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BeepeHue. lNepauryHas runepokcanypus 1-ro tmna (MM 1) — HacneacTBeHHoe 3aboneBaHne, Bbi3biBatoLLee N30bITOHHYHO BbIpabOTKY OKca-
1aToB B MeYeHN, YTO NPUBOAUT K rMnepokcanypum, 06pa3oBaHnio KamHel B nodkax, HedpokKanbLMHO3Y Y MPOrpPeCcCUPYOLLEMY NMOBPEX-
neHuto nodek. B ocHose MMM nexxat myTaummn reHa AGXT, B TO Bpemst Kak 2-i 1 3-1 TUMbl rnepokcanypum BeldaBaHbl MyTauvsimm GRHPR
1n HOGAT cooTtBeTCTBeHHO. JlymacupaH, npenapat Ha ocHoBe PHK-uHTepdepeHumn (RNAI), Bo3aenctayeT Ha reH HAOT (okcuaasa rmapok-
CUKMCIOT 1) 1 CHXKAET YPOBEHb MMNKONATOKCAA3b!, YTO NMPUBOAUT K CHIKEHWIO BbIDAOOTKIM OKCANaToB MEYeHbHO.

Lenb. OueHka adpdhekTMBHOCTM, 6630MaCHOCTU 1 OCOBEHHOCTEN KIMHUYECKOMO NPUMEHEHUs iyMacupaHa y B3pOCHbIX 1 AeTeN C reHeTu-
YeCKW MOATBEPXAEHHOW NEPBUYHON rMnepokcanypuen 1-ro Tuna.

MaTtepuanel n metogbl. CuctemaTmieckmin 063op nposedeH cornacHo kputepusam PRISMA 2020; BbiNOMHEH MOMCK B YeTblpex 6asax
naHHbIx (PubMed, Scopus, Web of Science n EMBASE). OTobpaHbl nccnefoBaHns 0 NpUMeHeHUV nymacupaHa y aeTein nam B3pOCbIX
nauneHToOB C reHeTN4eCKM NOATBEPXKAEHHON NEPBUYHON rnepokcanypuet 1-ro Tmna. KadecTBo 1 pUCK CUCTEMHOW OLUMOKN OueHnBanmu
C NOMOLLbIO MHCTPYMEHTOB Kputdeckoro aHanmaa JBI (MHcTtuTtyTa [xxoaHHbl bpurrce). B paboTy BkntoveHo 11 nccnenosaHuii (2 paHaomm-
3MPOBaHHbIX KOHTPONMPYEMbIX NCCeA0oBaHWs, 2 MPOCMNEKTMBHbBIX HECPaBHUTENBHBIX MCCNEAOoBaHNs C OQHOM rpynnoi, 1 cepus cnyyaes (C
y4acTtnem 5 naumeHToB) 1 6 MHOVBUAYAbHBIX OTHETOB O KIMHUYECKMUX ClyYasx C y4acTneM OeTeln 1 B3POChbIX).

O6cyxxaeHne. YCTaHOBMEHO, YTO MPUMEHEeHVe yMacupaHa CrnocobCTBOBAIO CHYKEHMIO YPOoBHe okcanatoB B Mode (UOX) (MprumepHO
Ha 60-75%) 1 okcanatos nnasmbl kposu (POX) (MpumepHo Ha 30-60%). Y naumeHToB pa3HOro Bo3pacTa, OT MnafeHLUEB 40 B3POC/bIX, 3Ha-
YUTENbHO CTabUNM3MpPoBanach AN ynyylanack QyHKLMS MOYEK Y CHUXXaNOCh MPOrpeccupoBaHne HebpokanbLymHosa. JlymacupaH npo-
NeMOHCTpUpoBan 61aronpuaTHbIN NPodUb 6830MacHOCTY, NPV 3TOM Hanbonee YacTbIMK NOBOYHbLIMK ahdekTamn Bbinv cnabble peaxLnm
B MECTE MHBEKLMM 1 CePbE3HbIX MPOBIeM, TPeBYIOLLIMX NPeKpaLLeHns NevYeHns, He BO3HMKaO.

BeiBogbl. [1ofaBnsis aKCNpeccuio rmMKonaTtokcuaasbl, ymacmpaH HeM3MeHHO AEMOHCTPVPOBAN BblPaXKeHHY 3M{MEKTUBHOCTb B CHU-
>KEHUV YPOBHSI OKCaNaToB, OfHAKO €CTb Pa3nnyns B TepaneBTUHECKINX NOAXOAAX NPUMEHEHWs npenapaTa y B3POC/bIX NaLUMEHTOB 1 Mna-
[EeHLEB, a TakXXe pasnuyHble apdeKTbl OT BO3AENCTBUSA B 3aBVCMMOCTM OT MCXOOHOW peHanbHOM (OyHKLMU 1 PEXIMMOB 031poBanHus. Kak
y OeTen, Tak 1y B3POCHbIX HAOMOZ4ANN 3HAYUTENBHOE YyYLLEHNE 1N HOPMaIU3aumio MOYe4HON OyHKLMNW, HO MAaZeHLamM 1 naumeHTam
C NPOrpeccupyroLLE XPOHUHECKO BONE3HbIO NMoYek TpeboBarack KOPPEKTUPOBKA A03bl; B UCCE0BaHMSAX TaKXe NpoaeMOHCTPUPOBa-
Ha 6onbluas BaprabenbHOCTb B 3HAYEHWIX peHasbHbIX nokasaTenel 1 0COOEeHHO B OTHOLLEHUM MPOrpPecCcnpoBaHmns HedpoKabLIMHO3a.
XOTa HEOOXOAMMbI OOMONHUTENbHBIE KPYMHOMAaCLUTabHbIe 4OTOCPOYHBbIE NCCNeoBaHWs, HallW PedybTaThl MOKa3bIBakOT, YTO lyMacupaH
MOXXET 3amMefJ1siTb MPOrPecCUpoBaHme 3ab0NEBaHNS MOYEK U MOTEHLMATIBHO CHXKATD U OTCPOYMTL HEOOXOAVMOCTb B TPaHCMIaHTaL/Mm
noyek npw M.

KntoueBble crioBa: nepsuyHas runepokcanypust 1-ro Tmuna; nfymacupas; manas nHtepdepupytotias PHK; naumeHTsl 46TCKOro Bo3pacTa;
B3POC/IbIE MALMEHTbI; OKCanaT; MOBPEXASHNE NOoYeK
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Introduction. Primary hyperoxaluria type 1 (PH1) is an inherited disorder characterized by excessive oxalate production in the liver, leading
to hyperoxaluria, kidney stone formation, nephrocalcinosis, and progressive kidney damage. PH1 is caused by mutations in the AGXT gene,
whereas types 2 and 3 are associated with mutations in GRHPR and HOGAT, respectively. Lumasiran, an RNA interference (RNAi)-based
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therapeutic agent, targets the HAOT gene (hydroxyacid oxidase 1), thus reducing the levels of glycolate oxidase. This action results in de-
creased hepatic oxalate production.

Objective. Evaluation of the efficacy, safety, and clinical use of lumasiran in adults and children with genetically confirmed primary hyperox-
aluria type 1.

Materials and methods. The systematic review was conducted in accordance with the PRISMA 2020 guidelines. A comprehensive literature
search was performed across four databases (PubMed, Scopus, Web of Science, and EMBASE). Studies were selected based on their focus
on the use of lumasiran in pediatric or adult patients with genetically confirmed primary hyperoxaluria type 1. The quality and risk of bias were
assessed using the Joanna Briggs Institute (JBI) critical appraisal tools. The final analysis included 11 studies: two randomized controlled tri-
als, two prospective single-arm studies, one case series (involving five patients), and six individual clinical case reports involving both pediatric
and adult populations.

Discussion. Lumasiran treatment was found to lead to a significant reduction in urinary oxalate (UOx) levels (approximately 60-75%) and
plasma oxalate (POXx) levels (approximately 30-60%). Patients across all age groups, from infants to adults, exhibited markedly stabilized or
improved renal function, alongside reduced progression of nephrocalcinosis. Lumasiran demonstrated a favorable safety profile, with the
most common adverse events being mild injection-site reactions. No serious treatment-related adverse events requiring discontinuation of
therapy were reported.

Conclusions. By suppressing glycolate oxidase expression, lumasiran has consistently demonstrated significant efficacy in reducing oxalate
levels. However, there exist differences in therapeutic approaches for adult patients and infants, as well as in treatment effects based on
baseline renal function and dosing regimens. Both pediatric and adult populations showed substantial improvement and stabilization of renal
function, although infants and patients with advanced chronic kidney disease required dose adjustments. Studies also revealed a greater
variability in renal outcomes, particularly regarding the progression of nephrocalcinosis. Although additional large-scale long-term studies
are needed, our findings indicate that lumasiran may impede the progression of kidney disease and potentially reduce or delay the need for

kidney transplantation in PH1.
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BBEJAEHWE

MepBuyHasa runepokcanypus (M) npencTaBnser cobown
penkoe (opthaHHOE) FeHETUHECKN OEeTePMUHNPOBAHHOE
ayTOCOMHO-PELIeCCUBHOE 3ab0neBaHne, B OCHOBE NaTo-
reHesa KOTOPOro NIEXMUT HapyLUeHne meTabonvama rmokK-
cunara neYeHu, BbISBAHHOMO MyTaumsMu B reHax AGXT,
GRHPR v HOGAT, koampytoLmx hepMeHTbl MeTabonmama
rnvokcunara [1, 2]. B yacTHOCTW, NepBuYHas runepokca-
nypua 1-ro tvna (M) BbidBaHa MyTaumamu B reHe AGXT,
KOTOPbIN  KOOMPYET (PEPMEHT  anaHuH-rMoKcuaaTamm-
HoTpaHctepaay (AGT), npu gebrumTe Unn AUNCEYHKLN
AGT rnnokcunat n3bbITOYHO MPOAYUMPYETCS B OKcanar.
3aboneBaHre NPBOANT K YPE3MEPHON MPOAYKLIN OKCa-
1aTOB MEYEHbIO, MOBLILLEHHOMY UX COOEPXaHUIO B KPOBW
C yBEIMHEHNEM SKCKPELMM C MOYON 1 0Bpas3oBaHNeM Mo-
YeYHbIX OKCanaTHO-KabLMEBbIX KPUCTANOB 1 PEHTIEHO-
KOHTPACTHbIX KOHKPEMEHTOB (M1aBHbIM 00pPas3oM MOHO-
rmgpara okcanara kKanbums). KnnHu4eckne nposiBieHns
3aboneBaHns BKIOYaAOT 0Opa3oBaHne KaMHen B MoYkax,
HePOKanbLMHO3 1 MNPOrPecCHpyoLLlee  XPOHNYecKoe
3aboneBaHNe MoYeEK, KOTOPOE MOXET MPUBECTU K OTO-
YKEHWIO OKCanaTtoB BO MHOMMX OpraHax 1 pasButuio Tep-
MWHANBHOW CTaNN XPOHUYECKON MOYE4YHON HeLoCTaToY-
HocTw (XTH) [3-6].

