX IPU3HAKOB
MOJarpUYECKOr0 apTPUTA.

Pacnpocrpanennocte BI'Y mocrarouno Beicoka (16,9% B3pocnoro nacenenus CIIIA,
16,8% B Poccum) u uMeeT TEHACHIIMIO K POCTY 3a MOCIEAHUE HECKOIbKO JECATUICTHUH.
HNmeromuecss NaHHBIE CBUACTENLCTBYIOT O CBI3M MeExay bI'Y U MHOXECTBOM
KOMOPOMIHOCTEW, BKJIIOYAsl apTepuaibHyI0 runepreH3uio (Al'), XpoHMYECKYyr0 00JI€3Hb
nouek (XbBII), caxapnwiii guader (C/l) 2-ro Tuma W Jpyrue cCepAcYHO-COCYAUCTHIC
3a0oJieBanus1. Borpoc o Tom, urpaet au bI'Y npuunHHYI0 poJib IIPU 3TUX 3a00JICBAHUSX,
OCTAETCS MPEAMETOM MCCIECNOBAaHUS W MPOJOJDKAIOMIEHCS JUCKYCCUHA, a HAy4YHbIE
COOOIIIECTBA PACXOSITCS BO MHEHHUAX O HEOOXOAUMOCTH JieueHus bI'Y
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Tasnuua 1. MNogxoaok! K HazHadeHro Y COT, peromMmeHOyeMble PASNMYHBIMKM PeBEMaTONOr MHYeCKMMK CooSILLecCTEaMM
Table 1. Cral administration methods recommended by various communities of rheumatology

NoxazaHwe
Indication

Arnon ypHHONL
KOpPEeKTHPOEKS B0-
AHPOBOK MPOE0ANTCA

Annonypunon (CKd Gonee 60 mn / MmuH [ 1,73 W)
AnnomypuHon/desykcocTar (CHKD ot 30

ANNODNYPHHOA, KOPPEKTHPOBKA AOZMPOEOE NPOEOOHTER Ao GO0 wn / Mua [ 1,73 @) € YYETOM KNHDPEHED
C YH4ETOM KNHPEHCa KPeaTHHMHA @efyxeocTar (CHD moxe 30 mn / Ml /1,73 Wf)
Allopurinol, dosage adjustment is made taking into Allopurinol (GFR exceeds 60 mL/min.73m?) Mlu.pﬂﬁiar-lrn'lll:l;age
account creatimine clearance Allopurinolf FahuxustattEFEHiﬁ 30 to G0 mLs adjustrnantris made
min/.73m?) ; )
gz:'?"" Febuxostat (GFR below 30 mL/mir1.73m?) taking into account
creatinine clearance

MeGYKCOETaT — NPEnapar BTopod THHAM ¥YCT, Ha3HAYALTCH, ECAN HEB O3~

MOMNHO QOCTHYL LEAEBLD 3HAYEHMA cHMIK NpH NnpWeme Ma e WM anb Hbl X HeT yeTKHx
ADZHPOBEOK ANNONYPHHONA HNTH NPH HENEDEHDCHMOCTH anmnomypaHona Mpu cHKeHnH GO YEAZaAHMA
Febuxostat is a ULT second-line drug; it is prescribed for achieving target In GFR dicrease Mo clear
SUA values during taking the maximum dosages of allopurinol or if there is indications
an intolerance to allopurino
B cayyae peaKHMX NPHCTYTOB
0 KynHpoeaHMA apTpuTa YCT
HE pexOMeH Y eTCH.
B cnyyae 4acThIX NPHCTYNOE
DCcTpLE YCT oTHOCH- AOMyCHAETCA DGCYAMTL CTapT YCT oTHOCH- Hogoel Hopoel
MPHETYM TEMbLHD HE PeKn- YCT B0 BEpeMA NPUCTYNE APTPHTA TENbLHO He pe- YOT OTHOCHTENGHD PAKOMEHAVETCR YCT 0THOCHTEML-
nogarps MeEHAYETCA A0 [EMHCCHH KOMEHOYeTER New! ! HO pPEKOMEeHTYeTER
Acute gout ULT i= not LLT is not recommended in case of LILT is not . - Mew!!
ULT is recommended

flare recommendead rare flares befora arthritis relief. recommended ULT is recormmended

In the case of frequent flaras, it is
allowed to discuss the ULT initiation
during arthritis episode before
remission

MpuasaanwaeM™ote. EULAR (European Leaguse Against Rheumatism, Guidelines 20768) — Eppomeifickan aNTHDSEMETHYSCK R FMra, DaKOorMaHqaLns 2076 r.

3], BSR (Brttsh Society for Rheumatology, Guidalines 2017} — Bpyradckoe 00LLacToO DEEBMaETONMM 08, DeKoMaN JaLjmed 20717 r. 4], ARR (Association of
Rheumatologists of Russia, Guidelines 2018) — AccoUyMalpta DeaMaTomoros FPoccHi, Darkosarnaipry 20782 r. [8], FSR (Franch Sociaety of Rheumaltology, Gidalines
2020 — Ppanyackoe OOLSC TED DEEMaToNonog, pekosMargalns 2020 r. [7], ACH (American College of Rheumaiology, Guidalines 20201 — AmMapHkan ckas

KOLUTErHe DSBMATONONOE, DEKOMSHOEL N 2020 r. [9].
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BeccuMnToOMHa®n 'Y
MogudonKaymA OGDa3a MASEHA Oa Oda Oa Ada
YWCOT HeT HeT HeT HeT
ODcTpLIA NPHCT Y N0
Ha4vano nevyeHKA Kak MosKHO cROpes Kak ModsHI cEOpae Kak mMosHO cKopeaa Kak ModsHD cROpas

HIOBTT, HONXAMUKMH, KOPTAKOCTEDOWLE (Me8popanEHo, BHYTRPUCYCTAEHD, BEHYTRMMEILLEYH O, BEHYTRPWBEHHO), MPH HeoGOn M MOcCT — B KO-

