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AHHOTALUMUA

Oo6ocHoBanme. HecMoTpst Ha pelKylo 4acTOTy BCTpedaeMOCTH FOMOLIMCTHHYPHM, JI€UEHHE MAIUEHTOB C
JaHHBIM 3a00JIeBaHHEM OCTAETCsl aKTyaJlbHOW NpOOIEeMOM COBpPEMEHHOM mnenuarpuu. Jlueroreparus
npeacTaBisieT co0ol OCHOBHOW TMATOTCHETHYECKHH METOoJl JIeYeHHs OOJIbHBIX TOMOIMCTUHYpPHEH.
Hcnonp3oBanue OeTanHa B cOCTaBE KOMIUIEKCHOH TEpanidy HO3BOJISET TOHM3UTh YPOBEHb TOMOIMCTEHHA B
KPOBH, 0OCOOCHHO y MAlMEHTOB, HE OTBEYAIOIIUX Ha APYTHe METOABI JTCUCHUSI.

Kanmanaecknii caydail. PeO€nky  nmBeHaamaTH  JIET . Gy, TCHETHYCCKH MOATBEPAKAEHHON
MUPUIOKCUHYYBCTBUTEIBHOW (HOpMON TOMOIMCTHHYPUH TIPOBEIH 3aMEHy HWMIIOPTHOTO TIpernapara,
KOTOPBIA cojepkan Oe3BOJHBIA OCTaWH, HA CHCIMATU3UPOBAHHBIA MPOIYKT JUETHUECKOTO JICUeOHOTO
IUTaHus — «AMHUHOKHCIOTHBIH Moaynb «berann» ToproBoit Mapku «OPOAHUK®». [pu stoM panee
nogoOpanHast 3peKkTrBHAsE KOMIUIEKCHAS Teparus ocTanach 0e3 U3MEHEHHH.

3akioyenue. 3ameHa 0e3BOJHOrO OeTaMHa B paMKaxX paHEEnnoJ00paHHON KOMIUIEKCHOW Tepamud |
MOCIeAYIONIM preM B TeueHue 30 mHel nede@HOro NMUTaHusS «AMHHOKHUCIIOTHBIM MOAyNb «beTamm»
toprosoii mapku «OPOAHUK®», conmgpakainero . Oeravna aHruapuj, I[OKa3al XOPOWIMH MpoQHiIb
Oe3onacHocTu. JlaHHas 3aMeHa He OKa3aja CYMieCTBEHHOIO, BIMSHUS Ha O0Iee COCTOSHHE MAIlMeHTKH,
TedeHne 3a00IeBaHus 1 OCHOBHBIE IOKa3aTel OOMEHa cepOCoIepKallinX aMUHOKHCIIOT.

Hasnauenne nammeHTaM MPOAYKTa TUETUYECKOro JIGUeOHOTOo TNHUTAaHUS «AMUHOKUCIOTHBIA MOYJb
«Berann» Toprosoit Mmapku «OPOAHUK®», comeprkaiero 6e3801Hbli GETanH, MM TIEPEBOL GOILHOTO Ha
JAHHBI TPOJIYKT TPEOYIOT KOHTPOJS 3a OOIIMM COCTOSHHEM OOJIbHBIX, a TaKKe CHCTEeMaTHYECKOTO
ompeJiesieHusT TIoKa3zaTtesiell MeTa0oJm3Ma ieepocoiepKallluX aMHUHOKUCIIOT. JlaHHOe wuccrenoBaHue
NpEJICTABISIeT TEePBYI0 KIMHUYECKYR0 anpobauiio 0e3BOAHOTO OeTanHa POCCHUCKOTO IPOW3BOJICTBA.
[MonyyeHHbIe pe3yNbTAThl CBUJCTEILCTBYIOT O €ro 3(QQEeKTHUBHOCTH W O€30MacHOCTH IpH JICYCHUU
MalKeHTa ¢ TOMOLIMCTUHYPUEH.

