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AHHOTALUA

06ocHoBaHMe. HecMoTpsA Ha pefiKylo BCTPEYaeMOCTb FOMOLMCTMHYPUM, JIeYeHWe NaLMeHTOB C JaHHbIM 3aboneBaHueM ocTa-
€TCA aKTyanbHOW npobneMoit coBpeMeHHoW neauatpuu. [ueToTepanus npeactaBnisfeT coboil 0CHOBHOW NaToreHeTUYeCKUi
MeTo[, NeYeHnst 6onbHbIX roMoLUMCTUHYpHelA. icnonb3oBaHue beTanHa B COCTaBe KOMIMIEKCHOW Tepanuv No3BosISeT NOHU3NUTL
YpOBEHb FOMOLMCTEWHA B KPOBM, 0COOEHHO Y NALMEHTOB, He OTBEYAIOLLMX HA LPYrMe METOAbI JIEYEHMS.

Knunuueckuin cnyyain. PebéHKy nBeHaaLaTh NeT C reHeTMYecKW NoATBEPKAEHHOW NUPMOOKCUH-UYBCTBUTENBHON GOPMOii
FOMOLMCTMHYPUM NPOBENM 3aMeHY UMMOPTHOMO Npenapara, KoTopbli cofepan 6e3soAHbIN beTanH, Ha Cneuranm3npoBaH-
HbIA NPOAYKT AMETUYECKOro neyebHoro NUTaHns — «AMMHOKUCIOTHBIA Moaynb «beTauH» ToproBoit Mapku «OPOAHUK®».
Mpu 3ToM paHee nofobpaHHas 3ddeKTUBHaA KOMMNEKCHas Tepanus ocTanach 6e3 U3MeHeHu.

3aknioyeHne. 3aMeHa be3BoaHOro HetamHa B paMKax paHee nofobpaHHON KOMMMEKCHOW Tepanuu U nocneayoLwmii NpUeM
B TeueHue 30 AHel neyebHOro NUTaHUA «AMUHOKMUCNOTHBINA Moaynb «betanH» Toprosoit Mapku «OPMAHUK®», conepia-
wero 6eTanHa aHruapua, nokasan xopowwwuii npodunb besonacHocTu. [laHHas 3aMeHa He OKa3ana CyLeCTBEHHOMO BJIUAHMS
Ha obLLee coCTOAHWE MaLMEeHTKY, TedeHWe 3aboNieBaHUA U OCHOBHbIE MOKa3aTenu 0bMeHa CepocoAepKallnx aMUHOKUCIIOT.
HasHaueHue naumeHTaM npoayKTa AUeTUHeCKOro ieyebHOro NUTaHnsa «AMMHOKMCIOTHBIN MOAYNb «beTanH» TOproBoi Mapku
«OPOAHMK®», comepaliero 6e380aHbIi 6eTanH, UK NepeBof 60LHOTO Ha AaHHbI NPOAYKT TpebyloT KOHTpoNs 3a 06LLMM
COCTOSHWEM BOMbHBIX, @ TaKKe CUCTEMATUYECKOro ONpefenieHus nokasatenel MeTaboM3Ma cepocoepaLiuX aMUHOKMC-
not. [laHHoe uccnefoBaHWe NpeAcTaBAsAeT NePBYK KAMHUYECKyto anpobaumio 6e3BoHOr0 BeTanHa poccUIiCKoro Npou3Bof-
cTBa. [MonyyeHHble pe3ynbTaThl CBUAETENLCTBYHT 0 ero 3IQGEKTUBHOCTM U 6E30MacHOCTM MPW NeYEeHUN NauueHTa C roMo-
LMCTUHYPUEN.

KnioyeBble cnoBa: roMoLMCTUHYPUA, BeTanH, KIIMHUYECKUI Clly4aid, FOMOLIMCTEMH, METUOHMH, CMELMaNU3NpOBaHHbIA MPOAYKT
neyebHOro NUTaHMS.
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Containing Anhydrous Betaine in Patient With Homocystinuria

Anna A. Agafonova', Svetlana V. Mikhaylova?, Natalya A. Votyakova?, Mayya V. Zazhivikhina?,
Larisa |. Minaycheva', Gulnara N. Seitova'

! Tomsk National Research Medical Center, Tomsk, Russia;
2 Russian Children’s Clinical Hospital, Moscow, Russia

ABSTRACT

BACKGROUND: Although homocystinuria is a rare disorder, its management remains an important issue in modern pediatrics.
Diet therapy is the main pathogenetic treatment for patients with homocystinuria. The use of betaine as part of combination
therapy helps reduce plasma homocysteine concentrations, particularly in patients who do not respond to other treatment
approaches.

A CASE REPORT: A 12-year-old child with genetically confirmed pyridoxine-responsive homocystinuria underwent substitution
of an imported preparation containing anhydrous betaine with a specialized medical nutrition product, Amino Acid Module
Betaine (ORPHANIC® trademark). The previously effective combination therapy regimen remained unchanged.

CONCLUSION: Replacement of anhydrous betaine within the previously established treatment regimen, followed by 30 days
of administration of the medical nutrition product Amino Acid Module Betaine (ORPHANIC® trademark) containing betaine
anhydrous, demonstrated a good safety profile. This substitution did not significantly affect the patient’s general condition,
disease course, or key parameters of sulfur-containing amino acid metabolism.