Nexapcrea GuHaumK. Mpy HEKOHTPOMMEDYER/MORM OSOCTREHAKM — GnokaTop FIUT-1 any AT

XpoHMYecKaA Moaarpa

=5 Mron \mn| <6 sMriogn, Ho He Ma-

Lenegon ypoeaeHb MK HBB 3 Mrfon S miron <5 s gm nnu <6 raron =<5 mrsonm |ma <6 sarSon
FeyuounenpyDIgKMe OSOCcTRE HMA, Fauuaueupyrime PaeuyuaguBEMpDYWHLLIME BCMbILLI-
Tocpycel, MKE, apTper. daxe npwy oSoCcTpEeEHWA, TodWekl, KM, TOQWWChI, pPEHTIEHOMNOrA-

Prumoumen oy MEe OGOCTDEHKMA,

MokazaHWuA K YCT nNapBoM NPACTYNE, NeGHnTe B BOS- apTponaTHaa c X6, MEE, To chi, XEM G2, MKE YaCKHE NOBDpeE OeHMA. dase
pacTe <40 ner, chikK= 8 mrfon, OWUYPETHEK, Ha4ano by MNP NEpEoM NEPRAac Ty e,
COMYTCTEWHILLLMX 3a60me EaHMAX B MOMNooomM BEO3pacre XBEIM G323, cME=9 mryon, MKEB

Mpr neGoTe Nogarpsl B BO3pacTe
=40 meT, NoYse4YHOR NaTonoriAaiA,
KOMODPEWOH RN S3abGonaesaHA»
WPATCHWHE DLW YHD Te panmMu cnengyeTt

B &
Havano ¥CT He yNoMaHyTOo MNocne eocnaneHwn MHA LMW DOBRATE CRasy nocrne nemp- 0 BREMHA OOOCTREHAA

BOMD NPWCTYMNa apTpuTa. ¥poeEeHb noparpe!
YHagUTEeNLHOCTH peKaoMaeHOaunha B
(WPOBEEHbL OCTOEEPHOCTM JOoOKa3a-
TenecTe )
1-A nrHWA YCT Annomyprmon
2-A naHAUA YCT PDeGYKCOCTAT ANA VYPUKOSYPWYe CKIMEe CpacTea
S-A NrHWA YoT MermoTrHKkasza
YCOT npM Naronorid| noyak ANNOoMyPHON, HOpPeELMA 403kl B SaEicHMMocTe oT CKdyWhesyKoooTaT?
MpodonnakTMEa Komaumymu ' HIBNM
Npoao MTENEHOCTE G Mec. B mec. 3 mec. S B Mmec. 3 mec. S 6 mec.

NpochNa KT | KR

Mpareacaamre. SLT A5 — Eaparmaeifoxas aHTHDS BRE T SO S B, N ORMSHITAL N TS r. [T 1], BSA — BGpEamanHciose O LU cT R0 eSS TONTR O E | NSRS S ITS (i1 &1
20 F ol T2, APPFP — AcCoolid S S EERIaTOSTORS FPocC e, DOaN Ol MR LY 2078 r fT3], AR — AR DErREiCi SR KOTLITOr M e B4R T OO, R ORPS TS e SN0 o <L),
AT — SUpoadd O OIS THED TN TELET mopeaosy . FLUTT — smapurasicers, ATENT — e cT Do p-LnS IO TS0 SOOI T aTHT Sk HEM S TTSITaDS T, ke CHERONS T KT O s OO T
AT T S L

T ConOT S TOTE R O S KO ASITS L TR A T3] W IS ST S (O S LRSS B GO TR N IO RSN SR DR ITVETCT T OSSPSR MO OO L (AR B S TR ST, O e 30
ASUTONTWENAM OUTA O PEEMCHAMOCTI O SR, B Ty iaes D ST HEROSITE TErs MHEX [VESN LT, CEAIE DN & TTOARASINS NG A ST IO T OUTE, &8 TaNNCOS IO ENSIPON TGS

L SUTESE O WENEET CSNEFD ITDe I RS B AR GRS TS O SPONTIF G THALDY P03 SUTITON TV ENAHOUTS IR O ASEITIE TICR S SIS NSNS IO T N BTN TS FGE S TSNS TS ST

e rmoocTar) (WROESHE WO SUTHT SUTEMHOS T H DM ORS HIRS [ B, ypDoooks ocTOoOESHOCTH Joka2aTasmecr2 (b)), e yoOoo TS T ATOINGS T T AN AT =05 b GOk MOy & A FOET
RSN GET IO SS S O8T SO T T O CT RO, S0 S e TR HOCT = B OT O LIS 8 BT aeeeT Ha CMTR rmpes rTDE s a0 (NS PN PO IS TE E T TP SSENLR & T TaRE WD

¥ AL T O ET . W S OUTE BN T OO GO SRS O ET R LT o was Ded RO TE T R LIPS, SRS SSLITONT WNTHOST, OIS UTSS T JOCT M En s JasTaaoro Viooana R T 37.




FitzGerald JD et al. 2020 American College of Rheumatology guideline
for the management of gout. Arthritis Rheumatol 2020 Jun; 72:879.
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beccumnmommnan zunepypuxkemu

®» (ConIacHO pe3yjbTaTaM HCCIEIOBAHUN ACMO3UIMS KpUCTANIOB MoHOypara Hatpus (MYH) npu
0€CCUMITOMHOM T'HIIEPYPUKEMHUHN IIPUCYTCTBYET B 0K0OJI0 25% ciiydaeB. TO MOKHO OOBSICHUTH TEM,
YTO paCTBOPUMOCTh MOUYEBOM KUCIOTHI B CBIBOPOTKE KPOBH OMPEACIICTCS ONPEACICHHBIM MPEICIIOM
— TOYKOW HacklmeHnus KpuctamioB MYH. In vitro mpm Temmeparype 37 °C MVYH HaumHaroT
ocaxaaTbcs npu KoHueHTparuu 408 mxMmonw/n npu pH 7. JlenoHupoBaHKWE W BbIMAJACHHUE B OCAJ0K

kpucTtaiioB MYH moxeT ObIThb M Mpu 00J€€ HU3KOM YPOBHE MOYEBOM KHUCJIOTHI MPHU JOKAJIHHOM

ITIOHWKEHNH TEMIIEPATYPHI TEJIa WU IIPU OXJIAXKICHUU BCETO OPTaHU3MA.
®» KpOMe TOro, BcC€ OOJIbIIE JAHHBIX JUTEPATypPbl CBUJETEIBCTBYIOT O TOM, YTO CKPBITOE