KaroueBble cjioBa: TOMOIMCTHHYPHs, OCTaWH, KIMHUYSCKUN Cilydald, TOMOILIMCTEHH, METHOHUH,
CICIMATU3UPOBAHHBINA POy KPuIeYcOHON0, T TAHMS.
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A case of using specialized therapeutic nutrition containing betaine
anhydride in a patient with homocystinuria
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ABSTRACT

BACKGROUND. Despite the rare of occurrence, the treatment of patientstwith homocystinuria is the actual
problem in modern pediatrics. Diet therapy is the primary pathogenetic approach to‘treating patients with
homocystinuria. The use of betaine in combination with other fréatments can help to low blood
homocysteine levels, especially in patients who do not responddorother treatments.

CASE REPORT. 12-year-old patient with genetically confirmed pyridoxine-responsive homocystinuria
was involved in the study. The patient was transferred fiom a non-domestically produced medication
containing anhydrous betaine to the specialised dietary thérapeutic ptoduct - Aminoacid Module «Betaine»
under the ORFANIC® brand. At the same time, the previously assigned effective individualized complex
therapy remained unchanged.

CONCLUSION. The replacement of anhydrous betaine, which is the part of the patient's individually
selected complex therapy, and the use of the Aminoacid Module "Betaine” under the ORFANIC® brand for
30 days, showed a good safety profile and did not significantly affect the patient's overall condition, the
course of the disease, or the main indicators of sulfur-centaining amino acid metabolism.

The initiation of the dietary therapeutic product Amino AcidiModule «Betaine» (ORFANIC®), containing
anhydrous betaine, or the transition of patients to this product, should be conducted under close monitoring
of the patients’ general condition, accompanied by:systematic assessment of sulphur-containing amino acid
metabolism parameters. This is the first case’of using of anhydrous betaine which was produced in Russia.
The results indicate its effectiveness and safety in'the treatment of patient with homocystinuria.

Keywords: homocystinuria, betaine, case report, homocysteine, methionine, specialized therapeutic
nutrition product.
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OBOCHOBAHUE

TI'omommcrunypust (I'LlY) — rpymnma HaciaenIcTBEHHBIX 00Je3Heil 0OMeHa BEIeCTB, KOTOPYIO OTpeneiisieT
HapyIICeHHE METa0OoJIM3Ma CepOCoIepKAIINX aMUHOKICIIOT, B TIEPBYIO Ouepenh MeTHoHHHA. [[oBBIlIeHne
YPOBHSI OOIIEr0 TOMOIMCTEMHA B KPOBU CIIY’KUT OCHOBHBIM TpOSIBICHHEM A0ONC3HHznIIPH 3TOM
aMHUHOKHCIIOTHBIN IPOMUITH OTINIACTCS B 3aBUCUMOCTH OT hopmbl I TTY [1-4].

l'oMommcTHHYPHIO OTHOCAT K Op(aHHBIM 3a00lIeBaHUSAM, IMOITOMY HOaHHBIE O €€ AIUIEMHUOJIOTHH
MPOTUBOpPEUYUBbl U dYacTo 3aHwKeHHble. [lo mHeHuio IL.V. HoBukoBa B pa3HBIX HCCIEIOBAHUIX
pacipoCcTpaHEHHOCTh TOMOLMCTHHYPHH 3aBHCENa OT METO/Aa JWAarHOCTHKH (CKPHHHHT — CPeIu
HOBOPOXKICHHBIX WM KOJIMYECTBO JHArHOCTHPOBAHHBIX clydaeB) W cocTaBmsuia oT 1:1 800 mo
1:900 000 [2, 5]. B cTpanax bimkuero Bocroka (Hampumep, B Karape) 3a0051eBaeMOCTh 3HAUUTEITHLHO BBIIIIS
u gocturaet 1:1 800. B Coemunénneix Illtatax AMepuwkd TmpearnosiaraeMas pacrpocTpaHEHHOCTD
KJTaccndeckoii  romommctuHypur — coctaBimser  1:100 000-200 000, xoTs pe3ynbTaTel  HETaBHO
OITyOJIMKOBAaHHOT'O HCCIIEIOBAHMS CBUAETEIHCTBYIOT O TOM, YTO (haKTHUECKHH IOKa3aTelb, M0 KpaiHei
Mepe, B 10 pa3 Beimie 1 MoxeT gocturars 1:10 000 [2, 6].