Bcrnencremne  KpUTUMHECKUX  HapyLueHun depmeHTa-
TUBHOW (DYHKLMW MEYEHU N SKCKPETOPHOM (PYHKLMM MO-
4YeK Ha No3OHNX cTagmax 3abonesBaHns nauveHtam ¢ 1M
MOXET NoTpeboBaTbCa OOHOBPEMEHHAS MW NO3TanHas
TpaHcnaHTaumsa nedeHn n nodek [7]. TepaneBTu4eckue
BO3MOXXHOCTU npu 1M TpaanumoHHO OrpaHn41MBaInch
KOHCepBaTNBHbIM MEONKAMEHTO3HbIM JIEHEHMEM, BKIKOHAS

yBenu4eHne NoTpebneHns XXMaKocTy, Nprem ButammnHa B,
(MMPUAOKCVHA), a Tak>ke WHIMBUTOPOB KpUCTanaMsaumm
(umMTpaTa), KOTopble HYaCTO HE OCTaHaB/IMBAOT HEYKJIOHHOE
nporpeccuposaHne XIMH [8]. VisonuposaHHOW TpaHcnnaH-
TauMmM MNO4YeK, Kak MnpaBufio, HEAOCTaTO4YHO, MOCKOSIbKY
BblpaboTKa OKCanaTtoB NeYEHbIO MPOOOIKAETCS, YTO MPK-
BOOUT K pPeumavBUPYHOLLIEN OKcanaTHOM Hedponatuv,
B CBSA3M C 4eM MpeanoyTUTESlbHbIM METOAOM feYeHUs
B HaCTosILLiee BpeMs Mpu3HaHa KOMOUHMpOBaHHas TpaHe-
nnaHTaumsa nevenn 1 nodek [3]. OgHako TpaHcnnaHTaums
COMpshKeHa C XMPYPrimyecKnMmn puckamu, a Takxke pucka-
MW PasBUTUS HECOCTOATENIbHOCTW TpaHCaHTata n M-
MYHOMOMMHYECKUMU OCTIOMHEHVISIMNA.

JlekapCTBEHHbIN NpenapaTt Ha OCHOBE MasblX UHTEp-
dhepupytomx PHK (M1PHK) nymacupaH 8 Hosiope 2020 T
nony4nn ogobpeHne YnpaBneHnsa no KOHTPOSKO 3a npo-
ayktamn 1 nekapcteamu CLUA (FDA) kak nepBoe cpef-
CTBO L1 NeYeHUss MePBUYHOM runepokcanypum 1-ro
TNa y B3POCHbIX U AeTen B BO3pacTe 6 neT u ctaplue [9].
Oxlumo™ (lumasiran) (qanee nymacupaH) AecTByeT No Mo-
nekynapHomy mexaHuamy PHK-mHTepdepeHummn (RNAI),
Bbi3blBasd Oderpajaunto LeNneBbiX MULLEHEN MaTPUHHOM
PHK (MPHK) B unTonnasme kKneTku, BbICOKOCMEUMMUHHO
pPerynmpyst SKCNpPecCuio reHOB Ha MOCTTPAHCKPUMLMOH-
HOM YpOBHE. [JaHHbIN TepaneBTUHECKMIA NOAXOA Npeano-
naraeT Ucnonb3oBaHme HebosbLLUKX Mofekyn PHK ons no-
OaBNeHNs 3KCNPECCUM ONPeaeneHHbIX FEHOB B OpraHn3me
nyTemM B3aMMOAEWCTBMS C OMpPeAeNieHHOM nocnegoBa-
TeNbHOCTbO MPHK-mMULIEHM 1 3anycka ee gerpagauuin
[10, 11]. llymacupaH Bo3aencTtByeT Ha reH HAOT, kogupyto-
WWin B renatoumTax cuHTe3 hepMeHTa okcuaasa rmapok-
CUKWCAOT 1, 1, COOTBETCTBEHHO, UHIMOVPYET BbIPaboTKY
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benka nopg HasBaHuem rnvkonatokcupasa (GO) [9, 12].
Mopasnssa BbipaboTky GO, nymMacupaH CHKaeT ypOBEHb
AGT 1 yMeHbLLA€eT BblpaboTKy okcanaTa, TeEM CambIM Mnpe-
00TBpaLLaeT HakoMeHne KPUCTaNIoOB okcanaTa B moYkax
1 opyrux opraHax [12].

[Mpy NpoBEAEHUN KIIMHNYECKMX UCMbITaHNIA yCTaHOBNE-
HO, 4TO NMpenapaT obnagaeT BbICOKON 3PHEKTUBHOCTHIO
B CHW)KEHUM YPOBHSI OKCaNaToB B KPOBW 1 MOYe, Bbl3blBasi
ynydleHve QyHKUuMM nodek y naumeHTtos ¢ M1 [13-15].
Mo paHHbiM S.F. Garrelfs n coaBT., B xoOe NpOBEAEHUS
PaHOOMU3MPOBAHHOIO ABOVMHOIO Cfenoro nnauebo-KoH-
TPONMPYEMOrO  KJIMHMYECKOro mnccnegoBaHus Oxlumo™
(lumasiran) y naumMeHToB ObIN0 OTMEYEHO 3HaYUTENbHOE
MPOLIEHTHOE CHVDKEHNE 3KCKPELMM okcanata C MOYOW
B TeuyeHne 24 4 Ha 53,5 mpoueHTHOro nyHkTa 60sbLle
npyv NPUMEHEHUM lyMacupaHa, Yem npu npueme nnawe-
60 B TeyeHne 6-MeCcA4YHOro nepvoga nedeHuns; y 6onb-
LWMHCTBA naumeHToB, nonyydasBlumx Oxlumo™ (lumasiran),
YPOBEHb OKcanara B Mo4e Oblnl HOpMasibHbIM WM MoY-
TV HOpMasnbHbIM K 6-My Mecsly HabnogeHus. Kpowme
TOro, HN y OOHOrO M3 MaLWEHTOB B rpynne, nojyyaBLinx
Oxlumo™ (lumasiran), He 06pa30BaNMCh KaMHN B NO4Kax,
B TO BpeMs Kak y 6 13 12 naumeHToB B rpynne nnauebo
OHW Bbinn 0BHapy>keHbl. Takxe y 84% naumeHToB, Nosy-
YaBLUMX NlyMacupaH, CyTo4Has 3KCKpeLMs okcanara ¢ Mo-
4OV He NpeBbILLana BEPXHIOW rpaHumLly HOpMaibHOro ava-
nasoHa 6onee Yem B 1,5 pasa Ha 6-M MecsLe HabntoaeHms
no cpaBHeHWO C rpynno nnauebo [14]. Hapagy ¢ atum
npenapat obnagaet xopoLvM npoduiem 6e30nacHOCTH
npY MUHUMAarbHbIX M0604YHbIX athdekTax [15]. C gpyrown
CTOPOHbI, coobulanock, 4To Ana obecnedeHns addek-
TMBHOCTW NMPUMEHEHNST MpenapaTa y MNaaeHLEeB HeobXo-
OVMbl 6onee Bbicokme Ao3bl Oxlumo™ (lumasiran), n aTo
He MOXXeT MpefoTBpaTUTb pPasBuUTUE HedpoKanbLMHO3a
B GyayLem [16].

XoTa pesynsraTbl 9TUX KIMHUYECKNX UCTbITaHWn 06-
HaZeXMBatoT, HeOOXOAMMbI AafibHenIMe NCCNeaoBaHNs
ons 6onee MOAHOrO MOHWMaHWs 6e30MmacHOCTU 13-
heKTVBHOCTM NymacupaHa AN NeYeHUst rmnepokcany-
pun. TonyYeHHble pe3ynbraTbl MOMOrYT MEePecMOTPETb
TepaneBTUHECKME MPOTOKOSbl 1 CHU3UTb MOTPEBHOCTL
B TpaHcnnaHTaumm nedeHn y naypmeHTos ¢ M.

Llenb nccnegoBaHus — oueHka ahdekTUBHOCTH, 6e3-
OMacHOCTM U OCOBEHHOCTEN KIIMHUYECKOrO MPUMEHEHNS
Oxlumo™ (lumasiran) y B3pOC/bIX 1 OETEN C reHETUHECKN
NMOLTBEKOEHHOW MEPBUYHONM rnepokcanypuen 1-ro tmna.

MATEPUANDbI N METOAbI
Oun3aiiH nccnegoBaHnA 1 cTpaTerns Hay4yHoro rnovncka

Cuctematnyeckun  0630p  pesynstatoB — MccnegoBa-
HWA BbIN NpoBeaeH cornacHo Kputepusam PRISMA 2020
[17]. TMownck nybnnkauwin npoBoamncs no 6asam gaHHbIX
PubMed, Scopus, EMBASE n Web of Science; BbisgBnisinm
OopuvrMHasbHble UCCNeaoBaHNS MPUMEHEHVST TyMacupaHa
y MaLUMEHTOB C FEHETUHECKUM UV KIIMHUYECKMM AMarHo-
30M MEPBUHHOM rnepokcanypun 1-ro Tuna.