OTJIOKEHUE KPUCTAIJIOB MOYEBOM KUCJIOTHI MOXKET MPOUCXOIUTh B MHOKECTBEHHBIX BHECYCTABHBIX
aCTKax, TAKWX KaK 3HJOKApA, MHOKApJ, KJIamaHbl CEpAlA, TOHKMKW W TOJCTbIA KHUIICYHUK,
03BOHOYHHK, CTPYKTYphl IVla3a (BEKH, KOHBIOHKTHBA, CKJEpa, POTOBMIIA, XPYCTAJIUK, paayKHas
00oji0ouka, cerdarka). IloaToMy M THNEpPYpUKEMHUS MOXKET MPOSBIATHCI Kak OOJIM B CIMHE,
3a00JICBAHUSI COCYJIOB HJIM CepJlla WM JaXe CUMIOTOMBI TMOPaXKEHUS IJla3, a HEe TOJbKO
0OIIEN3BECTHBIMU MOJArPUISCKUMHU apTpoIIaTUeil uiand HePpoIaTuei.



beccumnmommnan zunepypukemus

® VYPOBHM MOYEBON KHUCJIOTHI MOXHO CHH3UTHh MEIMKAMEHTO3HBIM ITyTE€M, TO €CThb HPUMEHECHHEM
JCKapCTBEHHBIX  CPEJACTB, TOPMO3SIIMX  BBIPAOOTKY  MOYEBOM  KHCJIOTBI  (MHTHOUTOPHI
KCAaHTHHOKCHIA3bl.  ajuionypuHod # (elykcocTar); IpenaparoB, CHOCOOCTBYIOIIUX BBIBEICHHUIO
MOYEBOM KHCIOTHI (MpoOeHemu1, OCH30pOMapoOH M JIE3WHYpPaJa) M JAPYTHUX YPaToCHIIKAIOIINX
JIEKAPCTBEHHBIX CPEACTB, TAaKMX KaK aTOpBACTaTUH WM OJOKATOp PEUENTOPOB AHTMOTCH3WHA —
J03apTaH).

®» OH3KO HA3HAYCHUE MPENApaToB /I KOPPEKINHU THIEPYPUKEMHUM HA CETOIHSIITHUAN JE€Hb OCTAETCs
JTUCKYFa0eIbHBIM BOITPOCOM.

O BCEX PEKOMEHIAIUAX PEBMATOJOTMYECKUX aACCOUMALMK. EBPONEUCKON aHTUPEBMATUYECKOMN
mpn (EULAR), bpuranckoro o6mecrsa pesmaroinorun (BSR) , AmMepHkaHCKOro KoJuiemka
eBmaTtooroB (3e Initiative) He pekoMeHIyeTcs TPHUMEHEHHE YPATOCHIDKAIOIICH Tepamuu
allUEHTOB ¢ 0€CCMMMOTOMHOM runepypukemueii. Ho ectb cooOIeHuss 0 TOM, YTO YpPOBEHb MOYEBOM
KUCJIOThl W HaJWyde KOMOPOMIHOM MAaTOJIOTHUM MOTYT BIMSATh HAa HAa3HAYEHHWE JAHHOW TPYMIIbI
npernaparoB. Tak, y MOKXUIIBIX MAaIllMEHTOB OCCCUMIITOMHYIO THIIEPYPUKEMHUIO HE CIEAYET JICUUTh Kak
TaKOBYI0, €CJIM TOJIbKO YPOBEHb MOYEBOM KHUCJIOTHI HE IpeBblacT 13 Mr/mn aist MmykurH 1 10 mr/pn
JUTS SKEHIIUH WUTK Ha (POHE CHHApOMA JIU3HUCca OIMyXOJIu

® fMoHCKHE PEBMATOJOTH COBETYIOT HAYHMHATh YPATOCHIKAIOIIYIO TEpaIHio MPU YPOBHE MOYEBOM
KkucaoThl 9 mr/mr (540 MkMOITB/1T).




beccumnmommnan cunepypuxkemus

W ecnu ¢ MOMOIIBIO AUETHI HE YIACTCS CHU3UTH AKCKPEIUI0 MOYEBOM KHUCJIOTHI B MOYE JI0
<1000 wmr/cyt, ciemyeT HCIOJIb30BaTh MHTHOUTOPHI KCAHTUHOKCHIA3bl. Jlo3a mpemapaTtoB
J0JDKHA OBITh CKOPPEKTUPOBaHA JUIS JOCTIKEHHUS YPOBHS MOYEBOW KHCJIOTHI B Moue <800
MT/CYT.

EBpomelickoe areHTCTBO IO JieKapcTBeHHBIM cpeactBam (European Medicines Agency —
MA) om00pui0 HHTHOUTOp KCAaHTHHOKCHAA3bl — (edykcocTaT — Uil MEHEHKMEHTA
MALUEHTOB C XPOHUUYECKOMN TUIIEpypUKEMUEH ¢ Aeno3uuner MY H.

Emie onHa rpynmna manueHTOB, Y KOTOPBIX MOXKET MPOBOIUTHCS MEIUKAMEHTO3HAS KOPPEKITUS
YPOBHSI MOYEBOM KHCIJIOTbI, — POJICTBEHHUKH OOJBHBIX C HACJEJICTBEHHBIMU IOPOKaAMU
(epMEHTOB I'MMOKCAaHTUH-TyaHHH(OCchopudo3unTpancdepasbl (cuHapomMbl JIéma — Huxena u
Kemmmn — 3urmumiepa), noko30-6-¢ocdarasel wnm  ppykro30-1-pocdarampmonasu, dto
BBI3BIBAET UPE3MEPHOE 00pa30BAHME MOUYEBON KHUCJIOTHI. | UIIEPYPUKEMHUIO B TaKUX CIIydasx
OOBIYHO YAETCSl XOPOIIO KOHTPOIUPOBATH MPH HA3HAYEHUH MHTMOUTOPOB KCAHTUH-OKCUIA3HI.
PojCTBEHHUKM TMAIMEHTa C MOJArpol JIOJDKHBI OBITh OOCHEIO0BaHbl JJisl OOHAPY>KEHUS
MOBBIIIICHHONW SKCKPEIMU MOYE€BOM KHCIJIOTHI C MOYOW. YpOoBeHb MoueBOM kuciiotel >1100
MTI/CcyT B Moue accoruupyetcs ¢ 50% puckom MoueKkaMeHHOM 00JIe3HHU.



beccumnmommnan czunepypuxemus

® CrHoHTaHHas WIM WHIYIMPOBAaHHAs MPOTUBOOMYXOJIEBBIM JICUEHUEM THOEIb OIYyXOJEBBIX
KJICTOK IPUBOJIUT K PA3BUTHIO Psijia METAOOIMYECKUX HApYIIEHHH, 0000I1I€HHO Ha3bIBAEMbIX
CHUHJIPOMOM pacriajia (J1u31ca) OMmyXxoJu.