TepamneBTudeckre MOIX0AbI 3aBUCAT OT (POPMBI 3200JI€BaHHS, OJJTHAKO YaIlle BCETO Ha3HAYal0T BUTaMHUH B6
(mupuaokcuH), 6eTanH, TMETHIECKYIO KOPPEKIIHIO, a TAK)KE CHMITTOMATHYECKYI0 Tepanuio. OCHOBHAs 1IeTh
JICYCHUSI — CHIDKEHHE YPOBHS OOINEro TOMOIKCTEMHA B KPOBH. JIOMONHWUTENHHO IIOAIEPKUBAIOT
HOPMAJBHYIO KOHIEHTPAIMI0 METHOHMHA W JPYIHMX HE3aMEHUMBIX aMHHOKHCIOT. J{7Is THpUIOKCHH-
YYBCTBHUTENBHBIX (OPM TOMOUWCTHHYPHH XOPOIIMM OTBETOM HAa TEPANUI0 CUYUTAIOT TOJIepKaHue
KOHIIEHTpAIMii 00Iero roMornucTenHa Hiwke 50 MKMOJB/IT, ISl IAPUIOKCHH-PE3UCTEHTHRIX ()OPM — HE
Bbimie 100—120 Mxmone/n. CHIKEHUS KOHIICHTPAlMM TOMOIMCTEHMHA W METHOHHMHA B KPOBH MOXKHO
JIOCTAYH C TIOMOIIBIO TUETHI, B OCHOBE KOTOPOH OTpaHWYCHHE MTOCTYIUICHUS ATHX aMHUHOKHICIIOT C MUIIEH.
Opnako, Ype3MepHOE OrpaHWYEeHHE MOTpPeOIeHne METHOHWHA W CHIDKEHHE er0 KOHIICHTPAIMH B KPOBHU
HIDKE HOPMABHBIX TOKa3aTellell MOXET BEI3BIBATH 3aJIEPXKKY POCTa W TICHXOMOTOPHOTO DPa3BUTHA Yy
nmereit [2, 3, 5].

B cmywasx, korma OpyruMH crioco0aMH HEBO3MOXKHO JOCTHYh CHIDKCHHS YPOBHS TOMOIIMCTEHHA,
CIEIMATUCTHI PEKOMEHIYIOT HCIIONIB30BaTh OeTanH [3]. beranH BRIMOMHAET PYHKINIO TOHOPA METHIIEHBIX
TPYIN B PEaKIMH MPEBPAIeHIs] TOMOIIMCTENHA B METHOHHH IIpH Neduiute GepMerTa nucTtaTuoH-0eTa-
cuaTasel (CBS). OTBetr Ha Tepanuio OeTaMHOM 3aBHCHT OT Pa3HBIX (PAKTOPOB, TOITOMY MHIMBHUIYATHHBIH
mo100p A036I IIpenapara SBIseTCs MPenoYTHTEIbHBIM. [Ipenapar Ha3HavaroT ABa pasa B CyTku. J[imst nereit
HavajbHas mo3a coctaBisieT 100 MI/KT B CyTKH, U B3pocibix — 6 r/cyT [3].