B 6a3e paHHbix PubMed/Medline novck npoBoamncs
no TepMuHaMm CroBaps NPeAMETHBIX 3aro/0BKOB/TEPMU-
HoB Medical Subject Headings (MeSH) n knto4eBbIM chno-
BaM: «lumasiran», «RNAi», «primary hyperoxaluria type 1
(PH1)», «excessive hepatic oxalate», «glycolate oxidase
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inhibition», «small interfering RNA (siRNA)». Onsa nosbi-
LWeHVs aPhHEeKTUBHOCTM MOMCKa MPY KOMOUHMPOBaHMUM
MeSH 1 Knto4eBbIx CNoB Ucnob3oBanvck onepatopbl OR
(ntoboe n3 KkntodeBbix ¢noB) U AND (COBOKYMHOCTb BCEX
KJTHOYEBbIX CIIOB).

KpMTepvm BKJIKO4YEHUA N UCKITIOYEeHUA

B cuctematmdeckmin 0630p Obln BKIKOYEHbL: NHTEP-
BEHLIMOHHbIE  MCCNeAoBaHMs  (paHOOMU3MPOBaHHbIE
KOHTPOSIMPYEMbIE  UCCNEAOBAHUS,  HECpPaBHUTESNbHbIE
NccnefoBaHns, KBa3WaKCNepuMeHTallbHble  MPOEKThI),
NCCNefOBaHNS Cepumn Cry4aeB U OTHETbI O KIIMHUHECKIX
crny4asx, Cogep kallive opurnHanbHble AaHHbIE O KVNHU-
4Yeckux mexomax Tepanum Oxlumo™ (lumasiran) y neten
1 B3pocnbix ¢ M. M3 paccMoTpeHns Obiv UCKKOHEHDI
0630pbl, MCCNefoBaHVA Ha »XXUBOTHbIX, AyOnnkaTel Non-
HOTEKCTOBbIX BEPCUM, TE3UNChI KOHMEPEHLIMIA 63 AaHHbIX
1 CTaTbW C HEAOCTATOYHOW MHOPMaLMEN O NaUmMeHTax.
3atemM Mbl aHanM3npoBaM pas3mepbl BbIOOPOK, OEMO-
rpaduryeckmne faHHbIe NaLUMeHToB, AeTann AMAarHOCTUKM
11, 0O3bl U PEXNMbI HA3HAYeHUsT NyMUCUpaHa, NPoAoI-
XKUTENBHOCTb Tepanuu, U3MEHeHUs B YPOBHSAX okcana-
Ta B Mo4e/nna3mMe, AaHHble Mo oueHKe (DYHKLUUM MoYeK
n Nobble 3aperncTpUpOBaHHbIE HeXXenaTesbHble sBfe-
HUS. VlccneqoBaHnst oxBaTtbiBaM BO3PaCcTHOW AManasoH
nayveHToB OT MiafeHuUeB (Mnaawe 1 roga) 4o NoXubIX
nogen (50 n 6onee NeT) C Pa3NNYHON CTENEHBIO TAXKECTU
OCHOBHOIO 3aboneBaHus.

BbI6Gop nccnenoBaHus 1 U3BneYeHne gaHHbIX

113 nepBOHa4anbHO BbiBAEHHOM 91 cTaTbn 13 623 AaHHbIX
Bb110 UcKNYeHo 53 nybnukauum No oy6anMpoBaHMIO Ha-
3BaHVs. [1Ba He3aBNCKMbIX aKcnepTa NPOBENN CKPUHWHE
ocTaBLMXcs 38 3anuceit NO 3arosioBKaM 1 aHHOTaLMSM,
NCKIIIOYMB 12 HepeneBaHTHbIX Mybankauumin. Takxke nocne
novcka B cepolt nutepatype Google Scholar n nposep-
KW UMTUPOBaHWN Obinv fobaBneHsl ABe ctatbn. Onga ns-
YYEHMST MOSIHOTEKCTOBbLIX BEPCUI BblNo 0TOo6paHo 26 ny-
6MKaumin 13 6a3 pgaHHbIX, JOMONHUTENbHO Aob6aBneHo
2 Nocne NPoBEPKM «Cepon» nuTepaTypbl B Google Scholar
1 umTatax. Vicknoumnm ns ckpuHnHra 15 ctaten, Kotopble
cofeprkanu nepekpbIBalOLLIMECA AaHHble, OAHa nybanka-
UM — HecucTeMaTudeckmin 063op, 1 — HepeneBaHTHas
Teme. OcTaBwmecst 11 paboT COOTBETCTBOBA/IM HaLLUVM
KpuTepusm oTbopa.

B cuctematnyeckunin 063op 6b1nv BKKoYeHb! 11 nccne-
OOBaHWUM, N3 HUX: 2 PaHOOMU3MPOBaHHBIX KOHTPOINpYe-
MbIX MCCNenoBaHNs, 2 HeCpPaBHUTESbHbIX MPOCMEKTUB-
HbIX MCClefoBaHns C OgHOW rpynnow, 1 cepusa crny4aes
(c yqactnem 5 naumeHToB) 1 6 MHAVBUAYANbHBIX OTHETOB
O KJIMHWYECKINX Cly4asax C y4acTUeM OeTeln 1 B3POC/bIX.
PaccMoTpeHbl nccnenoBanns, KoTopble 6blIv NPOBEAEHDI
B BO3pacTHbIX rpynnax: Ao 1 roga (MnageHues) 1 ctaplue
50 neT (NoXnnbIX KOAEN), NaLMEHTOB C PasIVHHOM cTene-
HbIO BbIPaXXEHHOCTW OCHOBHOIO 3aboneBaHus M1,

OueHKa KayecTBa BKJIIOYEHHbIX UCCie[oBaHUi
OueHKa Ka4decTBa BKJIOYEHHbIX WCCNeOoBaHU MNpoBO-

OWnachb C VCMONb30BaAHNEM YTBEPXKAEHHBIX VIHCTUTYTOM
[>xoaHHbl  Bpurrc  (UBI)  KOHTPOSIbHBIX  CMMCKOB,
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§ My6nvkaumm (CTaTby, OTHETHI

= O KIIMHNYECKNX NCMNbITaHNAX,

S paHOOMM3NPOBaHHbIE UCCNenoBaHns),

S NOeHTUMOULIMPOBaHHbIE B 6a3ax AaHHbIX

'g' Web of Science n = 36

I:-: Pubmed n = 28

o) Scopus n =12

E: EMBASE n = 15
Bceron =91
My6nvKaLmm, BKIKOHEHHbIE B CKPUHMHI
Ha OCHOBaHWW Ha3BaHWs
Bceron =38

[

I

s

I

s

g' CTaTbn, 0TOBPaHHbIE ANs N3y4eHus

(@) MOSIHOTEKCTOBLIX BEPCUIA
n=26
[obaBneHo 2 ctaTby NMOCe NPOBEPKM
«cepom» nuTepaTtypbl B Google Scholar
1 umtaTax
Bceron =28

n

=

(8}

o

E [MoNHOTEKCTOBbIE CTaTbW, OLEHEHHbIE

S Ha MPUeMNEMOCTb

= _

o Beceron =11

s

o

-

()]

e

o

5 iccnenoBaHvis, BKKOHYEHHbIE B 0O30D

c Bceron =11

X

m

PurcyHok nogrotoBneH asTopamu

Puc. Bnok-cxema cuctematunyeckoro o6sopa

COOTBETCTBYIOLLMX AN3aHY KaxK40ro nccnenoBanms (paH-
OOMUN3VIPOBAHHbBIE KOHTPOSIMPYEMbIE UCMbITAHUSA, OTHETbI
0 KIIMHUYECKNX Cy4asix U UCCNeaoBaHust CEpUM Cy4aes).
KpuTepun Kaxxaoro KOHTPOJSIbHOrO cnmMcka bbinn HesaBu-
CUMO OLIEHEHbI ABYMSI 3KCMnepTamu, a pasHornacus Obim
paspeLLeHbl MyTeM KOHCEHCYCa U KOHCYNsTaunin ¢ Tpe-
TbAM 3KCMEPTOM. BOMBbLIMHCTBO MCCneaoBaHnn npone-
MOHCTPMPOBaN BbICOKOE METOAONOMNMHYECKOE KadYeCTBO
NPV MUHUManbHOWM NPeaB3STOCTU.

PE3YJIbTATbI U OBCY>XOEHUE
B Tabnuue npeactaBneHbl 0600LIEHHbIE AAaHHbIE MCCHe-

OOBaHWM, OemMorpaduyecke [OaHHble MauueHToB, pe-
XUMbl go3nposaHns Oxlumo™ (lumasiran) 1 OCHOBHbIe

|_|y6J'II/IKaLI,I/II/|, NCKJKOYEeHHble Mo Ha3BaHMKO
[0 CKPVHWHIa: oybnmpoBaHue Has3BaHus,
HECOOTBETCTBWE LIENN UCCNeaoBaHis
Bceron =53

[yGnmkaLmm, NCKMOHEHHbIE N3 CKPUHWHTA:
Teancol (@abcTpakTbl), ccneaoBaHus Ha
>KVBOTHbIX, MPOTOKOSbI

1cenenoBaHni, KIMHUYecKne
pexkoMeHaaLmm

Bceron =12

[TyBnmkaumm, NCKOHYEHHbBIE N3 CKPUHWHIA:
nyénnkaumn, cogepxalume nepekpbisaro-
wpecsa gaHHble n = 15; aenstoumecs
HecucTeMaTn4eckMmn obzopamm n = 1;
HecBsi3aHHble NybAvKaumn, Tema Hepene-
BaHTHa Teme ob63opan = 1

Bceron =17

ncxodpl / AMHaMMKa TedeHus 3aboneBaHusl, a Takxke
3a[JOKYMEHTMPOBAHO TUlaTeNlbHOE W3y4eHne BIVSIHUSA
Oxlumo™ (lumasiran) Ha TedeHwe M1,