Prescription of the medical nutrition product Amino Acid Module Betaine (ORPHANIC® trademark) containing anhydrous betaine,
or transition of a patient to this product, requires monitoring of the patient’s general condition and regular determination
of sulfur-containing amino acid metabolism parameters. This study represents the first clinical evaluation of anhydrous betaine
produced in Russia. The obtained results indicate its efficacy and safety in the treatment of a patient with homocystinuria.
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KIHVHECKIAN CIIY YA

O0b0CHOBAHUE

loMoumcTuHypusa (TLLY) — rpynna HacneacTBeHHbIX 6o-
nesHen obMeHa BELLECTB, KOTOPY0 OnpesensieT HapyLueHue
MeTabonuaMa cepocofepallmx aMMHOKMCIOT, B NepBylo
oyepeab MeToHUHA. [loBbileHWe ypoBHA obLlero roMouu-
CTEMHa B KPOBMW CITYXXMT OCHOBHbIM NposiBNeHeM 6onesHu,
MpW 3TOM aMUHOKUCIOTHBIA NPOdUNb OTAMYAETCA B 3aBUCU-
MocTn ot dopMbl LY [1-4].

[OMOLMCTMHYPUIO OTHOCAT K opdaHHBIM 3aboneBaHuaM,
Mo3TOMy AaHHble O €€ 3NUAEMWONOrUM NPOTUBOPEYMBHI
U yacto 3aHuKeHHble. o MHenmio M.M. HoBukoBa B pas-
HbIX UCCNIE[0BaHMAX PacnpoCTPaHEHHOCTb FOMOLMCTUHYPUMN
3aBucenia 0T MeTofia AMarHOCTUKM (CKPUHWHI CPeau HOBO-
POXAEHHBIX UMM KONMYECTBO LMArHOCTUPOBAHHbLIX CNydaes)
u coctaenana ot 1:1 800 go 1:900 000 [2, 5]. B cTpaHax bamx-
Hero BocToka (Hanpumep, B Katape) 3abonesaeMocTb 3Hauu-
TenbHo Bbiwe u gocturaeT 1:1 800. B CoeguHéHHbIX LLTaTax
AMepuku npegnonaraeMas pacnpocTpaHEHHOCTb KJlaccuye-
CKoW romoumcTuHypumn coctasnset 1:100 000-200 000, xota
pesynbTathl HeAaBHO OMyBIMKOBAHHOMO UCCNENO0BaHUSA CBU-
LETeNbCTBYIOT 0 TOM, YTO (haKTUYECKMIA NOKa3aTeNb, Mo Kpaii-
Hel mepe, B 10 pa3 Boiwe 1 MoxeT gocturats 1:10 000 [2, 6].

TepaneBTU4ecKue noaxoabl 3aBucAT oT hopMbl 3abonesa-
HW#, O[HAKO yYallle BCEro Ha3HayarT BUTaMuH By (Mupupok-
CUH), 6eTanH, AMETMYECKYI0 KOPPEKLIMIO, a TaKKe CUMMTOMa-
TUYecKyo Tepanuio. OCHOBHas LeMb JIEYEHUs — CHUMEHUE
YpoBHA 06Liero roMouuctenHa B Kposu. [lononHuTenbHO
MoALepXMBalOT HOPMAsbHYI0 KOHLEHTpaLMi0 MeTMOHMHA
W OpYrvx He3aMeHUMbIX aMUHOKWUCIOT. [Inf NUPUOOKCUH-
YYBCTBUTENbHBIX GOPM FOMOLIMCTUHYPUM XOPOLUUM OTBETOM
Ha Tepanuio CYMTalOT MOAAEepIKaHWe KOHLEHTpaumin obuie-
ro romouuctenHa Hwxe 50 MKMonb/n, Ans NUPUOOKCUH-
pe3ncTeHTHbIX popM — He Bbiwe 100-120 MkMonb/n. CHu-
JEHUSA KOHLEHTPALMM rOMOLIMCTEMHA U METUOHMHA B KPOBU
MOJHO [OCTMYb C MOMOLLbIO ANETHI, B OCHOBE KOTOPOIA Orpa-
HWYEHMe NOCTYMIEHNSA 3TUX aMUHOKMCNOT ¢ nuwen. 0gHako,
ype3MepHoe OrpaHuyeHue notpebneHns METMOHMHA U CHU-
JKEHME ero KOHLEHTPALMM B KPOBM HUXE HOpPMaSIbHbIX MOKa-
3aTenien MOXET BbI3blBaTb 3aflepXKKy pocTa M NCMXOMOTOp-
HOro pasBuTus y aeten [2, 3, 5].

B cnyvasx, korma apyrumu cnocobaMu HeBO3MOXHO
LOCTUYL CHUXEHMS YPOBHS TFOMOLMCTEMHA, CMELManUCTI
PEKOMEHLYIOT Ucnonb3oBaTh betanH [3]. betanH BbINonHsET
(GYHKUMI0 OHOpa METUMBHBIX FPYNM B peaKLyy NpeBpaLLeHus
FOMOLMCTEWHA B METMOHUH Npu AeduumTe depMeHTa UMCTa-
THOH-beTa-cuHTassl (CBS). OTBeT Ha Tepanuio 6eTauHOM 3aBu-
CWT OT pa3HbIX (haKTOpoB, NO3TOMY MHAMBUAYaNbHbIA Noabop
[03bl NpenapaTta ABNAeTCH NpeanouTuTentHbIM. [penapar
Ha3HayalT ABa pasa B cyTkW. [lnA feTel HauanbHas [o03a
coctaenset100 Mr/Kr B cyTku, ans B3pochbix — 6 r/cyT [3].