KNMUHUYECKUIN CNYYAN

[ManuenTka 2013 roga poxxaeHus HaOroHaeTcst B Poccuiicko neTckol KimHUYeckoi oonbauiie ®IAOY
PJIKb Mwunznapasa Poccuu u B KOHCYIBTaTHBHO-TUATHOCTUYIECKOM OTACICHUU MeauKO-TEeHETHIECKOTO
uenTpa (I'eneruueckoit knmunanku) HUUW meauumnckoit reneruku Tomckoro HUMII. OcHoOBHOM nuarxos:
lomonucTuHYpHS, MTUPUAOKCHHYYBCTBUTENbHAS (OpMA, ACCOIMMPOBAHHAs C TOMO3WTOTHON MyTamueit
¢.785C>T (Thr262Met) B rene CBS. OcnoxHeHus: 0CHOBHOTO quarHo3a: [lociencTust ocTporo HapyueHusl
Mmo3roBoro kpoBooOpamenuss (OHMK) ot aBrycra 2020 r. JleBocTOpoHHHIH cHAacTHYECKUI TeMHIapes
NETKON CTeneHU. ATaKTHUKO-TOJMHEBPUTHYECKUH cuHapoM. [JuzapTtpusa. Hapyinenue mncuxopedeBoro
paszsutus. ComyTcTByromuii auarHo3: [lepBuunas aprepuaibHas THIEPTEH3US | CTaguy, HU3KHHA PHCK.
Hpyrue yrouH€HHbIE HApYLIEHUS! CBEPTHIBAEMOCTH KPOBH.

AHAMHE3 )KWU3HU 1 3ABOJIEBAHUSA

Pe6&nok oT ueTBEPTOM ecTecTBEHHON OepeMeHHOCTH (OMXOpHaIbHast IBOMHS; OIMH IUIOJ 3aMepP Ha paHHEM
CpPOKE), OT BTOPBIX pOAOB. bepeMeHHOCTh NpoTekana Ha (JOHE TOKCUKO03a, YIPO3bl IIPEPHIBAHUSI U OTEKOB B
3 tpumectpe. POjBI cpouHbley camocTosiTenbHble. Macca Tena npu poxaenuu 3600 r, anuHa tena 52 cM.
Onenka no mkalie Anrap 7/8 6amios. Pe6éHok Haxonuiics Ha rpyIHOM BCKapMIIMBAaHHUHM A0 2 JIeT U 6 Mec.
[lokaszarenu (pHU3UEECKOT0 pa3BUTH COOTBETCTBOBAJIM BO3pacTHOM HopMe. [Ipukopm BBenH: oBOIIM — C
5 mec., kamm — ¢ 6 Mey,Msac0 — ¢ 9 Mec. XKanob co CTOpPOHBI OPraHOB JKEITYA0UHO-KUILIEYHOTO TPaKTa He
perHCTpHpPOBAIN.

dopMyJia pa3BUTHA: TOJOBY AEPXKUT ¢ 2,5 Mec., iepeBopadnBaeTcs ¢ 4 Mec., CHIUT ¢ 6 Mec., MOJI3aeT C
8 mec, xomut/c 1 r. 1 mec. PeueBoe pa3BuTue: nepBoe ciaoBo 1o rojga. ®pasosas peus ¢ 1,5 ner.

AHAMHE3S 3ABOJIEBAHU S

B BO3pacTe 1 I'oJla JICBOYKY Ha6mo;[an HEBPOJIO TTO MOBOAY 3aACPKKHU ICUXOMOTOPHOI'O pPa3BUTUA
(HCYCTOﬁQHBOe cTosiHuE B 9 MCC.). CaMocCTOSTeIbHO nomnuia B 1 roa 1 MCC., I[IPU 3TOM IMOXOAKa OCTaBajJ1aCb
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HeycToiHunBoi. B 3 roga HeyCTONUMBOCTH NMOXOJKM COXPAaHSUIACh, OTMEHYAIN MEPHOANYECKUE AIaNEHus,
CHIKCHHE JIBUTATENIbHON aKTUBHOCTH 110 CPABHEHHIO CO CBEPCTHUKAMM, TPEMOP B PyKax IIPH. BBINOTHEHUH
MEJIKNAX IBUKEHUM.