Y. Frishberg n coast. [18] oTMeTUNM 3Ha4UTENBHOE
CHWXEHME CpeaHuX MakCUMMaslbHbIX YPOBHEN SKCKPELMM
UOx 3a 24 4 Ha 75%, nnn 43-92% 0T NCXOAHOro 3Ha4eHs
1,69 MMonb/24 4 Ha 1,73 M?. CnenyeT OTMETUTb, YTO BCe
Yy4aCTHWKIN UCCNenoBaHus OocTurnmn yposHen UOX B npe-
Jenax TUM4YHOro AmManasoHa unv npesblwanni B 1,5 pasa
BEPXHIOKD PaHnLy HOPMbl. TakuMm 06pasoM, OCHOBHOWM
NPUHLMN AeNCTBUS NyMacKhpaHa 3akito4aeTcs B ero cro-
CcobHoCTN paclennate MPHK rnvkonatokcugasbl. 91w
peaynbratbl B COBOKYMHOCTWX Aat0T MOSHOe NpeacTaBfe-
Hue 06 athPeKTMBHOCTIN NymacrpaHa B 06nerYeHun Te-
YeHuna M.
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S.F. Garrelfs n coasT. [14] oueHWIN BNIVSIHWE Tepanum
JlymMacupaHoM Ha MPOLEHTHOE W3MEHeHne 24-4acoBow
9KCKpeunn okcasara HaTpusa 1 ypOoBHSA oKcanarta asoTa
B nnasme kposu (POx) y naumeHTos ¢ M. MonyyeHHble
JaHHble nokasanu, 410 y 84% naumeHToB, NPUHUMAaBLLNX
nymacupaH, yposHn UOX B TedeHve 24 4 He npeBblllani
B 1,5 paza BepxHIOK rpaHunLy CTaHAapPTHOrO AvanasoHa.
Kpome Toro, neveHvie nyMmacrpaHoM npogeMoHCTprpoBa-
NO 3HaYUTENBHOE CHUXEHME YPoBHA POX, 4TO sBAseTCA
ybeauTenbHbIM 00Ka3aTeIbCTBOM YCTAHOBIEHHOMO Mexa-
HU3Ma OeNCTBUS, MPUNUCHIBAEMOrO NlyMacupaHy.

M. Michael n coasT. [13] Habnoganu, YTo NpUMeHeHue
niymacupaHa npvBOaUIO K 3HAYUTENIBHOMY CHUDKEHWIO
ypoBHSA POX Npy cOXpaHeHnn yo0BAETBOPUTENBHOMO MPO-
duns 6e30MacHOCTM Y NnLL, C NPOrpeccupyoLLIM 3abose-
BaHnemM no4dek u M.

D.J. Sas n coaBT. [19] npoBenn nccnenoBaHne, B Ko-
TOPOM 13y4ann 3hPHeKTUBHOCTb iyMacrpaHa B Ka4ecTBe
TepaneBTUHeCKOro cpeactsa anga nedvenuna MMy naum-
E€HTOB [EeTCKOro BospacTa. B xome umccnemoBaHus uc-
nofb3oBaan Tepanuio 4 nnm 6 KypcoBbIMU 03aMK Mpe-
napata B 3aBUCMMOCTM OT Beca nauueHTa. [lofyyeHHble

Ta6bnuuya. O606LeHHble AlaHHble UCCNefoBaHU, BKNIIOYEHHbIX B CUCTEMATUYECKINIA 0630P MO U3YYEHU0
BnAusiHUst Oxlumo™ (lumasiran) Ha Te4eHMe NepBUYHOI runepokcanypum 1-ro Tuna (M)

Ne uc- lop Bup | Pa3smep Me-
cne- | ABTopbl, | ny- |uccne-| BblGOp- Cnocob npumererus pvop,
1N PEXNM [03UPOBaAHUA Monynauunsa Ucxopbl
noBa- | cTpaHa | 6num- | poBa- | Ku, BO3- Habno-
JNlymacupaHa
HUA Kauum | Hus pact neHnsa

1 Michael, 2023 | HPKW | ObLee Hetam ¢ maccon <10 kr: 6-12 | Obwee 4ncno | CHUKeHne
M3pannsb, 4mcno 6 MI/KI eXKeMecsHHO MEeC. | YY4aCTHWKOB: POx Ha 33,3%
OpaHums, y4acT- TpvKadbl (3 Mec.), 3aTem 21 4enoBek. n 42,4%
[epmaHmng, HKOB: N0 3 MI/KI eXKEMECSHHO. Bce nauveHTtsl | npu npremse-
Benvko- 21 ve- Hetam maccon ot 10 kr nony4anu ne- Mol Besonac-
BpuTaHus, NOBEK, 00 <20 Kr 6 Mr/kr YeHune nymacu- | HoCTu Ans
Huaep- BO3pPaCT | eXKEMEeCAYHO TPWXK b paHOM B ABYX | MaLMEHTOB
naHabl [13] 0-59 net | (3 mec.), 3aTem no 6 mr/ OTAENbHbIX

KI exxeKkBapTasbHo. KoropTax:
Hetam maccoin >20 Kr. Koropta A
3 MI/KI eXKeMeCcsiHHO (n=6;
Tpwxapl (3 Mec.), 3aTem 50% >KEeHLLWH,
no 3 MI/Kr exxekBap- 50% My>K4IH).
TanbHO. Bce MHbekLmmn KoropTta B
BbINOJIHASINCH MOAKOXXHO (n=15;
40% MEHLLIVH,
60% My>X4nH)

2 Garrelfs, 2021 PKI | Obwee 3 MI/KI eXKeMecsHHO 6 mec. | Obwee 4cno | YmeHblleHne
Hunpoep- 4ncno B TedeHve 3 Mec. YHaCTHUKOB: Ha 64% cy-
nangpl [14] y4qacTHn- | C nocneyrowmm 39 yenosek. TOYHOW 9KC-

koB: 39 | BBEeEHNEM lpynna nyma- kpeummn UOx
YenoBek, | NoA4EePKMBAOLLIMX cupaHa: n = 26 | (Ha 84% Hmxe
BO3pacT | 403 O4MH pa3 B 3 MeC. (81% >keHwmH; | 1,5-kpaTHom
6-47 net | Ha4mHag 4epes 1 mec. 69% My>X4nH). | BEpXHel rpa-
nocrne nocnegHemn lpynna nnaue- | HULbI).
Harpy304HOW 003bI, 60:n =13 CHWXeHne
3aTeM B Te4eHue (38% >xeHwmH; | yposHSA POX.
6 mec. Bce nHbekumm 62% My>xx4nH) | pCKD
BbIMNOSTHAINCE MOAKOXHO ocTaBanacb
CTabnNBHON.
YMeHbLLIEHNE
COOTHOLLIEHNS
UOx/Cr

3 Méaux, 2022 KC |O6uwee | 6 MI/Kr exkeMecsHHO 10 mec. | et mnaawe | CHKeHNne
dpaHLus 4ncno B TedeHue 3 Mec. 2 net YPOBHSA Pox.
[16] Yy4aCTHU- | C MoCneayoLLVM YMeHbLLEHME

KoB: 3 CHWXEHMEM [0 3 MI/Kr OTHOLLIEHNA
EXEMECAYHO Y AeTen UOx/Cr.
C Maccom MeHee [MoyeyHas
10 kr. Bce vHbekumm dyHKUMSA
BbIMNONHANCE MOAKOMXHO ocTaBasjlacb
B HOpME
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[MpoposmkerHune Tabnuupl

Ne uc- lop Bug | Pasmep Me-
Cnoco6 npuMeHeHust
cne- | ABTopbl, | ny- |uccne-| BblGop- pvop,
poBa- | cTpaHa | 6nu- | moBa- | Kit, BO3- W PeXUM AO3MPOBAHNA | oo Monynsaums Ncxopapl
JymacupaHa
HUA Kauum | Hus pact OeHus

4 |Frishberg, | 2021 PKW | O6wee | JO3MPOBKY 1 PEXXUMBI 85 Obuee vncno | Cokpalle-
3paunsb, YMncno BBEOEHUS: OHEeN, | y4aCTHUKOB: HWe Ha 75%
dpaHums, y4acTHu- | ® 1 MI/Kr oavH pas 197 52 yenogeka. CyTO4YHOM
lepmaHns, KoB: 52 B MeC., OHen | 3oopoBble aKCKpeLmmn
Benuko- yeso- ® 3 MI/Kr oguH pas nobposonbLpl: | UOX (He
bpuTaHns, BeKa, B MecC., n=32 npesblag
Huoep- BO3pacT | ® 3 MI/Kr kaxaple lpynna nyma- 1,5-kpaTtHom
naHabl [18] 6-64 3 Mec. cupaHa: n = 24 | BEpxHel rpa-

roga [Nepvon HabntogeHns: (46% >XEHLLMH; | HLbI HOPMbI).