KJTMHUYECKWIA CNYYAN
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MwuH3gpaBa Poccum M B KOHCYNbTaTUBHO-AMArHOCTUHECKOM
oTAeNeHMn MeomnKo-reHeTMYeCKoro LeHTpa ([eHeTuyecKoi
Knuuukn) HUWM MepumumHckon reHetuku Tomckoro HUML,.
OcHoBHOM anarHo3: [OMOLMCTUHYPUSA, MUPULOKCUH-YYBCTBU-
TenbHasa GopMa, accOLMMPOBAHHAA C rOMO3MIOTHOW MyTa-
uueit ¢.785C>T (Thr262Met) B reHe CBS. OcnoxHeHUs 0CHOB-
HOro AMarHo3a: locneacTeus 0CTPOro HapyLLEHUA MO3TOBOM0
KpoBoobpalueHus (OHMK) ot aBrycta 2020 r. JleBoCTOpOHHMiA
CNacTUYeCKWUA reMUnape3 NErKoi cTeneHun. ATakTuko-nonm-
HEBPUTUYECKUI CHHApOM. [lusapTpus. HapyweHue ncuxo-
peueBoro passutua. ConmyTcTBylOLWMIA AMarHo3: [epBuyHas
apTepuanbHas runepteHsus 1 ctaguu, HU3KKMIA puck. [pyrve
YTOYHEHHbIE HApYLUEHWS CBEPTLIBAEMOCTM KPOBH.

AHaMHe3 Xu3HU 1 3aboneBaHus

PebEHOK OT 4eTBEPTOM ecTeCTBEHHOW BepeMeHHOCTU
(buxopuanbHas ABOWHS; OAMH MJIOA 3aMep Ha paHHeM Cpo-
Ke), oT BTOpbIX pofoB. bepeMeHHoCTb mpoTeKana Ha ¢oHe
TOKCMKO3a, Yrpo3bl NpepbiBaHMA U OTEKOB B 3 TPUMECTPE.
Popbl cpouHble, camMocTosTenbHble. Macca Tena npu poxae-
Hum 3600 r, onmHa Tena 52 cM. OueHka mo wKane Anrap
7/8 6annoB. Pe6EHOK HaxoAMNCA Ha rPyLHOM BCKapMiuMBa-
HAW 1o 2 neT u 6 Mec. lNokasatenu ¢uanyecKoro pa3sutms
COOTBETCTBOBANM BO3pPacTHOM HopMe. [lpuKopM BBenu:
0BOLM — C 5 Mec., Kawu — ¢ 6 Mec., MAco — ¢ 9 Mec.
Yanob co cTopoHbI OpraHoB KeNy[oYHO-KMLLEYHOrO TpaKTa
He perucTpupoBau.

(MopMyna pasBuTMS: rooBy AepxuT ¢ 2,5 Mec., nepe-
BOpauMBaeTca ¢ 4 Mec., cuauT ¢ 6 Mec., nonsaet ¢ 8 Mec.,
xomut ¢ 1. 1 Mec. PeyeBoe pa3euTie: nepBoe CNOBO [0 roja.
(®pasosas peyb ¢ 1,5 ner.

AHaMHe3 3aboneBaHus

B Bospacte 1 roga aeBoyky Habmogan HeBponor no no-
BOAY 3a€PHKM MCUXOMOTOPHOrO pa3BUTUA (HeycToMuuBoe
cTosiHme B 9 Mec.). CaMocTosaTensHo nowna B 1 rog 1 Mec.,
Mpu 3TOM MOXOAKAa OCTaBanacb Heyctomunsoi. B 3 roga
HEeYCTOMYMBOCTb MOXOAKM COXpaHAacb, 0TMeYanu nepuo-
[OMYECKUEe MafeHWs, CHUMKEHMe ABUraTeSibHOW aKTUBHOCTM
Mo CPaBHEHWID CO CBEPCTHMKAMM, TPEMOP B pyKax Mpu Bbl-
MONHEHUU MENTKUX ABUIKEHUH.

B Bo3pacte 6 neT NauMeHTKY NPOKOHCYNbTUPOBaN Bpay-
HEBPOJIOr N0 MECTY MUTENbCTBA, KOTOpLII YCTaHOBWI AMarHo3:
Pe3unyanbHo-opraHnyeckas aHuedanonaTusa ¢ KorHUTUBHbIMM
HapyLueHuamu. [leBouka nonyyana Kypcbl MEAMKAMEHTO3HOM
Tepanuu (BUTaMMHBI Fpynnbl B, ronaHTeHoBas KucnoTa, NeBo-
KapHMUTWH, HOOTPOMHbIE CPeACTBA) C MONOKUTENbHONM AMHAMM-
KOV B BUIE yBENMYeHUA 00bEMA [ABUraTesbHOW aKTUBHOCTH.
OnHoBpeMeHHO MmauuveHTKy Habntofan opToner, ¢ AMarHo3oM:
CKonmo3 rpymonosCHAYHOM OTAEeNa NO3BOHOYHMKA 1-2 cTe-
neHW, KOMOMHMPOBAHHOE MNIOCKOCTONWe, BajlbrycHas ycTa-
HOBKa 06ewx CTon, NPenMyLLeCTBEHHO CMpaBa.