B Bo3pacte 6 neT manMeHTKy MIPOKOHCYJIBTHUPOBAJ BPad-HEBPOJIOT IO MECTY KHIEHbCTBA, KOTOPBII
YCTaHOBWJI JAMarHo3: PesunmyanbHO-Opranndeckas sHuedanonatus ¢ KOTHUTHBHBIMU HapyLICHUSIMU.
JleBouka moiydana Kypchl MEAMKaMEHTO3HOW Tepanmuu (BUTaMMHBI Ipymnnbl B, romanfeHoBas Kuciora,
JIEBOKAPHUTHH, HOOTPOIIHBIC CPEACTBA) C IIOJIOKUTEIbHOM AMHAMHUKON B BUAC YBENHMYEHUS 00BEMa
JIBUraTeNbHON akTUBHOCTH. OIHOBPEMEHHO NALMEHTKY HAOIIo#an opTomned.c. nuargozom: Ckosnos
IpyIONOSICHUYHOIO OTAEIa MO3BOHOYHHUKA 1-2 cTeneHu, KOMOMHUPOBAaHHOE! INIOCKOCTONNE, BaJbIyCHAs
yCTaHOBKA 00€HX CTOII, MPEUMYIIIECTBEHHO CIIPABA.

B Bozpacte 6 mer pommTenm oTMeTWIH y OOJBHON cxofsmieecs kKocoryazue. [lociie oGcrmemoBaHus
o(TanbMONIOr IOCTaBUJ AWArHO3: BpokOEHHBIA MOABBIBUX XPYCTajIMKa, C JIBYX CTOPOH. BpoxxaéHHas
MUOTHSI 3 CTENICHH, CIIOMXKHBIN MPSIMOM MUOTIMYECKUH acTUTMaTH3M | cTerneHn 00ouX T11a3. J[BycTopoHHSIs
pedpaknronHas aMmOiuonus 3 CTEeNeHH, aKKOMOJAIMOHHAS SK30TPOIMS, C JBYX CTOPOH. 3amojo3peH
cuaapom Mapdana. HapymeHust co CTOpOHbI OPraHOB 3pCHMSINIOCITY KHIMRIOBOAOM IPEIIOTI0KUTE Y
MAIMEHTKH MEePeHeCEHHOE OCTPOe HapylieHne Mo3roBoro KposooopaineHus (OHMK). B mocnenyromem
3TOT IMAarHo3 MOATBEPIMIN NPH NPOBEACHUU MarHUTHOSPE30HAHCHON TOMOrpaduH TOJIOBHOI'O MO3ra.
[IpennonoxurensHo, codbiTre mpousouuio B aBrycre 2020 . Ha o¢HOBaHUM pe3ysbTaToB MPOBEAEHHOTO
o0cie10BaHMs NAlMEHTKY MPOKOHCYJIBTHPOBAJl FeHETHK W HASHAYMII TEHETHUECKUE HCCIICAOBaHMS.

Ilo pe3ynbraTaM reHETHYECKUX HCCIIENOBAHMN B ISATHE BBICYHMIEHHON KpOBH METONOM TAaHIEMHOM Macc-
CHEKTPOMETPHUH BBISBUIIM IMOBBIIICHHE KOHLEHTPALUN METHOHUMHA J0y171,89 Mxmonb/n (mpu HOpME 6—
155 mMxmonb/im). OOl TOMOIIMCTENH B KPOBH OBLIT 3HAYUTEIHHO MOBBIIIEH U COCTaBUI 294,78 MKMOJB/T
(pu HOpMeE 2,76—7,62 MkMOIb/1T). OTHOBPEMEHHO ¢ 00CieTOBaHIEM Ha3HAYAHN JISYCHNE: JICBOKAPHHUTHH,
LIUHHAPU3MH, BUTaMUHBI Tpynnsl B, QonueBas kuesmora, MHrHOMTOPH aHTHOTEH3MHIIPEBPALIAIOLIETO
¢depmenta (AIlD), a Takke MepompHATHS JIe4EOHON  QU3KYIbTYphl W (usnoreparmu. Ha ¢one
NPOBENEHHON Tepamuy OTMEYaIM IOJOXKUTENbHYIO IUHAMHUKY B BHIC YJIYYIICHHS CaMOUYyBCTBUS,
NalKeHTKa CTaja akKTUBHEE, YITyULIHJICS MBIIICYHBIM TOHYC.