He MeHee 12 Hepefb. 54% My>4nH). | YMEHbLLEHNE
Bce nHbekumm BbinoaHS- [pynna nnaue- | nnasmeHHon
JIMCb NOOKOXXHO 6o:n=28 KOHLEHTpa-

(63% >keHwmH; |y POXx

37% MY>KHMH)

[MauypeHTbI:

n=20

[pynna nyma-

cupaHa: n =17

(71% >keHLWH;

29% My>K4MH).

lpynna nnaue-

6o:n=3

(83% >KeHLLWH;

67% My>KH1H)

5 Sas, 2022 | HPKW |Obuwee | Oetam maccon <10 kr 6 mec. | ObLuee 4mcno | YMeHbLleHve
V13pannb, 4ncno 6 MI/KI eXKeMecsHHO Y4aCTHUKOB: UOx/Cr
dpaHums, y4acTHU- | TpKabl (3 Mec.), 3aTem 18 Yenosek. Ha 72%
lepmaHns, koB: 18, | Mo 3 MI/KI eXkemMecsa4Ho. Bce naumeHTbl | 1 ypoBHA
Benuko- BogpacT | detam maccomn ot 10 kr nonyyanu ne- Pox y neten
bpuTaHus, 0 mec. — | 0o <20 Kr 6 Mr/kr YeHue nyMmacu- | BO3pacToMm
Huaep- 6 net EXXKEMECSHHO TPYXKAp! paHoM. <6 net
naHabl [19] (3 mec.), 3aTem no 6 mr/ <10 Kkr, n =3, (Ha 50% Hwxe

K eXkeKkBapTasibHO. 33% >eHwwmH); | 1,5-kpaTHom
HeTtn maccon >20 kr ot 10 BEpXHel
3 MI/KI eXKeEMECAYHO 0o <20 Kr, rpaHnLbI
TP abl (3 Mec.), 3aTem n=12,
3 MI/KI exkekBapTasibHO. 75% >XEHLLUNH);
Bce nHbekummn BbInonHs- >20Kr,n =3,
JIMCb NOOKOXKHO 0 >KEeHLUWMH)
Bce neveHHble
(n =18,
56% >eHLLWH)

6 Khaled 2022 KC |Obuee 6 MI/KI eXKeMecstHHO 8 mec. | [Iea 6bnmn3Heua | 3ameTHOE
Aldabek, 4ncno nepBsble 3 Mec. 3aTem MY>XCKOIO Mofa | yMeHbLLEeHMe
CLLA [20] YYaCTHU- | 3 MI/KI EXXKEMECSYHO. 12 mec. CYMMTOMOB

KOB: 2 Bce nHbekumm BbinoaHs-
JIMCb NOOKOXXHO
Lombardi, | 2023 KC |Obuee | 3 MI/KI eXXeMeCsHHO 14 mec. | My>cdmHa YMeHbLLEeHVE
dpaHums 4yncno B Te4veHne 3 mec. 3a- 51 rop KOHLIeHTpa-
[21] y4acTHU- | TEM NpUeM noaaep- U SOx
koB: 1 YKUBAKOLLIMX 003 OAVH n UOx, a Tak-
pa3 B 3 MeC. Ha4MHas Xe KpucTas-
Yepes3 1 mec. mocne no- JIOB OKcanara
ClNefHeln Harpy304Hon B no4kax
003bl. Bce nHbekumm
BbIMNOIHANCE NOOKOXKHO
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IMponoskerHne Tabnnupl

Ne nc- lop, Bug | Pasmep Me-
Cnoco6 npuMeHeHus
cne- | ABTopbl, ny- |uccne-| Bblbop- pvop,
noBa- | cTpaHa | 6nu- | moBa- | Kit, BO3- W PeX1M [AO3MPOBaHNA | oo Monynsauus Ncxoppl
JNymacupaHa
HUA Kauum | HusA pact neHnsa
Sellier- 2023 | Cepusa | ObLee [ogKkoXXHble NHBEKLNN 13 mec. | Obwee Yncno | CHMXKeHne
Leclerc, chny4a- | 41cno nymacupaHa exxeme- YHaCTHUKOB: ypoBHA POX
PpaHums €B | y4aCTHWU- | CAYHO B TeyeHne 3 Mec. 5 4enosek.
[22] KOB: 5, C nocreayoumM noa- Bce naumeHTsl
BO3pAacT | Aep KMBaroLLM OO3UPO- nony4anu ne-
3-45 net | BaHMEM Kaxxable 3 Mec. YeHne nymacu-
[aHHble 0 To4HOW [0- paHoOM
3MPOBKe MpenapaTta
OTCYTCTBYHOT
7 Benedetta | 2022 KC |Obwee | 3 MI/KI eXkeMecsHHO 18 mec. | Manbumk CHWmxeHne
Chiodini, 4YUCNO B Te4eHve 3 Mec. 13 net ypOBHeW
Benbrua y4acTHK- | 3atem npuem POx n UOx
[23] KoB: 1 NnoaAepXMBatoLLMX [0 HOPMBI.
003 OAVH pas B 3 Mec. YMeHbLUeHme
Ha4nHad Yepes 1 mec. Ha 70% co-
nocne nocnegHen OTHOLLEHUA
Harpy3o4Hon no3bl. Bee UOx/Cr.
NHBEKLMN BbIMOMHAINCH pCKD
NOOKOXKHO ocTaBanach
cTabunb-
How (60 mn/
MWH/1,73 M?)
10 |Joher, 2022 KC |Obuwee | Tepanus nymacupaHom Mpo- | >KeHumHa Hopmanuaa-
PpaHus 4ncno 00 NOYEeYHON TpaHc- nosmkn- | 39 net LING KOHLLEH-
[24] y4acTHU- | NnaHTaumm Tenb- Tpaumn cbl-
koB: 1 HOCTb BOPOTO4HbIX
neve- oKcanaros,
HUSA [0 MOYeY4Hon
He yka- TpaHcnnaHTa-
3aHa Lmn
11 |Poyah, 2021 KC |Obuwee | He ykasaHo Mpo- | 40-neTHgas YpoBeHb
KaHapa 4ncno JOMmKU- | »keHwwmHa ¢ NI, | okcanatoB
[25] y4acT- Tenb- | CTpagaroLlas B nnas-
HUKOB: 1 HOCTb | TEPMUHANb- Me KpOBU
(B3poc- neye- | HOM MOYEYHOM | CHU3UACS
NbIN HUS | HepgocTaTou- Ha 36%,
nauneHT He yka- | HocTbto (XIMH) | Ho BoccTa-
c TrNH 3aHa | C KOXKHbIMM HOBNEHME
N KOX- NPOSIBAEHVAMN | OyHKLMM MO-
HbIMW 4YeK He Npo-
nposiBne- N30LLMO; MPO-
HUSMN) rpeccu-
poBaHue
BHEMO4YEe4HO-
ro nopaxke-
HUS C ne-
hopmaumen
«nebeduHom
Lwewn» 1 ne-
FOYHOW -
nepTeH3nen

Tabnuua coctaBneHa aBTopamMu Mo AaHHbIM NCTO4YHMKOB [13, 14, 16, 18-25]

Mpumeydanue: PKV — paHOoMU3NPOBaHHOE KOHTPOMMPOBaHHOE nccneqoBaHne; HPKI — HepaHaoMnM3npoBaHHOE KOHTPOMPOBAHHOE UC-
cnepoBanue; KC — knuHndeckmin cnyyai; TINH — TepMunHanbHas noveyHas HegoctatodHocTb POX — okcanatbl nnadmbl; UOx/Cr — cooTHO-
LLIEHNE OKcanaToB B MOYe U YPOBHS KpeaTuHuHa; UOxX — okcanaTbl Mo4vn; SOx — okcanatbl CbiIBOPOTKM; KTX — noveyHas TpaHcnnaHTaums;

eGFR — ckopocCTb kKiy6o4KoBOW hunsTpaLmm.
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peaynbTaTthl nokasanv YMeHbLLIEHNE COOTHOLLEHUSI 9KC-
Kpeunn okcanatoB n kpeatuHuHa (UOx:Cr) Ha 72,0%.
Bonee TOro, y MOMNOBMHbBI MAUMEHTOB OblM AOCTUrHYThI
3Ha4veHms UOx:Cr B npegenax nofIoBUHbI BEPXHEN MpaHu-
Ubl HOpMbI. YpoBeHb POx coctasun 31,7%. [Ons oueHku
BIMSIHWS Tepanum nymacupaHom Ha MM 6binm BKAKO4YEHbI
LIECTb KIMHNYECKMX MCCNeaoBaHuin.

M.N. Méaux v coaBr. [16] B cBOEM nccnenoBaHun Ha-
ontogany Tpex MnageHues ¢ avarHodom M. MaymeHTsbl
nofly4anu Tepanuto iymacrpaHoMm, A03bl U 4acToTa KoTo-
pOro noadupance B 3aBMCUMOCTY OT MaccChl Tena pebeH-
ka. B TeveHve nepBbIx 3 MecaLeB HasHa4anm 0osy 6 Mr/kr
B MecsiLl, ANns mnaaeHLUes Becom Ao 10 Kr aTa HopMa bbina
CKOppeKTUpoBaHa A0 3 MI/Kr B Mecsl, Kak obbacHUM
M.N. Méaux 1 CoaBT., 3TOT METOA NOAHEPKNBAET BAXKHOCTb
yyeTa (hakTOpOB, OCHOBaHHbIX Ha Bece, Npw onpeaeneHnm
noaxXoasllen 0o3bl nymacupaHa ans mnageHues ¢ 1M1,
MauweHty 1 6bIn NoctaBneH avarHo3 M B npeHaTanb-
HOM Meproae B CBSA3M C TeM, YTO Yy ero cTapLlein CecTpbl
B BO3pacTe 4 MecsLeB Obina avarHOCTMpOBaHa XpPOoHMYe-
ckas 6oneaHb noyek (XBIM) 5-n ctaguun. MNMocne 10 mecsueB
HabNOEHNS TMNEPAXOrEHHOCTb MOYEK Y NaumeHTa Hadana
CHWXaTbCS C COXPaHEHWEM (yHKLMM MoYeK. [MaumeHT 2
Cc awarHozom [ 6bI1 rocnUTanM3npoBaH B CBSA3W
C OCTPOW NOYEHHOW HEAOCTATOYHOCTLIO 1 0OE3BOXKMNBAHM-
eM B Bo3pacTe 2,5 Mecsaua. YpPOBHN KpeaTuHNHA B CbIBO-
POTKe KPOBW COCTaBAANM 243 MKMOJb/N, a30Ta MOYEBMHbI
B KpOBW 19 MMOMb/N NpU PacHeTHON CKOPOCTU KiyBo4KO-
BoV chnnTpaumm (PCKD) 8 Mn/MuH/1,73 M? 1 COOTHOLLIEHM
UOx:Cr (806 MkMonb/MMonb) 1 POXx (184 MKMonb/n), KOTO-
pble ObINN CyLLIECTBEHHO MOBbILLEHBI. [locne 9 nHbekuuin
cooTHoweHrne UOx:Cr cHusmnock bonee 4em Ha 60% —
0o 310 MKMOMb/MMOMb, YTO MOYTK COOTBETCTBOBASIO
Hopme. B TeveHne 10-mecayHoOro nepuoga HabnoaeHus
OTMeYaNIM Pe3Koe CHWKEHVE YPOBHA KpeaTuHWHA B Cbl-
BOPOTKE KPOBW, KOTOPbI B KOHEYHOM CHETE BbIPOBHSASICS
npumepHo Ao 120 Mkmonb/n (PCK® 20 ma/Mun/1,73 m2).
OpHako HedpokanbLmHo3 Il cTeneHn coxpaHsincs. B cBs-
31 C Hann4reM HedpokanbLmHosa lll cteneHn B Bo3pac-
Te 3,5 Mecsdua naumeHT 3 ObiN BKKOYEH B UCCNedoBaHWe
¢ amarHosom [, Yepes Hepgento cooTHolleHne UOx:Cr
yBENMM4MNOCh A0 2167 MKMOMb/MMOMb C MOBbILLEHHbBIX
1651 MKMOJSIb/MOJSIb MO AAaHHbIM OUOXUMNHYECKOro aHanm3a.
YpoBeHb POx cootBeTCcTBOBaN 36 MKMOJbB/, YTO COMpPO-
BOXKa/10Cb MOBbILIEHHbIM YPOBHEM [MKONSATa B Mnias-
Me KPOBW, HO HOPMasbHOW (DYHKLMEN MOYeK (KpeaTuUHMH
30 MKMonb/n, pCK® 77 mn/muH/1,73 M?). Tocne nepso-
Ha4anbHOro BBEAEHWA Habmonanock ObICTPOE CHUKEHME
cooTHouweHns UOx:Cr go 1640 MKMONb/MMOSb. PyHKLIMS
noYek ocTaBajlacb CTAOUNBHOW Ha MPOTSKEHUU BCEro
nepvoga HabnoaeHus. Mocne NaTon MHbekumMn Hedpo-
KanbUMHO3 ymeHblwmncsa ¢ Il po Il ctenenn. Pesynsratbl
NnokasblBatoT, YTO NlyMacupaH a@eKTVBEH Y MNadeHLUEB
1N HEe UMEET KaKNX-TMB0 HeraTMBHbIX MOOO4HBIX 3PHDEKTOB.
OpHako, HEeCMOTPST Ha XOPOLLYKD MepeHOCUMOCTb Jlyma-
cupaHa, Henb3s MOMHOCTBIO M36eXKaTb BO3HUKHOBEHUS
WM NPOrpeccupoBaHns  HepoKasbLMHO3a, OCOBEHHO
B €ro TshKenblx dhopmax, Aaxke npuy HagHa4eHU Tepanmm
B pPaHHEM HeoHaTalbHOM MePUoae UK COYETaHUM C Tpa-
OVLMOHHBbIMW Noaxodamu nevennsa M [22].