B Bo3pacTe 6 neT poautenu oTMeTUIM y BOMBHON CXOLS-
Leecs Kocornasue. Mocne obcnenoBaHna optansbmonor no-
CTaBUN AMarHo3: BpoxaeHHbIA NoaBbIBUX XPYCTaNMKa C ABYX
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CTOpoH. BpoxaéHHas Muonua 3 cTeneHu, CNOXHBIA NpsSMON
MUONMYecKUin acTurmatuam 1 ctenenu obomx rmas. [sycto-
POHHAA pedpaKuMoHHas aMbnuonusa 3 cTeneHu, akkoMoaa-
LMOHHAsA 3K30TPONUA C ABYX CTOPOH. 3anofo3peH CUHAPOM
MapdaHa. HapyLeHus co CTOpoHbI OpraHoB 3peHus nocny-
MWW NOBOAOM NPEANONOKUTL Y NALMEHTKN NepeHeceHHoe
0CTPoe HapyLieHue Mo3roBoro KposoobpaiieHus (OHMK).
B nocnepytoieM 3ToT AuarHo3 NoLTBEpAMIM NpuU npoBene-
HWM MarHWUTHO-PEe30HaHCHOK ToMorpadum roloBHOM0 Mo3ra.
lNpennonoxwTencHo, cobbitne npousoLuno B asrycte 2020 r.
Ha ocHoBaHuM pe3ynbTaToB npoBeAgHHOro 06cnenoBaHus
MaLlMEeHTKY NPOKOHCYNBTUPOBAN reHETUK W Ha3HauMI reHeTH-
YeCKWe UCCNefoBaHMS.

Mo pesynbTataM reHeTMYECKUX WUCCNENOoBaHWUN B MATHE
BbICYLLEHHOM KPOBU METOAOM TaHAEMHOW Macc-CrMeKTpo-
METPUM BbISBUIM MOBLILLEHME KOHLIEHTpALMUM METUOHMHA
po 171,89 mkmonb/n (npu HopMe 6-155 MkMonb/n). 06Lwwmm
FOMOLMCTEWH B KPOBY Obl1 3HAYMTENBHO MOBBILIEH M COCTABMN
294,78 MkMonb/n (npu HopMe 2,76—7,62 MkMonb/n). OnHoBpe-
MEHHO C 006cnefoBaHMEM Ha3HaYanM NeyeHue: JIeBOKApHHU-
TUH, LWMHHapW3KH, BUTaMKUHbI rpynnel B, donuesas kucnora,
WHrMBUTOpbI aHrMOTEH3MHNpeBpaLLatoLLero pepMenTa (AMD),
a TaKKe MeponpuaATUa NieuebHon GuKynbTypbl U drsmoTepa-
nuu. Ha doHe npoBeaEHHoI Tepanum 0TMeYanu NoNoXuUTe b-
HYH0 AMHAMUKY B BUAE YNYYLLEHWS CAMOYYBCTBMS, NaLMEHTKA
CTana aKTUBHee, YNYULLMICA MbILUEYHBIA TOHYC.

[lnarHo3 roMoUMCTUHYpUS OKOHYaTENbHO MOLTBEPAMIMN
MOJNEKYNAPHO-TEHETUYECKUM MEeTOAOM  (CeKBEHUPOBaHUE
no C3Hrepy), KOTOpbIM BbISIBUN TOMO3UIOTHYH MYyTaLMIO
¢.785C>T (Thr262Met) B 9 3k30He reHa CBS.

Ha ocHoBaHWM YycTaHOBNEHHOro AWarHo3a Knaccu-
YecKas rOMOLMCTMHYPMA BpauyuM Has3HauWIM Tepanuio,
COMNacHO KIWHWYECKUM peKoMeHpauuaMm «HapyweHue
obMeHa cepocofepiKaliMXx aMUHOKUCAOT (FOMOLMCTMH-
ypus)». NoMMMO NeKapcTBEHHOM Tepanuu (MHrMBUTOPbI
AN®), ButamuHoTepanuu (BUTaMuHbI rpynnbl B, donue-
Bas KMCNOTa) M CUMMTOMATUYECKOrO JIeYeHMs], NaLMeHTKe
nogobpanu neyebHyio guety. OcHOBY [uMeTbl COCTaB-
NAeT orpaHuWyeHve noTpebneHWs NpoayKToB, CoAepa-
LMX METUOHWH C [OMOJHUTENIbHBIM Ha3HAYeHEM CMecH
neyebHoro nutaHus 6e3 MeTUOHMHA B KonuyectBe 75 r/
cyT. Take ANA KOPPeKUMM KOHLEHTpauuu roMouu-
CTEMHA B KPOBW NaLMEHTKA LOMONHUTENbHO NpUHUMana
beTanH, npousBoauMbIi He Ha Tepputopun P®, B pose
6 r/cyt. [laHHOe NneyeHWe NpUBENO K HOpPManu3auuu NoKa-
3aTenied roMoLMCTEMHA U METUOHUHA B KpoBw (Tabn. 1, 2).

Ha ¢oHe npoBoayUMoN NeKapcTBEHHOM Tepanuu B Coue-
TaHUM C UHAMBMAYaNbHO NoA0bpaHHONM AMETON M BKIoYe-
HueM BeTanHa obLuee COCTOAHME MALMEHTKW YAYYLLMIIOCH;
YCKOpUIIOCb NCUXOPEYEBOE Pa3BUTME, YMEHbLUMITACh CTENEHb
reMmnapesa 1 He BO3HUKaM NOBTOPHbLIE OCTPble HApYLIEHMS
MO3roBOro KpoBoobpalLeHus.