Juarno3 TOMOLMCTUHYpUS OKOHYATEeABHO , NOATBEPAMIN MOJIEKYJIIPHO-TEHETHUECKUM  METOIOM
(cexBenupoBanue 1mo CoHTEPY), KOTOPHIH BBSIBHUL TOMO3UTOTHYI0 MyTamuio c.785C>T (Thr262Met) B
9 sk30He reHa CBS.

Ha ocHOBaHMHM yCTaHOBJIEHHOTO AMArHo3a KilacCHuYecKasl TOMOLIMCTHHYPHUSI Bpadd HAa3HAUYMIM TEPAIIUIO,
COIVIACHO KJIMHMYECKHUM pekoMeHmauusaM «Hapymenne oOMeHa cepocofepiKalux aMHUHOKHCIIOT
(romommctunypus)». Ilomumo nexapcrBeHHOW Tepanuu (uHruouropsl AllD), BuTamMMHOTEpanuu
(ButamuHbl rpynmel B, ¢donuesas KHACTOTA) ¥, CHMITOMAaTHYECKOIO JICUCHUS, MALMEHTKE MOA00pau
neyeOHy0 auery. OCHOBY AMETHI [COCTaBlisieT OrpaHMuEHHE MOTPEOJICHUS IMPOAYKTOB, COIECPIKALIMX
METHOHMH C JONOJHHUTEJIFHBIM Ha3sHAYEHHWEM CMECH JiedyeOHOro MuTaHusl 0e3 METHOHHHA B KOJMYECTBE
75 r/cyr. Taxke ansi KOppPeKHH KOHHEHTPAUUM TOMOLMCTENHA B KPOBM MALMEHTKA JIOTIOJHHUTEIBHO
npuHUMaia OeTauH, MPOU3BOINMBIL He Ha Teppuropun PD, B no3e 6 r/cyTt. [laHHOE JIeueHUe MPUBEIO K
HOpMAaJIM3aINY TIOKa3aTelNell TOMOI[UCTeHHA 1 MEeTHOHWHA B KpOoBH [Tadu. 1, 2].

Ha ¢one npoBoanmoii iekapCTBEHHON Tepanuy B COYETAHUM C MHAMBUAYAIbHO MOJOOPaHHON JUETOH M
BKJIIOUEHHEM OeTanHa OOIee COCTOSHUE MAalMEHTKH YIy4LIMIOCh; YCKOPUIOCH ICUXOPEUYEeBOE PA3BUTHE,
YMEHBIINJIACh CTENEeHb I€MHUIape3a M HE BO3HMKAJIM IOBTOPHBIE OCTPbIE HAPYILIEHHS MO3TOBOIO
KPOBOOOpaILICHHSY

[Ipu ananuze Macco-pOCTOBBIX MOKas3aTelel B XoJe HAOIIONCHUS U JICUCHHUS HAallMeHTKU OTKIOHEHUH OT
BO3PACTHBIX HOpPM HE BBIIBMIIM [TaOi. 3]. Taxke He oOHApy>KWJINM OTKIOHEHHH B IOKa3aTensX OeIKoBO-
HHEPreTHYECcKOro 00MeHa 1 B TIQKasaTessix OMOXMMHUYIECKOT0 aHalIu3a KpoBH [Tadu. 4].