Hanbonee wyacto  pa3BuTHE€  ATOrO0  CHHJAPOMA  OTMEYAIOT Yy  TAIMEHTOB  C
onpoju(epaTUBHBIMU  OMYXOISIMH M TeMo0JlacTO3aMH,  XapaKTEPHU3YIOITUMHUCS
ICOKOM CKOpPOCTBbIO pocTa, OO0iblIoN (pakuuel aKTUBHO JEJSIIUXCS KIETOK W
YyBCTBUTEILHOCTHIO K IMTOCTATUUYECKOW Tepanuu. J[j1s Hero xapakTepHbl TUIIEPYPUKEMUS,
runepdocdareMusi, TUMEPKATUEMUS] M TUNOKaIbluemMus. llocaeAcTBUs MOTEHIIMATILHO
TSKEJIbIe W BKJIIOYAIOT OCTPOE MOPAKEHUE TOYEK, CEPACUHBbIC apUTMHUU, CYJOPOTH U Jaxe
CMEpTh



beccumnmomnan zunepypukemus

KPHCTBANBI MONEBOR KHCAOTSI

® AKTHBHO IPOJU(PEPUPYIOLINE OMYXOJEBbIC KJICTKH UMEIOT BHICOKOE COJIEp)KaHUE HYKJICOTHIOB
u pocdara. 'nbesnb KIETOK MPUBOAUT K BEICBOOOXKICHUIO Kajus, pocdopa, MOUEBON KUCIOTHI U
JIPYrux MeTab0IuTOB NypuHa. BHE3amHOE€ MNOCTYIUIEHWE OOJBIIOro KOJIMYECTBAa MPOAYKTOB
KJIETOYHOTO pacraja MOXET IPEBBICUTh CHOCOOHOCTH OpraHM3Ma K HMX BBIBEJACHHIO. Takum
00pa3oM MOTYT Pa3BUTHCS BTOPUYHAS TUIICPYPUKEMUS, TTOAarpUIecKasi apTpOInaTus.
® [lopTOMYy W MyTH YCTpaHEHUsI THUIIEPYPUKEMHUHU IPU CUHIPOME pacmaga (JIu3uca) OIMyXOidu U
o/Iarpel MOXoku. Tak, HampuMmep, pacOyprkaza oJ00peHa I NMPEAOTBPAIICHUS W JICUCHUS
UHJpOME pacmhaja (JIM3uca) OMyXOJidu Yy MaIlMeHTOB, KOTOpPbIE MOJY4YalOT XHMHOTEPAIUIO IO
MOBOAY JIEHKO30B U JTUM(OM, B JIUTEPATYpE €CTh COOOIIECHHUE O €€ MPUMEHEHUHU MPU TODYCHOM
nojarpe. 3ato, B uccienosanuu B 2017 1. Haznayenus 10 mr ¢eOykcocrara B CyTKr 00yCIOBHUIIO
3aMeTHbIM 3(D(PEKT B CHIKCHUH YPOBHS MOYEBOM KHCJOTHI B CHIBOPOTKE KPOBH Yy JETEH C
reMo0JIacTO3aMi C PUCKOM Pa3BUTHS CUHIpOMa pacmaja (JIu3uca) OMyXOJM OT CPEIHEro K
BBICOKOMY. IIOCKOJIBKY KOHTPOJIb YPOBHS MOYEBOM KHCJIOThI B CBIBOPOTKE KPOBH HIPAET
pelIaloIy0 poJib B HOpoMIAKTUKE CHHApOMa pacnaza (Ju3uca) OIYXOJM, Pe3yIbTaThl
WCCIIEIOBAHMs TTOKa3aiud, 4To (heOyKCcoCTaT SBISICTCS MOIIHBIM CPEICTBOM MPO(HIAKTHKH
CHUHJIpOMa pacrajia (JIn3nuca) OMmyxoju y AETel ¢ OHKOJIOTUYE€CKUMHU 3a00JI€BaHUSIMHU.




beccumnmommnan cunepypuxkemus

®» B npeapiaynux ucciegoBanusax B 2014 r. y B3pocCiabIX NAalMEHTOB, KOTOPHIE MOJy4ald XMMHUOTEPAIIUIO,

OKa3aHo, 4To (PpeOykcocTar 3HAUMTEILHO CHIDKACT YPOBEHH MOYEBOM KHUCIOTHI B CHIBOPOTKE KpOBH. B
HEJJaBHEM JIBOMHOM CJICIIOM paHJAOMHU3UPOBaHHOM HuccienoBanuu 20151, B KOTOpOM CpaBHHMBAJIU
¢ebyKcocTaT ¢ aJIOMypHHOJIOM Y B3POCIBIX C TEMAaTOJIOTHYSCKUMH 3JI0KaYeCTBEHHBIMH 00pa30BaHUSIMU,
yCTaHOBJICHA BBICOKas A(hPeKTUBHOCTH (heOyKcocTaTa B MOATPYNIaX MAIMEHTOB ¢ Pa3IUIHBIM HCXOTHBIM
YPOBHEM MOYEBOM KHCIIOTHI B CHIBOPOTKE KPOBH, YPOBHEM KpEaTHWHHMHA W CTENCHBIO PHCKAa CHHAPOMA
pacmaga (nu3mca) omyxoieBod TkaHW. Ciaeayer OTMETHTh, YTO MAIMeHThI B O3TOM HMCCIICIOBAaHUHU
nonydanu 120 mr ¢ebykcocTara B CyTKH, YTO OBUIO 3HAYMTEIBLHO BBINIEC, YeM J103a, NMPUBEACHHAS B
IPEABIAYIIUX UCCICAOBAHUAX, U B 12 pa3 BhIllIe, 4eM 703a, KOTOpas Ha3Hadajgach B HCCIIEIOBAaHUAX C