Mpy aHanu3e Macco-pocToBbIX MOKa3aTeNel B Xofe Ha-
bniogeHua 1 neyeHns NauMeHTKM OTKIIOHEHWW OT BO3pacT-
HbIX HOPM He BbisiBUNK (Tabn. 3). TakKe He 0BHapyXun
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Tabnuua 1. [IMHaMMKa KOHLEHTpaLmMm1 roMoLMCTeNHa B KPOBH
MaLMeHTKM B NpoLiecce NieYeHus

Table 1. Changes in blood homacysteine concentration

in the patient during treatment

[aTta aHanu3a [oMoLMCTENH, MKMOb/N

29.10.2020 0,9
2704.2021 220,5
23.09.2021 0,9
01.02.2022 18,4
04.03.2022 49
26.09.2022 36
31.10.2022 50
04.04.2024 6,6
1702.2025 4,1
16.05.2025 54

Tabnuua 2. [InHaM1Ka KOHLIEHTpaLMWU METUOHWHA B KPOBU
MaLMeHTKM B NPOLIECCE JIeYeHMs

Table 2. Changes in blood methionine concentration in the patient
during treatment

[lata aHanu3a MeTWOHUH, MKMONb/N

29.10.2020 7.9
30.04.2021 270,9
23.09.2021 456,8
25.02.2022 1570
04.03.2022 179

15.09.2022 166,7
06.12.2022 44,86
20.04.2024 36,6
13.02.2025 343

24.04.2025 194

OTKNIOHEHWA B MoOKasaTenax 6enKoBO-3HePreTMHECKOro
0bMeHa M B noKasaTtensax OMOXMMMYECKOro aHanm3a Kpo-
BU (Tabn. 4).

B 06LLeKNMHNYECKOM aHaU3e KPOBW OTMEYaeTCs CHU-
YKEHMe COAEepIKaHWA B KPOBW reMornobuHa u obuiero Ko-
NMYECTBA 3PUTPOLUTOB 0 HUMKHEW rpaHWLbl BO3PACTHOW
HopMbl. ObpalyaeTt Ha cebs BHUMaHWe CHUMEHMe obLuero
KonmyecTBa NEMKOLUWUTOB NErKOW CTEMEeHW, B OCHOBHOM
3a CYET YMEHbLUEHWUA COfEepKaHust IMMAOLMTOB B Nnepu-
bepuryeckon Kposu (tabn. 5). YKasaHHble U3MeHeHUs pac-
LIeHMBaNN KaK CBOWCTBEHHbIE MPOSBMEHUI0 OCHOBHOMO 3a-
OoneBaHMA M KoTopble He TPebylT NPOBeAeHUS aKTUBHOM
KoppeKuuu.

Ocoboe MecTo B le4EHMM FOMOLIMCTUHYPUM 3aHWUMAET
Tepanusi 6eTauHOM. 3TOT NMOAXOA OTHOCAT K MaToreHeTuye-
CKUM MeTo[laM JieYeHMs JaHHoro 3abonieBaHMs U, COrnacHo
HaKOMNEHHOMY MUPOBOMY OMbITY, TPEBYET MOMM3HEHHOrO
MPUMEHEHUA C YYETOM WMHAMBMAYANbHBLIX 0COBEHHOCTEMH
nauueHTa. CneunanuampoBaHHbIA NPOAYKT LMETUYECKOro




KIHVHECKIAN CIIY YA

Tom 6,N° 1, 2025

KnuHrieckoe nutaHmne v Metabonmam

Tabnuua 3. [InHaM1Ka Macco-pocToBbIX NOKa3aTeNel NaLMEHTKM B NPOLIECCE JieYeHus
Table 3. Changes in the patient’s anthropometric parameters during treatment

[lata namepeHui | Bec, kr Poct, cm WHaekc Maccbl Tena WHTepnpeTauna uHaeKca Maccol Tena
30.10.2020 24 122 16,12 HopMa
28.01.2021 26 124 16,91 HopMa
24.08.2021 28 126 1764 HopMa
24.02.2022 21 131 15,73 HopMa
04.08.2022 28,5 133 16,11 HopMa
16.01.2023 285 133 16,11 HopMa
20.06.2023 30 136 16,22 HopMa
22.11.2023 30,5 140 15,56 HopMa
22.072024 35 142 1736 HopMa
15.05.2025 355 146 16,65 HopMa
Tabnuua 4. [InHamMuKa nokasatenei GMOXMMUYECKOMO aHanu3a KPOBM B MPOLIECCE ieYeHus
Table 4. Changes in biochemical blood parameters during treatment
[ata aHanu3a
XapaKTepucTukm
30.10.2020 29.01.2021 05.08.2022 | 21.06.2023 22.11.2023 22.07.2024 15.05.2025
061LLmi1 benok, r/n 64 65 66 69 67 68 67
AnbbymuH, r/n 43 42 43 43 A 42 42
KpeatHuH, MKMosb/ 1 31 2792 35 32 30 30 28
AnanuHamuHotpaHcdepasa, Ea/n 35 45 28 22 24 7 17
AcnaptaramuHotpaHchepasa, Ea/n 39 41 36 38 36 30 27
XonecTepuH 0bLLiA, MMONb/N - 49 4,2 3,79 4,55 434 -
Tabnuua 5. [IHaMmMKa noKasaTenei 00LLEKIMHUYECKOrO aHanM3a KPoBM B NPOLLECCe NeYeHus
Table 5. Changes in general clinical blood parameters during treatment
[lata aHanusa | lemorno6uH, r/n | 3putpoumtsl, 10%/n | JleiikoumTsl, 10°/n | Numcoumtsl, 10°/n | Tpombouwrel, 10°/n C03, MM/y
30.10.2020 130 3,95 5,87 1,45 420 A
29.01.2021 136 4,09 6,56 - 480 13
25.08.2021 110 373 4,74 1,55 384 2
09.03.2022 112 3,83 734 0,54 340 2
05.08.2022 116 3,89 2,64 0,97 366 7
26.01.2023 18 3,97 2,48 136 318 19
21.06.2023 121 4,02 3,01 1,04 327 9
22.11.2023 19 3,98 3,56 1,24 281 3
22.072024 120 4,00 2,97 132 305 7
15.05.2025 121 4,03 3,45 139 320 5