B wnccneposaHv, nposegeHHom K. Aldabek un co-
aBT. [20], OCHOBHOE BHWUMaHWe ObI10 yaeneHo AByM Mia-
OeHUaM-6/M3HeL, aM My>KCKOro mona ¢ avarHodom [,

y KOTOPbIX Habnoaan cMMNTOMbl HedponmMTnasa u He-
dpokanbLMHO3a. DTV NauUMeHTbl NMosyYanu nedveHve ny-
MacCVpaHOM Ha4mHasa ¢ 12-MeCAa4HOro Bo3pacTa, B Te4e-
HWe NepBbix 3 MeCsLEB B Ha4anbHOM 0o3e 6 Mr/kr 1 pas/
MECSL, C MOCNeOyOLLEN KOPPEKLIMEN A0 3 MI/KI B MeCsiL.
[MpuMeHdaTeNnbHO, YTO Y ManbiYMKOB-0M3HELOB CUMMTOMbI
3HAYNTENBHO YMEHbLLMANCH. Ha OCHOBaHWM NONOXNTENb-
Hbix pedynsraToB K. Aldabek 1 coasT. MpuLwn K BbIBO4Y,
4YTO NyMacupaH SABMSETCS YCneLLHbIM CPeACTBOM IEHEHUS
netckowm M.

B nccneposanunn B. Chiodini n coasT. [23] ognH naum-
eHT-NogpocToK ¢ MM nony4an neveHve NymMacupaHoMm
B [03e 3 MI/Kr B TedeHue 18 mecsLeB. Y naumeHTa Habso-
nanv BbICTPOEe N YCTOMHYMBOE CHVPKEHWE COOTHOLLEHNS
UOx:Cr B cpegHeM Ha 70% nocne npuema nymMacupaHa.
B TedeHue Bcero 18-mecsyHOro nepuoga HabnogeHus
ypoBeHb UOX ocTaBancs H1U3KMM, NpakTU4ecku npuonm-
Kascb K HopMe. Kpome Toro, 6b110 OTMeYeHO ObICTpoe
CHWXeHue ypoBHs POX, nMpu 3TOM CpedHee CHWKeHue
cocTaBuio npumMepHo 60% nocne npuema aymacupaHa.
PacyeTHas CKOpOCTb Kybo4KOBOW hunsTpaumm He npe-
Tepnena CyLEeCTBEHHbIX U3MEHEHWUIA 38 BECb CPOK fede-
HUS, Bapbupyst B AnanasoHe ot 60 Mn/MuH/1,73 M? Ha uc-
XO[IHOM YPOBHe [0 62 Mn/MuH/1,73 M? 4epes 18 mec.

B nccneposannn Y. Lombardi n coasT. [21] ndyyanaco
3P PEeKTNBHOCTL Tepanun ymacupaHom y 51-netHero na-
umeHTa c MM, y koTtoporo Habntogancs peunams okca-
naTHoOM HedponaTum rnocne N3oNMPOBAHHOM MOYEYHON
TpaHcnnaHTauun. JlekapCcTBeHHas Tepanusa BKAOYana
NOOKOXKHOE BBELEHME NlymMmacupaHa B JO3UPOBKE 3 MI/KT.
B o0Wen cnoxHOCTN Kaxkabli Mecsl, Aenannck 3 VHb-
eKLMK, 3aTeM MHBbEKLMM NPOBOAUIVCE Kaxaple Tpu Me-
cdua. NMocne Havana nprema nymacupaHa Habnoganock
CHWKEHME KOHLIEHTPaUMN okcanata B CbIBOPOTKE KPOBM
(SOx), okcanaTa B MO4Ye 1 KPUCTaIOB OKcanaTa B mo4kax.

Hpyroe wuccnepoBanune, npoBegeHHoe A.L. Sellier-
Leclerc n coaBT. [22], BKO4Yano 5 naumMeHToB C reHeTu-
Yeckn noareepxkaeHHom MMM, nepeHeclx n3onmpoBaH-
HYIO MOYeYHyI0 TpaHcnnaHTauuto. MaumeHTbl CO CPeaHNM
BO3pacToM 26 net (3—45 neT) nonyHanu Tepanuio nyma-
cupaHoMm B TedeHne 13 mec. (5—17 net). Pe3ynbrartbl no-
Kasanm NOCTOSAHHOE WU 3HAYNTENBHOE CHWKEHWUE YPOBHS
POx y Bcex nauveHToB Nocie Hadana nprema nymacupa-
Ha co 110 (20-150) oo 53 (10-72) MKMONb/N Ha MOMEHT
noye4qHon TpaHcnnaHtTaumm (KTx) n go 7 (5—26) MKMONb/n
4yepes 3 Mec. (p < 0,05). Takum 06pa3oM, ecnn ypoBEHb
POx coctaBnsieT 80—-90 MKMONb/A, NOAy4YeHHble OaHHbIE
yKasblBatOT Ha TO, YTO 13onnposaHHas KTx Ha dhoHe Tepa-
N1 NyMacupaHoM MOXET OblTb 6e30MacHbIM BapraHTOM
nederust 6onbHbIX MM ¢ NoYeYHON HeQOCTATOHHOCTbIO.

N. Joher n coaBT. [24] Habntogan 39-NeTHIO XKEHLLN-
Hy ¢ M1 n KTX, koTopasa paHee yxke nony4ana Tepanmio
nymacupaHoM. PesyneraTtbl nokasanu, YTO KOHUEeHTpaums
SOx HopmanmnaoBanach elle oo onepaumn KTx. Tepanus
nymMacupaHoM npviBena K 6naronpusitHeIM pesynsraTam
B BUAOE CHWKeHNst kKoHueHTpauum SOx n POX, ypoBHS Cy-
To4HOM aKckpeumn UOX 1 MPOLEHTHOMO COOTHOLLIEHNS
UOx: Cr. 310 6bIN0 4OCTUMHYTO 3a CHET CHDKEHNS COaep-
»aHus maTpudHon PHK, kogmpytoLen dhepMeHT rnvkona-
TOKCKaasy, perynvpytoLyto AGT.

B pabote P. Poyah [25] onuncaH KANHUHECKWA crny4yal
nepBuYHON rmnepokcanypun 1-ro Tmna y 40-neTHem »keH-
WWHbI C pPEUOMBIPYIOLLMM HEDPOINTMA30M B aHaMHE3E.
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Tepanus nymacupaHom 6bina Ha3HadeHa cnycta 11 mec.
Ha (oHe remogmanvsa 1 MNPUMEHEHNA MNUPULOKCUHA.
[Mlocne 14 wmMec. BbICOKOMHTEHCMBHOIO remMmognannsa
1 3 MeC. NPUMEHEHMSA ymacupaHa He BbINo HUKaKmx npu-
3HaKOB BOCCTAHOBJIEHNSA MOYEK, a BHEMOYEYHOE Noparke-
HWE YBENNHYNIOCH C NPOrPeCCUpYoLLIMN AedopMaumsmMm
«1eDEANHON LUEW», CHKEHVNEM CUCTONMHECKON (DYHKLMM
cepaua v 1eroYHom runepTeHanent. MaumeHT Obln BHeCeH
B CMVICOK OXKMAAHWA Ha TPAHCMIaHTaLLMIO MOYEK 1 MeYeHu.