Takum 00pazom, COIIACHO peKOMEHAANUAM 0eCCUMIITOMHYI0 THIIePYPUKEMHUI0 HE HYKHO
JICYUTh JIEKAPCTBEHHO, HEOOXOMUMO JIMIIb NMPEAOCTABUTH PEKOMEHIAIMH OTHOCHUTEIbHO
MOAU(PUKANUN CTHJIA U 00pa3a KU3HU, OTHAKO B OTJEJbHBIX CJOYy4asixX Mbl BCe K€ MOMKeM
PEKOMEHJI0BATh YPATOCHILKAKIIYIOTEPANMI0, a HUMeHHO ¢edykcocTaT NPU TAKHUX
MOKa3aTeJfAX:

- YPOBEHb MOY€BO KUCJIOThI =540 MKMOJIB/JI;
- CHHAPOM pacnajaa (JIn3uca) onmyxoJieBoM TKaHMU;
- 1eno3uTsl Kpucraawios MYH;

- POACTBEHHHKH OOJBHBIX ¢ HAaCJeACTBeHHBIMH AedexkTamMu ¢epMeHTOB (IOcJIe
1000C/IeIOBAHUSA).



\Y pamoCHUWIcarowan mepanus U no.i

®» TpaJIWIMOHHO OAHUM U3 (PAKTOPOB PHUCKA PA3BUTHS TOAArPHl CUYUTAKOT MYXKCKOH IOJ.
BpoxJieHHbIE HapylIeHHs IMYPUHOBOTO OOMEHAa CBS3aHbI C ayTOCOMHO-IOMHHAHTHBIM THUIIOM
HACJICICTBEHHOCTH W TPHUBOIAT K (POPMUPOBAHUIO TaK Ha3bIBAEMOW MEpBUYHON mnomarpbl. K
HanOoJee M3BECTHBIM TE€HETUYECKMM PACCTPOMCTBAM OTHOCSATCS TMOBBIIICHUE AaKTUBHOCTH
dhochopudo3uImupodocharcuHTETa3bl, YaCTUYHBIN e (pUITAT TUIIOKCAHTHH-
ryanuH@ochopudo3unTpancdepaspl. [Ipu Hamuumm TaKuX BPOXKIACHHBIX ITOPOKOB (DEPMEHTOB,
Y4aCTBYIOIIUX B OOMEHE MYyPHHOB, MPU3HAKHU MTOAArPhl MOT'YT BO3HUKATh B pAaHHEM BO3pACTe, Kak
npu cuaapomax Jlemra-Huxena (Lesch-Nyhan syndrome) wm Kemmu-Curmumnepa (Kelly-
Seegmiller syndrome). [danubple neuuutbl (EpMEHTOB CICILICHBEI C X-XPOMOCOMOM, IIO3TOMY
3200JICBAHUE Yallle Pa3BUBACTCS Y MYXKUMH, a NMPUMEPHO y 25% pOACTBEHHUKOB OMPEACIISETCS
UIMEPYyPUKEMHUSI.

ComtacHO AaHHBIM JIUTEpaTypbl, momarpa Bo3HukaeT juiib B 0,2 Ha 1000 ciydaeB >KEHIIWH
MJIaJiero Bo3pacra (mutaamie 45 set). JKeHIUHBI ¢ MoJarpou, Kak mpaBuiio, MOKUJIOT0 BO3pacTa
U UMEIOT OO0JIbIIIE COMYTCTBYIOIIMX 3a00JI€BaHUI, TAKUX KaK OKUPEHUE U IMOYEYHBIE 3a00JIeBaHUsI,
0 CpaBHEHHWIO C  MyXuunHamu. Eme  uMerommecs  OIMYMS B HapyIICHUM
IPOTUBOMOIATPUYECKON» JIUETHI, TIOATOMY aJIKOT'0JIb, KOTOPBIM MOXET ITOBBICUTh PUCK PA3BUTHS
NOoAarpbl y MY)KYMH, HE€ HWIPACT BAXXHOM pOJIM y JKEHIIUH, B TO BpPEMsA KaK MNPUMECHCHHUE
MOYETOHHBIX CPEACTB, B OTJIMYME OT JUECTHYECKHUX TPUITEPOB, YAIE OTMEYAIOT Y KEHIIWH, YEM Y
KEHIIWH. My>K4iH. KypeHue BBIIBICHO KaK (PaKTOp pucKa TMIEPYyPUKEMHUH TOJIBKO Y KCHIIUH.



\Y pamoCHUWIcarowan mepanus U no.i

» |_R. Harrold, Yood R.A., Mikuls T.R. u coaBropsl moka3ajiu, 4TO Hojarpa y >KCHIIUH ObLIa
HanOoJee B3aMMOCBS3aHA C TMIIEPTOHHYECKOM OOJIE3HBIO, AUCIUMNUACMUEH, 3a00JeBaHUSIMU
nepudepuISCKUX COCYIOB U CaxapHbIM JUA0ETOM.

® VYV SKCHIIMH OTMEYArOTCS HETHUIIMYHOE MOpa)KEHHWE CYCTaBOB B JeOrOTE 3a00sicBaHUs (HE
NEpPBbIM  IUIIOCHE(AJIAHTOBBIM  CyCTaB), BOBJICUCHUE B  BOCHAIMTEIBHBIA  IPOIECC
TOJIJEHOCTOIIHBIX CYCTaBOB, MOIYT OTMEYaTb HAYAIbHBIM MOJUAPTUKYJISIPHBIM CHUHIPOM,
OMUHMPYIOIIEE MOPAKCHUE BEPXHUX KOHEUHOCTEHW MM TO(PYChI, KOTOPHIE MOYKHO CIIyTaTh C
PEBMATOUAHBIMU y3JIaMH. , @ 000CTPEHUE MOJarphl MEHEE YaCThIC