neyebHoOro nNUTaHUs «AMWUHOKUCNOTHBIN MoAYNb «beTanH»
ToproBoii Mapku «OPOAHUK®», (copepuT 6e3BoAHbIN beTa-
WH) npeacTasnset coboit nepsbit B Poccuitckon Menepaumm
pa3paboTaHHbIN NPOAYKT, coaepKaluuii 6eTamH B Heobxoau-
MOM KOHLEHTpauMn Ans Tepanuu NaLMeHToB, CTPafatLLmX
FOMOLMCTUHYPUEN, @ TaKKe NaLMEHTOB C ApyriMm 3aboneBa-
HWUAMU M CUHLPOMaMM, CONPOBOKAAIOLLMMMCS MOBLILIEHWEM
KOHLiEHTpaLum roMoumcTenHa. HabniogaeMoi naumeHTKe 3a-
MEHWITM MPUHUMAEMBIN 3apybeXHbI Npenapar, CoLepKaLLmi

DOl https://doiorg/10.17816/clinutré86633

6eTanH, Ha pOCCUIACKMIA aHanor — MpoayKT «AMUHOKUCNOT-
HbIll Mogynb «beTauH» Toprosoit Mapku «OPPAHUK®». [py-
rve BULbI TePanun 0CTanuCh 6e3 U3MeHEHMUIA.

Pesynbrathl Tepanuu

C uenbio KNIMHUYECKOI anpobaLmm cneuranusvpoBaHHOro
npoayKTa AMEeTMYecKoro neyebHoro nuUTaHWs «AMMHOKUC-
NOTHbIN Moaynb «betanH» Toprosoii Mapku «OPMAHUK®»,
(copepaliero GeTanH aHrUapup), NaUMEHTHE 3aMeHUN
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NPMHMMaEMbIA NpenapaTt Ha AaHHblii NPOAYKT NeuyebHoro
nuTanms. [pyryto Tepanuio octaBunm 6e3 N3MeHeHMM.

[lo Hayana npuéMa cneuuanuavpoBaHHOIO MNpOLYKTa
neyebHOro nuTaHMA «AMWHOKWCNOTHBIN Mogynb «beTamH»
ToproBoit Mapku «OPMAHUK®», naMepunu KOHLEHTpaLmIo
06LLero roMoLMCTEMHA, LMCTUHA U METUOHWHA B MATHE BbICY-
LUEHHOW KPOBM METOLOM TaHAEMHOM MacC-CreKTPOMETpUN.
B pesynbrare, 6a3oBble nokasarenu 6binm B npefenax HopMbI
U COCTaBUNU: roMouucTeMH — 4,16 MKMonb/n, UUCTUH —
11,6 MKkMonb/n, MeTMOHWMH — 19,38 MKMonb/n.

Cnycta Mecsl, NpuéMa creLnanu3upoBaHHOro NPOoLyKTa
LVEeTUYECKOro NieyebHoro NUTaHWs «AMUHOKMCAOTHBIA MO-
Aynb «betanH» Toprooi Mapku «OPOAHUK®» B cocTaBe
KOMMJIEKCHOW Tepanuu 3aboneBaHus, noKasaTeiiM OCHOB-
HbIX aMMHOKMCIOT W3MEHWTNUCb, HO OCTaluCb B Mpedenax
pedepeHcHbIX 3HaYeHUH. YpoBEHb FOMOLMCTEMHA COCTaBUN
99 MKkMonb/n, umctuHa — 11,3 MKMoJb/N, METMOHUHA —
32,23 MKMonb/n.

Mpu 3TOM GU3NKaNbHBIA 0CMOTP, U3MEPEHME KU3HEHHO
BaYKHbIX MOKa3aTeNei W OLLEHKA TEMIOB Pa3BUTUSA KIIMHUYECKY
3HaYUMbIX OTKJIOHEHMIA HE BBISIBUIIW MaTONOTMYECKUX U3MeHe-
Hui. TeyeHne 3aboneBaHWA B LIESIOM TaKKe 0CTanocb Cra-
BunbHbIM. MaumeHTKa XanoBanack Ha HOCOBbIE KPOBOTEYEHMS
1 ronoBHble 6onu. Bee yKasaHHble anobbl oTMeYanuch y na-
LIMEHTKM 1 paHee, YETKOW CBA3W MX BO3HUKHOBEHMS C MPUEMOM
npoLyKTa fe4ebHOro NUTaHWs YCTaHOBUTL He YAaoch.

MauveHTKa XopoLUo NepeHocUna NpUEM NpoayKTa neyeb-
HOr0 NUTaHWSA, AUCNIENCUYECKUX SBMIEHMI He 3aperncTpupo-
Banu. laumeHTKa 0TMETUNA OTNIMYHbIE BKYCOBbIE KauecTBa
MPOAYKTA.

Mocne npeKpalleHuss NpUEMa CheLManu3upoBaHHOI
MPOAYKTa AMeTUYecKoro NeyebHoro nutaHus «AMMHOKMC-
NOTHBIA Moaynb «beTanH» Toprooit Mapku «OPOAHUK®»
W nepeBofa NALMEHTKW Ha NMPEXHIOW Tepanuio, U3MeHeHUI
B 06LLeM COCTOSHMM He BbISBUNKW. TakuM obpasoM, poccuii-
CKWI aHanor «AMUHOKMCNOTHBIN MofyNb «beTanH» ToproBoil
Mapku «OPOAHUK®», copepmalumii 6e3BoAHbIA BeTauH,
MOXeT ObiTb anbTepHaTMBOM MMMOPTHBIM NpenapaTaM, co-
AepxaLmm betanH.