OCHOBHbIM MOB04YHBIM 3(PdEKTOM, CBA3AHHBIM C MPU-
MEHeHNeM NymacupaHa, Obla He3HaduTenbHas Mnpexo-
Odasa peakuns B MeCTe MHBbEKLMW. TUMnYHble npuaHa-
KU 1 NPOSABNEHNSA BKIIKOHAN MOKPACHEHNE, U3MEHEHVE
LBETa KOXW 1 rematoMy B MecTe nHbekuun [18, 23, 25].
B xomoe nccnegoBaHui y HEKOTOPbIX MaUMeHToB Habnto-
JannCb He3HauynTeNbHble MNOOOYHbIE SMPMPEKTLI, BKIIO-
Yast NMXopafdKy, PBOTY, pPUHUT, 60Mb B >XXMBOTE, AMAPELD,
aHEMUIO, TONOBHYIO 60/1b MW ClyYariHyO Nepeno3npoB-
Ky [13]. MNpegnonaraeTcs, 4TO nymMacupaH He OKa3bliBaeT
KaKoro-nmbo KINMHN4ECKOro BO3OENCTBUSA Ha pe3ynsTaThl
nabopaTopHbIX CCNefoBaHW (BKIKOHAA aHann3bl KPOB
1 PyHKUMK neveHn), KT nam npo4ne >KM3HeHHbIE nokasa-
Tenu [23]. OTo noaTBEPXKAAET, YTO Tepanus ymMmacnupaHomM
aBnseTca 6e3onacHbiM 1 3OMEKTVBHBIM METOLOM fleve-
HUS MNageHueB, OeTer Miagwero Bo3pacTa v B3POCHbIX.

B Haluel paboTe ndydanmcs athhekTnBHOCTb, 6e3onac-
HOCTb M KIIMHUYECKNE Pe3ynsTaThl MPVMEHEHUS TyMacupa-
Ha npv nederun M. B pesynsrare aHanvsa 11 nccnepo-
BaHWI, BK/OYasA PaHAOMU3MPOBAHHBIE KOHTPOIMPYEMbIE
ncenenoBaHNg, OTYETbl O KIMHNYECKMX CIyHasx U 1Uccehe-
JOBaHNS Cepun CryyaeB, OblI0 YCTAHOBMEHO, YTO fyma-
cuvpaH, npenapat Ha ocHoBe PHK-mHTepdepeHuwn, 3Ha-
YUTENBHO CHKAET YPOBEHb OKCASIAaTOB Kak B Miasme, Tak
N B MOYe, ynydllaeT PYHKUMIO MOYEK U yMEHbLUAeT He-
PpoKabLMHO3 Yy MaLVEHTOB PasHOro BO3pacTa, BKIKYas
B3POC/bIX W AeTel. YCTaHOBIEHO, YTO y BOMbLUNHCTBA Na-
LIMEHTOB YPOBEHb OKCanaToB Oblfl HOPMasIbHbIM U MOYTY
HOpMasibHbIM Ha (DOHE NMprMeHeHns Npenapara. [Npenapat
B LIefIOM XOPOLLO MEePEHOCUIICS, MPY 3TOM OCHOBHbBIM MO-
604HbIM 3(PPEKTOM, O KOTOPOM CO0BLLIANOCh, OblN HE3HA-
YUTENbHbIE PEaKUMM B MECTE MHBbEKLMW. TaknuM 0Bpasom,
nymacupaH NpeactaBnsieT cobor MHOroobeLatoLLmii Npo-
pbiB B fieveHun M.

Bo Bcex paccMOTpeHHbIX paboTax ymacupaH Hews-
MEHHO [EMOHCTPVPOBAa BbIPaXXEHHYO 3(MdEKTUBHOCTb
B CHWKEHUM YPOBHSI OKCanatoB, OAHaKO Habnmoganvcb
pasnuyma B BO3pacTe MaUMEHTOB, a TakXe WCXOOHOM
YHKLMN NOYEK 1 pexxnmax Jo3npoBaHus. Kak y oeTen, Tak
Ny B3POCIbIX BbIIO OTMEYEHO 3HAYUTENBHOE YyYlleHne
N HOPMaM3aLMsa NoYeHHON OYHKLMK, HO MiaeHLam 1 na-
LMeHTaM C MPOrPeCCUPYHOLLIEN XPOHNHECKOM 60NE3HBIO MO-
Yek TpeboBanacb KOPPEKTUPOBKA A03bl; B UCCNEA0BaHUSX
Tak>ke MPOAEMOHCTPUPOBaHa 6onbluas BapnabensHOCTb
B 3HAYEHUSX peHaslbHbIX nokasaTenen, 0COO6eHHO B OTHO-
LEHMW NPOrpPecCnpoBaHnsa HepoKasbLIMHO3A.

TNymacupaH gencTeyeT nyTem nogasnenus reHa HAO7,
KOTOPbIN KOOUPYET MVKONaTtokenaasy — hepMeHT, y4ya-
CTBYHOLLMI B MPON3BOACTBE okcanaTos [9]. Bnocneacteum
3a CHET WHMMOUPOBAHUS MMKONATOKCMAA3bl KOMHECTBO
cybcTpaTta, HeobxoaMMOro Ans NPoOM3BOACTBa OKcanaTra,
YMEHbLLUAETCS, a KONMMYECTBO MMKofaTa KabLus, tonee
6e3onacHoro NpoayKTa, ysennunsaetcs [17]. B pesynsrate
CHVDKEHNE BbIPabOTKM OKCanaToB MPUBOANT K CHUKEHWIO
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YPOBHSA OKCanaToB B KPOBU 1 Mo4e [25]. MHOroYMCNeHHble
KJIMHNYECKNE UCTbITaHNSA 1N OTYETbl O KIMHUYECKUX Chy-
Yasgx NpoLEMOHCTPUPOBANN 3TN 3PAMEKTLI U UX NOCNEL-
CTBMSA, TaKMNE Kak yny4lleHve GyHKLM MOYeK Kak y AeTen,
Tak 1y B3pocnbix nauueHTos ¢ MM [13, 18, 25]. CornacHo
hapMakOKNHETUHECKMM NCCNEA0BaHNAM NymacupaH Obl-
CTPO BCaCbIBAETCS U BbIBOAWTCS M3 OpraHuama, YTo aena-
eT ero 6e3onacHbIM B NpuMeHeHun [9)].

B xoge lll dasdbl OTKPLITOrO HECPaBHUTENBHOMO UC-
cnepoanng (ILLUMINATE-B), npoeegeHHoro B 2021 rogy,
18 peten ¢ MM B Bo3pacTe 0o 6 NeT nonyyanu nedeHve
JlyMacupaHoM B TedeHne 6 Mecsaues 1 nokaganu ObICTpoe
CHWXEHME KOHLIEHTpaLMM OKcanatoB, B KOHEYHOM UTOre
OOCTUMHYB BEPXHEN rpanuiLibl HopMbl [18].

Mo paHHbIM nccneposanus ILLUMINATE-A, obpasosa-
HVEe KamMHel B MoYkax yMeHbLUUIIOCh noche 6-12 mec. ne-
YeHna nymacupaHoMm y naumeHTos ¢ 1M1 B Bo3pacTe cTap-
we 6 net [18, 11]. OKcKpeunsa okcanaToB C MOYOW Tak>Xe
HopManusoBanach [14].

Bonee TOro, ahheKTMBHOCTL nymacupaHa OLeHN-
BaaM y MauMeHTOB pasfivyHbIX BO3PACTHbIX MPynn W nnL,
¢ nporpeccupytolen XbBI B TedeHne 12 Mecques B xome
ncenepgoBanust ILLUMINATE-C [13, 17]. B pesynsrarte KoH-
ueHTpaunsa Pox Obina 3Ha4MTENBHO CHWKeHa. OTO Mo-
XKET MPUBECTU K OTCPOYKe HEeobXOAMMOCTM B Avannse
1 TPaHCINaHTaumn y naumeHToB ¢ XBl, a Takxe ynyymTb
MPOrHO3 Yy TeX, KTO Y>Ke NepeHec TpaHCcMIaHTaumo NOYKM
[28]. YTO KacaeTcsa dYHKLMM MOYEK, TO MOCNE HECKOMbKIMX
MecsaLeB NnedeHns nymacupaHom pCK® ocTtaeBanach cra-
BunbHOM K gaxke ynydanacs [18, 28].

[NopBoas MTOr, MOXHO ckasaTb, YTO NymacupaH Mo-
XKET 3amMennvTb MPOrpeccrpoBaHne [0 TepMUHabHOM
cTaaun NMoYeYHON HEeAOCTaTOMHOCTM 3a CHET YAyuLLEHUS
dyHKUMM novek [20, 23]. OgHako onTuMalibHble CPOKM
Hadana npuema nymacupaHa OCTaroTCsA HEACHbIMN. XOTS
paHHee Havano fiedeHns MOXXET MOMO4Yb NPEfOTBPATUTL
HakoMneHme KPUCTanIoB okcanarta B noYkax 1 apyrux op-
raHax 1 3amMefivTb NPOrpeccrpoBaHe HehpoKanbLMHO-
3a, Y HEKOTOPbIX MNaUMEHTOB OHO HE MPefoTBPALLaeT ero
nonHocTbto [23]. CnegoBaTtensHO, HEOOXOAVMbI AOMNONHN-
TeflbHble UCCNeOoBaHns, YTOObl MOHATL Lieflb KOMMJIEKC-
HOW Tepanuun.