C maToreHeTUYeCKOW TOUKU 3PEHUS CTPOTEeH 3alllUIAET )KEHIIIUH OT MOJIarpbl U3-3a €ro CBSI3U
C YCHWJICHHOM MOYEYHOM SKCKPEIIMENH MOUYEBOM KUCIIOTHI, U MOAO0OHBIN 3(PHEKT UMEET 3CTPOreH
IIpM TOPMOHO3aMECTUTEJIbHON Tepanuu. bojibliias 4acTh KEHIIUH C MOBBIIMICHHBIM YPOBHEM
MOYE€BOM KHCJIOTHI B MEPUOJ] MOCTMEHOIIAY3bl MO CPABHEHUIO C PEIPOIYKTUBHBIM BO3PacTOM
MOXXET OBITh OOBSICHEHA CHHUXEHHEM C BO3PACTOM YPOBHS ACTPOr€Ha, YTO MPUBOAMUT K
CHIDKCHUIO KaHAJIBIIEBOM SKCKpEIuu mmoukamMu ModeBoi ku Kpome Toro, K.Y. Kim u coaBTOpsI
paccMaTpuBalOT KaK BO3MOXXHBIM BapuUaHT BIMSHUE OCTPAJAMOIa Ha PEryjJupoBaHUE
OMoCcHHTE3a MypHrHa



\Y pamoCHWIIcaAroulast mepanus u noJi

®» (COOTBETCTBEHHO, €CTh OCOOCHHOCTH B BBIOOpE YpaTOCHWIKAIOIICH Teparuwu,
nostroMy B wucciaegoBanuu 2014 1. mpoaeMOHCTpUpOBaHA 3ghghekmuenocmp
pebykcocmama y TAIMEHTOK CTapIIEro BO3pacTa, B aHAJIM3 BKIKOYWIN 82
NalMeHTa, KOTOpble ObLIM pa3/iefieHbl Ha 2 TPYMIbl MO MOAy (MYXXK4YuHBI, N=53;
KeHuHel, N=29). CpemHuii BO3pacT IAIMCHTOB COCTaBISLI /5 W 78 JeT y
MY>KUYMH M KEHIIUH COOTBETCTBEHHO. Y JKEHIIMH MCCIEA0BATEIN OOHAPYKUIIH,
4TO CpeHee BpeMs I JOCTHXKCHHUS IIENIM JICYEHUS COCTaBIISLIO D3 JHS, YTO
ObUIO 3HAYUTEILHO MEHBIIE, YEM y HX KOJUIET-MY)KUMH, Y KOTOPBIX CpeaHee
BpeMsi J0 JOCTHXXCHUS I1IeJIM JIeYeHHs cocTtaBmsuio (1 jgeHb. Omo
ceuoemestbCmeyem 0 nPUMEHeHUU UMEHHO (hedyKkcocmama y OGHHOU KO20pmbl
nayueHmoe




Ypamocuuofcalomaﬂ mepanus U eospacm

® [[puHATO CUUTATh, YTO MOJArPUYECKAst apTPOIATHs Yallle pa3BUBAETCS B BO3PACTE
40-65 7neT, ogHAKO B KJIMHUYECKOM MpPaKTUKE Mbl BCE 4Yallle Hayaldu BBISBISATH
MaIMEHTOB ¢ paHHeM (Bo3pacT A0 45 jier) u no3aHei (crapire 60 jer) momarpoi.
Oxkosio 25% mnanueHToB C MOJarpod MMEIOT OTSTOIICHHBIA CEMEHHBIA aHaMHE3.
Opnako y 80% mamueHTOB ¢ paHHUM HayajaoM Iojarpbl (Bo3pacT <25 JieT)
OTMEYAIOT XOTsA Obl OJHOTO 4YJieHa CeMbH C Tomarpoi. @DpaHIy3cKoe
uccaenosaare 2019 r. (GOSPEL) nokasao, uto y mamueHTOB ¢ mmomarpoi g0 40
JIET YacTO BBIABIUIM TOJHMAPTUKY/ISPHBIE aTaKd, CEMEHHBIM aHaMHEe3 IMOAarphl,
Oosiee JIUTENBLHYIO YpAaTOCHIDKAIONIECH Tepamnuu, O00Jieeé BBICOKHN YPOBEHBb
MOYEBOI KHUCIIOTHI B CBIBOPOTKE KPOBH M METAOOINYECKUN CHHAPOM.




Ypamocuuofcalomaﬂ mepanus U eospacm

® Chen and Shen ycranoBuiau, 4To Iomarpa, Bo3HHKaBIIas B Bo3pacte a0 20 Jer,
CBsI3aHA C OKMPEHHEM M CEMEHMHBIM aHaMHe30M Iogarpel. B uccnegoanuu 2016
I. Zhang u coaBTOpHI COOOIIMIM, YTO y IAmUeHTOB ¢ momarpoi mgo 40 et
OTMEYEHbI 0o0jiee YacTble OOOCTpeHMs, OOJbIIEE KOIUYECTBO MOPAKECHHBIX
CYyCTaBOB, OoOJIbIlIasi MPOJOTKUTEILHOCT, 3a00JICBaHUS M MEHbIIAs JI0JIA
CEepJCUYHO-COCYIUCTHIX, IIepeOpPOBACKYISIPHBIX M IIOYCYHBIX COMYTCTBYIOIIUX
3a00JICBaHUII HA MOMEHT e¢ TosiBiIeHus. OJIHAKO Y MAllMEHTOB ¢ paHHUM HavyaJoM
MOoAarphl BBISBICH 00JIe€ BHICOKHN PHUCK Pa3BUTHS TSHKEIION MOJAarpbl U OyIyIIMX
CepJICUHO-COCYIUCThIX coObITUM. B ncciaenoBanum 2019 r. maumeHThl ¢ HA4aIoM
noaarpel B Bo3pacte 30 jeT M MIIajlIe HMMEIH 3HAYUTEIhHO 00jiee BBICOKHE
YPOBHHA MOYEBOM KHUCJIOTHI B CHIBOPOTKE KPOBU, CEMEWHBIM AHAMHE3 MOAArPHI,
uHjaexkc wmaccel Tena (MMT) um  oxupeHue, (akTopbl pa3BUTHSL CEPACUHO-
COCYIMCTBIX 3a0oyeBaHMi (THICPIUIMACMHUSA) IO CPABHCHHIO C IAIMCHTAMH
crapmie 40 ner. Cpeau mamueHToB B Bo3pacte A0 30 jeT yaimie IpeoOsiaaaiu
MY>KUHHBI.