OBCYXXAEHUE

Ha ¢oHe HasHaueHus cneuManusvpoBaHHOMO NpoAyK-
Ta AWETUYECKOro NleyeBHOro NUTaHUA «AMUHOKUCIIOTHBIN
Moaynb «beTtanH» ToproBoii Mapku «OP®AHUK®», copep-
»auwero 6e3BofHbIi 6eTauH, uccneoBaTenu He BbISIBUNM
HW YXYOLIEHWs, HU ynydiweHus obuiero coctosHuA 6omb-
HOM wnK TeyeHus 3aboneBaHus. OCHOBHaA MPUYMHA TaKOro
pe3ynbTaTa 3akn4aetcs B 3(QGHEKTUBHON KOMMIIEKCHOW
NeKapCTBEHHOW U AMeToTepanuy, HasHAYeHHOW NaUUeHTKe
[0 Hayana anpobaumnn NpoayKTa NevebHOro MUTaHUA.

OTcyTCTBME KIMHUYECKWX NPOSBNEHUI 060CTpeHus 3a60-
NeBaHMA M XopoLuas NepeHoCMMOCTb MPOLYKTa nedebHoro
MWUTaHUS NO3BONISKOT CYMTATh Pe3yNbTaThl KIIMHUYECKOM anpo-
BaLmmn NoNoKUTENBLHBIMK.
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HecMoTps Ha noBbIleHWe KOHLEHTpauuu MeTUOHMHA
W1 TOMOLCTENHA B KPOBM NALMEHTKM, UX CbIBOPOTOYHASA KOH-
LieHTpaLmA ocTaBanach B npefenax HopManbHbIx pedepeHc-
HbIX 3HAYeHWW, MPUHATLIX B NabopaTopun reHeTUYecKoro
LIeHTPa, a TakKe OblNa 3HaUMTENbHO HIKE PeKOMEH0BaHHbIX
LieNieBbIX 3HaYeHMiA ANA NaLMeHTOB, CTPAAAIOLLMX MUPUAOK-
CUH-YyBCTBUTENBHON GOPMOI FOMOLMCTUHYPUN. BbisiBReHHbIe
U3MeHeHWs MO BbITb CBA3aHBI KaK C YyBCTBUTENIbHOCTbIO
nabopaTopHOro aHanu3atopa, a TaKxXe € MHAUBUAYaTbHbIMU
0C0BEHHOCTAMW U BOCMPUMMYMBOCTM NaLMeHTa K NpoBOAM-
MOMY Jle4eHUo.

3AKJIIOYEHUE

BrJtoueHWe B KOMMNEKCHYIO Tepanuio CreLmanu3upoBaH-
HOM0 AMETUYECKOro NeyebHOro MUTaHUA C AONONHUTENBHLIM
HasHayeHueM beTauHa npeacTaBnseT coboi 3GPeKTUBHLINA
MEeTOA NOAJEPIKaHMSA CTabUNBbHOM COCTOAHMSA BOMbHBIX FOMO-
LMCTUHYPUEN.

Mpuém npopykTa neyebHoro NUTaHUA «AMUHOKUCNOTHBIN
Moaynb «beTtauH» Toprosoii Mapku «OPOAHUK®», copep-
Xauero 6e3BogHbIN GeTanH, B TedeHne 30 aHeli B cocTaBe
KOMIMJIEKCHOMO NIEYEHWUS!, He OKa3a CYLLEeCTBEHHOMO BUS-
HUA Ha obulee cocTosHWe BoNbHOW, TeueHWe 3aboneBaHus
1 OCHOBHble MoKa3aTenu obMeHa cepocofepHallmxX aMUHO-
KMCNOT Y NALMEHTKU C MUPUAOKCUH-YYBCTBUTENBHON GOpMOi
TOMOLIMCTUHYPUM.

HasHauyeHue naumeHTaM NpoayKTa AMETUHECKOrOo feyebd-
HOro MUTaHWA «AMUHOKWCNOTHBIM Moaynb «beTauH» Topro-
Boii Mapku «OPDAHUK®», conepixaliero 6e3BoaHbIi beTaunH,
WNM NepeBoj, Ha JaHHbIA NpoayKT TpebyeT KoHTpons obuero
COCTOAHUA 6ONBHBIX, @ TAKIKE CMCTEMATMYECKOro onpenene-
HWA NoKasaTeneil MeTabonMaMa CepocofepKalLmX aMUHO-
Kucnort. [laHHbIi NPOLYKT AMETUYECKOro nedebHoro nuTaHus
MoKasan conocTaBuMyto 3hGEKTUBHOCTb C UMMOPTHBIMU aHa-
noramu, cofepxaliumu beTauH, U MoXeT ObITb PEKOMEH[0-
BaH B KayecTBe Creuuanu3npoBaHHOMO NPOAYKTa AMeTUYe-
CKOro /1e4ebHOro MUTaHWA NauUMEHTOB C NOATBEPHAEHHBIM
OMarHo3oM roMOUMCTUHYpUS, @ TakKe ApyruMu 3abonesa-
HWUAMU M CUHLPOMaMM, CONPOBOXAIOLLMMUCS NMOBbILLEHWEM
KOHLIEHTPaLUW FOMOLMCTEMHA B KPOBM.