B o0mexnnHn4ecKoM alain3e KpOBH OTMEUASTCS CHU)KEHUE COAEPKaHHsI B KPOBH IeMOTTIO0MHA M OOILET0
KOJINYECTBA 3PHTPOLMTOB. 0 HIDKHEH TI'paHMLBI BO3pAacTHOH HOpMbl. OOpamiaer Ha ce0si BHUMaHHE
CHIDKCHHE OOHIEI0 KOJIMYeCTBa JICHKOLMTOB JIETKOW CTENEHH, B OCHOBHOM 32 CUET yMEHbBIIEHUS
cofep:kaHusi JINMQOLUTOB B nepudepruieckoil Kposu [Tadm. 5]. Yka3aHHbIE H3MEHEHUS PACLEHUBAIN KaK
CBOWCTBEHHBIC MPOSBIEHUIO OCHOBHOTO 3a00JIEBaHMA M KOTOpPHIE HE TPEOYIOT MPOBEACHUS aKTHBHOM
KOpPEKLH:

Oco00e MeCTO B JICHEHUM TOMOLMCTHHYPHUHM 3aHHUMAaeT Tepanus OeTauHOM. JTOT MOAXOA OTHOCAT K
NaTOreHeTHYeCKUM MeToJaM JieUYeHHs AaHHOTO 3a00JIeBaHHUS U, COIJIACHO HAKOIUIEHHOMY MHPOBOMY
OTIBITY, ‘TPEOYET MOXM3HEHHOTO NPHUMEHEHUS! ¢ YY€TOM WHIMBUAYaJIbHBIX OCOOCHHOCTEW MAaIMEeHTa.
Crienuanv3MPOBaHHBI MPOAYKT AMETHYECKOro JIeyeOHOro MUTaHus «AMMHOKHCIOTHBIA MOJIYJb
«Bertaun» Topresoii Mapku «OPOAHUK®», (conepxut Ge3B0AHbBIN GETanH) NPEACTABISET COOON NEPBBIN
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B Poccuiickoit @enepannu pa3paboTaHHBINA TPOIYKT, COAEPKAIINNA OeTalH B HEOOX0 MO KOHLIEHTPAIIHT
JUTSI TEpAITuH MAINEHTOB, CTPAJAOIINX TOMOIIMCTHHYPHEH, a TaKKe MAIeHTOB C IPYTUMHA 3a00IEeBaHUAMUI
U CHHAPOMAaMH, COMPOBOXKIAIOIIMMICS TOBBINICHHEM KOHIICHTPAIMK TOMOIMCTENHA. HaboaeMoit
MAIeHTKe 3aMEHWIM TPUHUMAEeMbIi 3apyOeXHBIA IpemapaT, coAep)Kamuii OeTadH,’ Ha POCCHHCKUiT
aHAJIOT — MPOIYKT «AMUHOKHCIIOTHBIN MOTy1h «Betanny» Toprosoit Mmapku «OPO®AHUK ®»iJlpyrue Bujbl
TepaIuy OCTATNCEH 0€3 N3MECHEHHUH.

PE3YJABTATEBI TEPATTUU

C 1enpio KIMHUYECKOH anpobaluy CrieHaIn3upOBaHHOTO MPOAYKTA JHECTHIECKOrONICUCOHOr0 MUTaHUS
«AMHMHOKUCIOTHBIH MoOmynb «Betamn» Toprosoii mapku «OPDAHHK®», (Conepamero Geraumn
aHTHIPH[), TMAMEHTKE 3aMEHIIM MPUHUMAEeMbI TpernapaT Ha JaHHBIA MPOTYKT JIedeOHOTO MHUTaHWS.
Hpyryto Tepanuio octaBmim 6e3 H3MEHEHUH.