Ypamocuuofcalomaﬂ mepanus U eospacm

®» Uto xacaeTcs CONYTCTBYIOIICH AaTOJIOTHH, TO B KOTOPTE MOJIOALIX anueHToB (N=4752,

CpPEAHHUI BO3pacT 25 JIeT) MOBBIIICHHBIN PUCK Pa3BUTUS apTEepHUAIbHON THIEPTCH3UU OBLI

CBA3aH C YPOBHSIMH MOYEBOW KHUCJIOTHI AK€ HIKE JIOMMYCTUMOTO MpeEAeia OnpeacicHus. Y

MOJIPOCTKOB  3apErucTpupoBaHa Oojiee TeCHas KOPpEsUs MEXAy apTepuaibHOU

EpPTEH3MEN W YPOBHSMH MOYEBOM KHCJIOTBI, YTO MOXKET OBITh OOBSCHEHO TEM, YTO

OJIUMOP(DU3M IeHa, KOAUPYIOIIEr0 KCAHTUHOKCHUAOPEAYKTAa3y, aCCOIIMMPOBAH HE TOJIBKO C

TUIIEPYPUKEMUEH, HO W C apTepuaibHOM TunepreHsuen. Mrak, cpeau ocoOeHHOCTEU

paHHEH MoAarpbl MOKHO BbIJICJIUTH CIEAYIOLINE!

* MY>KCKOM 10T,

e QoJiee YacTble 00OCTPEHMUS;

* OJIMAPTUKYJISAPHBIC aTaKu (00JIbIIIEE KOJTUUECTBO MTOPAKEHHBIX CYCTABOB);

* CEMEWHBIU aHAMHE3 MMOJArphl;

0oJiee BEICOKA YPOBEHb MOYEBOUM KUCIIOThI B CBIBOPOTKE KPOBH;

e 0OJIbINIAs TPOAOJLKUTEILHOCTD 3a00JIEBaHNSI,

* QoJiee YacTOe HAIMYME META0OIUYECKOTO CUHAPOMA U OKUPECHUS.




Ypamocuuofcalomaﬂ mepanus U eospacm

® BaxHpIMH TpeuMmylecTBamMu (¢edyKcocTaTa, MMEIIMMUX 0C000€ 3HAUYCHHE y MAIMEHTOB C pPaHHEU
MoJarpoi, sABseTcss obecrneueHrue OBICTPOro JIOCTHXKEHHS IEJIEBBIX MOKa3aTeeil MOUYEBOM KHCIIOTHI,
BTpoe Oosiece 3P(HEKTUBHBINA, YEM AJTIONMYPUHOJ, TPU KOHTPOJE IEIEBBIX 3HAUCHU MOYEBOU KUCIIOTHI
HalMeHTOB, 3HAYUTENIbHO 3(P(DEKTUBHEE ATTIONMYPUHOJ JEUCTBUE MPH HAYAIbHBIX BBICOKHX YPOBHSX
MOYEBOM KHCIOTHI. KpoMe Toro, y marfueHTOB ¢ O)KMPEHUEM U KMPOBOM ITUCTpOoduel eueHn 4acToTa
BBISIBJIICHUS IPHU3HAKOB T'€IAaTOTOKCUYHOCTH ObLIAa JIOCTOBEPHO HIDKE B rpymme (edykcocrara (3/32,
,4%) 1o cpaBHeHUIO ¢ rpynmnoi amromypurHoia (36/102, 35,3%, p=0,005).

OTHOCHUTENIPHO MO3JHEW MOJarpbl BHICOKMH YpOBEHb MOYEBOW KHCJIOTHI OOYCJIaBJIMBAECT pPaHHEE
CTAPEHUE COCYNOB. BHYTpUKIECTEHHAss MOYEBOM KHUCJIOTBI MOXET WHIYLHHUPOBATH OKCUJIATHBHBIN
cTpecc. B KpOBEHOCHBIX cocygax MoueBas Kuciora TOopMo3uT oOpazoBaHue NO, ogHOBpEeMEHHO
yCUJIMBasi CUHTE3 akTUBHBIX (popM kuciopoaa (ADK), BocnasieHue cocyaoB U Npoiaudepaiuio KIeToK
[JIAJAKAX MBI COCYIOB IIPM TOPMOXEHUM POCTA KIETOK JHIAOTENUs. TakkKe ONUCAaHO, YTO
MOBBILIEHHBIE YPOBHU MOYEBOM KHUCJIOTHI CBA3aHbl C YCUJIEHUEM BOCHAJIUTEIBHOIO OTBETa Ha
OKCHUJIATUBHBIA CTPECC, HSHIAOTEIUAIBHON IUCPYHKIHUEH U TATOJOTHUYECKUM PEMOJEIUPOBAHUEM
COCY/IOB, YTO MOXET OOBSCHUTH MOBBIIMICHHBIM PUCK PA3BUTHUS COCYIUCTOM JIEMEHIIUU Y TOXKHIBIX
MAIUEHTOB C TUIIEPYPUKEMUEA.



Ypamocuuofcalomaﬂ mepanus U eospacm
S => \
‘)" IMAalMCHTOB II0KKUJIOT'O BO3pacCTa (CTapme 65 J'IGT) C Hoz[arpoﬁ B 2 pa3a IMOBBIIICH PUCK PAa3BUTUA BHE3AIITHOI'O
dITHOD BO CHC.

Y HanueHToB 3TOM KOTOPThI Yalle OTMEUYAIOT COIMYTCTBYIOIIYIO MAaTOJOTHIO, CJIEAOBATEIbHO, OHUM NMPUHUMAIOT
0O0JIbIIIE JIEKAPCTBEHHBIX CPEACTB s ee Koppekuuu. [Ipumenenue npu AT THA3UAHBIX U THA3UIOMNOIO0OHBIX
auypeTukoB y 50% 00JIbHBIX TPUBOAUT K MTOBBIIIEHHUIO YPOBHS MOYEBOU KUCIOTHI.