JIONOJIHUTENIbHAA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI MOLTBEPXKAAIOT COOTBETCTBME CBOEMO aBTOP-
CTBa MexayHapoiHbiM Kputepuam ICMJE (Bce aBTOpbl BHecnM cylue-
CTBEHHbIA BKNaf B pa3paboTKy KOHLENUMM, NPOBefeHWe WccnefoBaHus
1 NOATOTOBKY CTaTby, MPOYM 1 oflobpunv buHanbHyio Bepcuvio nepes, nyb-
nvKauvei). AA. AradoHoBa — nedeHue naLivenTa, 0630p mTepatypsl, coop
W aHanM3 JTepaTypHbIX MCTOYHMKOB, HanMCcaHWe TeKCTa W pefaKTMpoBa-
Hve cTatby, IH. CentoBa — neyeHne naumeHTa, 063op auTepatypsl, cbop
W aHanM3 NMTepaTypHbIX MCTOYHUKOB, HamMCaHWe TeKCTa U pefakTMpoBaHue
cTatbu; JTA. MuHaityeBa — neyeHve naumeHTa, 063op nmTepatypel, cbop
W aHanu3 JMTepaTypHbIX MCTOYHMKOB, HanMcaHWe TeKCTa W pefaKTMpoBa-
Hue cTatbn. C.B. Muxaitnosa — neyeHue naumeHTa, 0630p NnUTepaTypsl,
cbop W aHanu3 NMTepaTypHbIX UCTOYHMKOB, HanMcaHue TeKCTa U pefakTn-
poBaHue cTatbu. H.A. BotsikoBa — cbop aHaMHe3a v NiedeHue MaLmeHTa,
M.B. 3auBMXMHa — neyeHre naumeHTa.
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3TMyeckas skcnepTusa. KnuHnyeckoe vccnenosaHue ofobpeHo 28 Mapta
2025 r. Ha 3acegaHum N°24 Komuteta mo BuomeamumHckon atke HUN
MEMLMHCKOM TeHeTVKUW. 3aKOHHbIA NpefCTaBuTeNb NaLMEHTKM A0 Hava-
na y4acTvia B 1CCnefoBaHMM A06POBOLHO MOAMMCAN MHPOPMALWIOHHBINA
JMCTOK NalmeHTa ¢ dhopMoit MHGOpMMpOBaHHOrO cornacus Bepcumn 1.0
ot 24.01.2025 Ha y4acTve B K/MHWYECKOM WCCefoBaHun 3QOEKTMBHOCTU
v 6e3onacHoCTV NPoAyKTa nevebHOro MTaHNA «AMUHOKMCIOTHBI MOAY/Tb
«beTaunH» Toprosoit Mapku «OPDAHVK®», ofobpenHoro 28 MapTa 2025 1.
Cornacue naumeHTa. 3aKoHHbIA NPeACTaBUTENb NALMEHTKM [OOPOBOILHO
nognvcan GopMy MHHOPMMPOBAHHOTO cornacKa Ha MybaMKaumio nepco-
HanbHOW MeaMUMHCKOM MHbOopMaLmn B obesnnyeHHoi dopMe, a Takke
COITIaCcUNCS Ha Nepefaqy 3NeKTPOHHOM KoMK MOLMMCcaHHOM GopMbl MHGOp-
MMPOBaHHOIO COrMacyst COTPYAHMKAM PefakLmMM XKypHana.

UcTounnk duHaHcupoBaHms. ABTOpLI 3asBNSIOT 00 OTCYTCTBUM BHELLHEMD
(GVHaAHCMPOBaHWA MpW MPOBEAEHWUM MOMCKOBO-aHAMTUYECKON paboThl
1 NOATOTOBKE PYKOMMCK.

KoHdnukT nHTepecoB. ABTopb! [eKIapypyioT OTCYTCTBYME AIBHBIX 1 MOTEH-
LUManbHbIX KOHQMKTOB MHTEPECOB, CBA3aHHBIX C NybAMKaLMel HacToALLEN
CTaTby.

PackpbiTe uHTepecoB. ABTOpLI 3asB/AIOT 0D OTCYTCTBUM OTHOLLIEHWI, fesi-
TENBHOCTI U UHTEPECOB 3@ NOCTeAHWE TPW TOAQ, CBA3AHHBIX C TPETbUMU
muaMK (KOMMEPYECKUMM 1 HEKOMMEPYECKVMM), UHTEPECH! KOTOPbIX MOTYT
BbiTb 3aTPOHYTHI COAEPIKAHWEM CTaTby.

OpuruHanbHocTb. [1pu co3aHMM HacTosLLEN paboTbl aBTOPbLI HE WMCMOMb-
30Ba/v paHee onyb/MKoBaHHbIE CBEAEHUS (TEKCT, MAMIIOCTPaLWMM, AaHHbIE).
JocTyn K AaHHbIM. PeflaKuMOHHas MOMTUKA B OTHOLLEHUM COBMECTHOMO
CMOMb30BaHMA [aHHBIX K HACcTOALLEN paboTe He MpUMeHWMa.
leHepaTMBHBIA UCKYCCTBEHHbIA WHTeNNeKT. [py co3aaHuM HacTosLLen
CTaTbW TEXHOMOMUM reHepaTMBHOO MCKYCCTBEHHOMO MHTENEKTa He UCMOMb-
30Bam.

PaccMoTpeHue U peueHsupoBaHue. HacTosas pabota nofaHa B xypHan
B MHWLMATMBHOM MOPSIAKE ¥ paccMoTpeHa no obbluHoi npoeaype. B pe-
LLeH3MPOBaHWM Y4aCTBOBANM BHELLHWUIA PELIEH3EHT W YileH peaaKLVOHHOM
KONMerm xypHana.
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