Elwle ooHMM BadkHbIM MPEUMYLLIECTBOM JflyMacupaHa
SABASIETCA €ro xopollas nepeHocumocTb. Havbonee da-
CTbIMW HeXKenaTeNbHbIMW SABNEHUSIMI, O KOTOPbIX CO0bLLIa-
N10Cb, ObIIM KPATKOBPEMEHHbIE, NErkMe peakum B MecTe
NHbeKUWK [14, 18]. Y HEKOTOPbLIX NaLMEeHTOB Habaanoch
Nno KpamHen mMepe OAHO MEPEHOCUMOE He3HaqUTeNbHOe
nobo4yHoe AencTBMe, BKKOYas NUXOPadKy, PBOTY, pu-
HUT, 6ONb B >XMBOTE, MHMEKLUMIO BEPXHUX ObIXaTefbHbIX
nyTen, Ouapeto, aHeEMUIO, YLUHYIO UHMEKLMIO, FONMOBHYO
60Nb NV CnyYanHyto Nepeno3npOBKY, KOTOpblE BbICTPO
npownn B xoae wccnegoBanus [13]. MHoroobelatolLe,
YTO JlyMacupaH He OKa3blBaeT KJIMHUHECKOrO BIVSHUS
Ha peaynbratbl NabopaTopHbIX UCCNeaoBaHWA (BKOYas
reMaTonormyeckne 1 yHKLUMOHabHblE TECTbI MeYeHN),
aNeKTPOKapaMorpaMmbl K NoKasaTenn XUsHeaesaTeb-
HocTwu [23]. B xoge nccnenoBaHuin He TONbKO He coobLLa-
IOCb O Cepbe3HbIX NpobfieMax ¢ 6e30MacHOCTbO, TakmX
Kak npepblBaHne nedveHns am cMepTb, CBA3AHHbIE C MPpK-
emMoM npenaparta [23], HO 1 He Habnaanoch yxyaLeHns
KaKNX-Mbo TSHKENbIX CUMATOMOB [15]. Takne cumMnTOMbI,
Kak yCcTanoCTb, TOLIHOTa, CHWXXeHWe annetuta, 60/b
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B KOCTSIX, CHWKEHWe MOABWKHOCTW, OfApILKa, MovevHas
KOVKa 1 Opyrme CUMMTOMbI, MO0 yMeHbLUanucb, nnbo
HEe N3MEHNNCH BO BPEMS le4eHns nymacupaHom [15].

HecMoTpst Ha TO YTO MUCCNEAOBaHNSA MO MPUMEHEHNIO
nymacupaHa gna nedeHus MM asnsaiotca MHoroobella-
tOLLMMI, BCE eLle CYLLECTBYHOT HEKOTOPbIE OrpaHNYeHNs
n obnacTu, Tpebytolme gansbHenwero naydeHms. OpHowm
13 3aMEeTHbIX MPOBNEM ABASETCS HEOONBLLION pasMep Bbl-
OOpKM (OQMH WM HECKOSMBbKO MauUMEeHTOB) B MCCNenoBa-
HWUSX, MPOBEAEHHbIX paHee OMMCaHHbIX B Hallen paboTe.
YT100bI NONy4nTL 6oNnee rnybokoe NpeacTaBneHne o 6e3-
OMacHOCTU U aPPEKTUBHOCTIN STOMO METOAA NEHEHNS, He-
0bxoaMMo NpoBecTn 6onee MaclUTabHble paHAOMU3NPO-
BaHHbIE KOHTPOIMPYEMbIE UCCNeaoBaHNs. Takxe cneayet
NPOBECTU AOMONHUTENBbHbIE NCCNEO0BaHNS B Pa3NYHbIX
BO3pAaCTHbIX rpynnax, Taknx Kak AeTy Miagluero Bo3pac-
Ta 1 NOXUblE NKOAN, a TaKXKe B KOHKPETHbIX Moarpynnax
naumeHToB, B TOM YMCre C NpOrpeccupyommm 3abone-
BaHNSMM MOYEK.

Kpome Toro, HeT AOCTATOYHOro Kou4ecTBa AOMro-
CPOYHbIX AaHHbIX O BO3AEVCTBUM lyMacupaHa B TeHeHne
Bonee 4em OfHOro rofa, YTo UMEET peluatoLLee 3HaYeHne
0715 MOHNMaHNS BCEX MPEeNMYLLLECTB 1 NOTeHUMabHbIX pU-
CKOB aTOoM Tepanuu. OnTumaneHas 0o3MpoBKa U rpaduk
NleYeHNs Takke ellle He OnpefeneHbl, 0COB6eHHO NS na-
LMEHTOB AETCKOro Bo3pacTta. XOTa paHHee Hadano nede-
HMS MOXKET MPefoTBPaTUTb NN YMEHBLUNTL PasBUTUE He-
(hpoKanbLMHO3a Y HEKOTOPbIX AETEW, OHO He yCTpaHseT
3TO 3ab0neBaHme NOMHOCTLHO.

HecmoTpst Ha To 4TO Tepanvisi, No-BUOMMOMY, YMEHb-
LWaeT OT/IOKEHME OKCanatoB B MoYkax, HeobxoduMbl
OanbHenLve ncecneaoBaHus, YTobbl onpeaennTb ee BAns-
HMEe Ha 9KCTpapeHasibHoe OTNoXkeHne okcanatos. C apy-
rON CTOPOHbI, HOMBLUMHCTBO UCCenoBaHN MPOBOAMIOCH
B CMNeumMannavpoBaHHbIX LIEHTpPax C WCMONb30BaHNEM
nepenoBbIX MPOTOKOMOB NeveHns 1M1, 4To NoTeHumanbHO
OrPaHMYMBAET UX LUMPOKYHO MPUMEHUMOCTb.

HakoHeL, KOMBUHMpOBaHHasa Tepanus yMacupaHoM
1 BCMOMOraTeslbHbIMY MpenapaTaMmyn MOXET UMETb A0MNOS-
HUTENbHblE NPEUMYLLIECTBA, HO HEOOXOAVMbI AaflbHENLIME
nccnenoBaHns, YTobbl MOMHOCTLIO MOHSATL ee NMoTeHumarn.
[Ons npoBegeHns MeTaaHanuaa TpebyeTcs 6onblue K-
HUYECKMX UCMbITaHWI. [03TOMY Mbl PEKOMEHYEM MPOBO-
OVTb OOMOSHUTENbHbIE CUCTEMATUYECKME 0630pbl B AO-
NOSIHEHNE K METaaHan3y.

B Lenom, HeCcMOTps Ha TO YTO IyMacupaH AeMOHCTPW-
pyeT noTeHLMan NepcrekTUBHOro cpeacTaa nevexHms M,
Oyoyume KpynHoMacliTabHble UCCNeAoBaHVsa UM UCTbI-
TaHWs Ha OCHOBE PErMCTPOB MOMOIYT ONPEAENnUTb ero 3d-
(heKTMBHOCTb, H6E30MacHOCTb, MOTeHUManbHble 06aacTu
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MPVIMEHEHNS, ONTUMAalbHYKO AO3MPOBKY A1 HOBOPOXX-
OEHHbIX VNN NauMeHToB ¢ no3gHumu ctagusammn XBI,
a TaK>Xe BbISICHUTb, MOXET M KOMOUHMPOBaHHASA Tepanms
HaOeXHO MpeaoTBpaTUTb HEOOXOOMMOCTb TpaHcMnaHTa-
LM NEYEHM N MOYEK.

3AKJTIOHEHUE

[Nony4eHHble OaHHble MOOYEPKMBAIOT BbICOKYIO aPdeKTmB-
HOCTb 1 61aronpuATHbBIN NPodUb 6€30MacHOCTI yMacu-
paHa, NpopbIBHOrO nMpenapata Ha ocHoBe RNAI, KOTopbIN
CHKAET YPOBEHb OKCaslaToB B Mia3Me KPOBM U MOuYe,
4YTO MPUBOAUT K MPeAoTBPALLEHNIO MOBPEXAEHNS MOYeK
NPy NEPBUYHON TUNEPOKCaNypun 1-ro Tmna Kak y aeteu,
Tak 1y B3POCHbIX NaumeHToB. MNpuMeHeHve nymacupaHa
COMPOBOXAAETCA B OCHOBHOM NErKUMM, TPaH3UTOPHbIMM
peakLMaMM B MECTE MHBEKLIMN 1 MOXET MCMNOMb30BaThCS
B Ka4eCcTBe Tepanuu nepBon nuHum npu M.

[NpenapaT NPOAEMOHCTPUPOBAN BbIPaXXEHHYD 3(d-
(HEKTVMBHOCTb B CHWXXEHUWN YPOBHS OKCanatoB, OOHAKO
€CTb pasnnynsg B TepaneBTUHECKMUX Moaxodax npuMme-
HeHVs Npenaparta y B3pPOC/bIX MaUMEHTOB W MiaaeHUEB,
a TakXke pasnunyHble adeKTbl OT BO3OENCTBNA B 3aBU-
CUMOCTU OT UCXOOHOW peHaNbHON YHKUUM 1 PEXKMMOB
0031pOoBaHVs. Kak y aeTen, Tak 1y B3pOC/bix Habnoaa-
IV 3HAYUTENBHOE YIyYLLIEHNE Y HOPMaU3aumio novey-
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N MOATBEPXKAEHUM Er0 YCTONUMBLIX MPENMYLLECTB 1 6e30-
MacHOCTW NpW AOAFOCPOYHOM HabnoaeHnn. JansHenwme
1nccneaoBaHns MOMOrYT MOMYYUTb OCHOBAHHbIE Ha MPUH-
umMnax gokazartefibHoM MeduLUMHbl AaHHble, KOTopble ByayT
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Bknap aBTopoB. Bce aBTOpbl NOATBEPKAAIOT COOTBETCTBME CBOErO aBTOpCTBa Kpntepmuam ICMJE. HanbonsbLumi Bknag
pacnpeneneH crnenyrolmm obpasom: Capa Hagyxadu — npoBepka, UCcnefoBanvie, NoaroToska nepBoHa4aibHoro npo-
eKTa, HanucaHve, pefakTupoBaHne; Patnma Abacabaan — UCCNedOBaHWe, HanMcaHne, pefakTnpoBaHne; Moxammag
Cappa Carathn — npoBepka AOCTOBEPHOCTY, 06paboTKa AaHHbIX, HanUcaHve, pefakTUPOBaHNE YePHOBUKA PYKOMNCK;
®dapbopn XocpaBm — cOOP AaHHbIX, HAaNncaHve, pegakTupoBaHue; Moxammag PaxmaHsaH — nccnegoBaTenbCkui Npo-
€KT, PeAaKTUPOBaHNE CTaTbK, YTBEPXKAEHNE OKOHYATENBHOM BEPCUN PYKOMMCH, 0BLLEE PYKOBOACTBO MPOEKTOM.
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