[IpoBeieHHBIE METAAHAIM3BI TTIOKA3AJIM, YTO HAIUYKE TUIIEPYPUKEMHUN PABHOMEPHO YBEIIMYUBAET PUCK PA3BUTUSA
UHCYJIbTa U CMEPTH OT HHCynbTa. Cpeayd NaTOreHETUYECKHMX MEXaHM3MOB, OOYCIaBIMBAIOIIMX Pa3BUTHE
WHCY/bTa, MOYKHO BBIJICIIUTh YCUJICHHUE TIEPEKUCHOTO OKUCICHUS JIMIUJI0B U air€3uu TPOMOOILIMTOB, CTUMYJISLIUIO
nponudepanuyu IaJIKOMBIIIEUYHBIX KJIETOK COCYIOB, 4YTO BBI3BIBACT BOCHAJIECHHWE COCYIOB, TOBpEXKaAas
FHIOTEIIMAIIBHBIE KIIETKH, YCKOPEHUE aTepOCKiepo3a. Tak, MOBBIMICHHBIM YPOBEHb MOYEBOM KHUCIIOTHI CBS3aH C
TOJIIMHOW HWHTUMBI MEIUa COHHOM apTepuu, W Takas >K€ TEHJICHIUs OblJa OOHapyXeHa NpU CTEHO3e
NPOKCUMAJIBHOM  3KCTpakpaHWaldbHOW  aprepuu. lumepypukemuss 0OycClaBIMBaeT MPOTPECCUPOBAHUE
aTepOCKIECPOTUYECKON AKTUBHOCTH, YBEJIWYMBAs BBIPAOOTKY CBOOOJHBIX PaJMKAIOB M OOJieTYasi OKHCIICHUE
XoJecTepruHa jaunonporenioB Hu3kod 1oTHocTH (XC JIIIHII) M mnepekucHOe OKWUCICHHWE JIMIINJIOB.
['unepypukeMusi yCWJIMBACT AUC(PYHKIUIO SHIAOTEIWS COCYIOB W NPOJH(PEPAlHIO0 MIAJAKOMBIIICYHBIX KIETOK
COCYIOB, YTO MOXKET MPUBECTU K MNPENIOMEPYISIPHOMY MNOPAKEHUIO COCYAOB U BBICOKOMY apTEpUATBLHOMY
naBiieHuto (AJl). IToBbIIEHHBIN YPOBEHb MOUYEBOW KHUCJIOTHI OTMEUEH MPU MUKPOCOCYAUCTON TpaBMe, YCUIICHUU
arperainuu TpoMOOIIMTOB U 00pa30BaHUU TPOMOA.



Ypamocuuofcalomaﬂ mepanus U eospacm

CrnemoBarelibHO, 0COOCHHOCTSMU TTO3/IHEH MO/Iarphl SBIISIIOTCS:

00J1€€ BBICOKHI YPOBEHb MOUYEBOU KHUCJIOTHI B CHIBOPOTKE KPOBH;

e Oonblne conyTcTByromux 3adoneBanuii (MbC, Al, CI);

* COCYIUCTBIC TTOpakeHUs (MepruepudecKre CoCyabl, COCYUCTas I€MEHIUS);

® /o MOuUEBas KHCJIOTA OKa3bIBA€T HEHPONpPOTEKTOpHBIN 3(PpdekT (0one3nb [lapkuHcoHa, 00e3HB
bIIreiiMepa, pacCeSHHBIN CKIIEPO3 U 00JIC3Hb | eHTHHITOHA).

Basicnvimu npeumywecmeamu pedyxcocmama, umerouwiux ocodoe 3Havenue y nauueHmos ¢
no30Hell nooazpou, aeaaomcs. 1) omcymcemeue HeooX00uMocmu 8 KOppeKuuu 003bl y NAUUEHM OB
ROJICUTI020 603paACMA; 2) OMCYHMICHEUE HE00X00UMOCHU 6 KOPPeKuuu 003bl ¥ HAUUEHMOE C
‘poruueckoii oonesuvto nouex |-l cmaouu;, 3) omcymcmeue mercmeoukamenmosnozo
AUMOO0ECUCMBUA C KAPOUOJI0ZUYECKUMU NRPENAPAMAMU U 0e3a2PezanHmamu.



\Y pamoCHWICAIouas mepanus u eo3pacm

®» (CeplaeyHO-COCYIUCTBIM PUCK UMEET OOJIBIIOE 3HAUCHUE JIJISl MAMEHTOB MOKUIJIOTO BO3pacTa C
CEp/ICYHO-COCYAMCTON MAaTOJIOTHEH, COMYTCTBYIONIUMH 3a00JIeBaHUSAMH U (DAKTOpaMHu pHUCKa,
COOOIlIECHWE O TIOBBIIICHUU pUCKA CEPACUYHO-COCYAUCTONM CMEPTHOCTH IIpU IIpUEME
(deQykcocTaTa NpPUBEJIO K TOMY, UYTO HEKOTOPBIE Bpauyd CUMTAIOT, 4TO (heOyKcocTaT HE JI0JKEH
pACcMaTpuBaThCs Kak Mpenapar MepBoil JJUHUM Y MAMeHTOB crapiie 65 yieT. OgHako B KOHIIE

020 . MyIBTHIIEHTPOBOE paHIOMU3HUpOBaHHOE HccienoBanue FAST mokaszano OTCyTCTBHE
MOBBIIICHUSI YPOBHS  CEPACYHO-COCYIMCTOM CMEpPTHU, CBA3aHHOM C MPUMEHEHHEM
debykcocrara. IIpu stom dedykcoctat B 103¢ 80—120 Mr He ycTymnan aJuIONypHHOIY B J03€
100-800 mr/cyt mo mpoduiato 0e301acHOCTH 10 BIWSHUIO HAa HEONAronpHUsITHBIE CEPACUYHO-
COCYIUCTBIE COOBITHSA. ABTOPHI HCCIEAOBAHUS CUMUTAIOT HEOOXOAMMBIM MEPECMOTPETh U
M3MEHUTh HOPMAaTHBHBIE PEKOMEHAAIIUU IO MPEIOTBPAILCHUIO MPpUMEHEHUsT (hedyKcocTara y
HNAlMEHTOB C CEPACYHO-COCYIUCThIMU 00je3HAMU. OOO0OIIMUTh TAKTHKY YPaTOCHUKAIOIICH
Teparuy B 3aBUCUMOCTH OT BO3pacTa MOKHO C ITIOMOIIBIO alIrOpUTMa




YPATOCHMAKAIOIIAA-TEPAIIMA-M1T-BO3PACTY
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