Jo Havana mpuéma CHeruaTu3upOBaHHOTO MPOAYKTa JIeueOHOTO MUTAHUS « AMHHOKWCIOTHBIA MOIYJTh
«Beraun» Toproboii Mapkn «OPO®AHUK®», M3MepHiIn KOHIEHTPAUENOOIIEr0 TOMOIMCTENHA, IACTHHA U
METHOHWHA B IIATHE BBICYIIEHHOW KPOBH METOIOM TaHIEMHOM, MacC-CHeKTpOMeTpHuu. B pesymbrate,
0a30BBIE TIOKa3aTeIy OBLI B Mpenerax HOPMBI M COCTaBHIH/ToMOmUeTenH — 43L6 MKMOITB/J, IIUCTHH —
11,6 MKMOIB/JI, METHOHHH — 19,38 MKMOJIB/JI.

Coyctss wMecsry mnpuéMa CHENHAIN3UPOBAHHOTO TPOAYKTAa HHETHYECKOTO JIEYeOHOTO THTaHUS
«AMUHOKHUCIIOTHBIN MOy b «Betann» Toprooit Mapku«OPOAHMUK™» B cocTaBe KOMILIEKCHOM Teparin
3a00JIeBaHus, MTOKA3aTeNIM OCHOBHBIX AMHHOKHCIIOT N3MEHUNHCE) HO OCTAJINCh B TIpeenax pedepeHCHBIX
3HaYeHW. YPOBEHb TOMOIMCTEHHA COCTaBHI 9,9 MKMOIB/J, mHCTHHA — 11,3 MKMOIIB/1, METHOHHHA —
32,23 MKMOJIB/II.

IIpu 5TOM (PM3UKATHEHBINA OCMOTP, U3MEPEHHE KIU3HEHHO BAKHBIX MIOKA3aTEIeH U OI[EHKA TEMITOB Pa3BUTHS
KITMHUYECKN 3HAYMMBIX OTKIIOHGHHH HE BBISBUJIM MATOJOTHYECKHX M3MeHEeHHH. TedeHne 3a00IeBaHUS B
[[EJIOM TaK)Ke OCTaoCh CTaOWIBHBIM. [larmenTka )KajmoBajlach Ha HOCOBBIE KPOBOTCUCHHS U TOJIOBHBIE
0omm. Bce yka3zaHHBIE xKalmoObl OTMEYANUCh y TAMEHTKH W pPaHee, YETKOW CBS3W WX BO3HUKHOBEHHS C
MPUEMOM TIPOTyKTa JIe9eOHOTO MUTAHUS YCTAHOBHTD HE YIAJIOCH.

[TarmenTKa XOpOIIO TEepeHOCHIa MPUEM/MPOTYKTA AEHYCOHOTO MUTAHUS, AUCIICTICHYECKUX SBICHUN HE
3apeructpupoBaiy. [lanimeHTKa OTMETIIIA OTIIHYHBIE BKYCOBBIC KaueCTBa MPOTyKTa.

Ilocre mpekpameHuss npruéMa CHEIHATU3UPOBAHHOEO TMPOMYKTA AHETUYECKOTO JIEYeOHOTO THTaHUS
«AMHMHOKHCIIOTHBIH Moayiab «Beramm» Ttopropoit mMapku «OPO®AHUK®» u mepeBoja NManMeHTKH Ha
MIPEKHIOI0 TEPAIHI0, N3MEHEHUH B O0IIEM COCTOSIHUHU He BBISBIUIA. TakuM 00pa3oM, pOCCHIICKHNA aHAIOT
«AMUHOKUCHIOTHBIN MoAyib «beranH» TOproBol Mapku «OPOAHUK®y, conlepkammii  0e3BOHBIH
OeTanH, MOXKeT OBITh ATFTEPHATUBONW UMHOPTHBIM TIpenapaTam, COIEpKaIliuM OeTanH.

OBCYXIOEHUE

Ha <¢one HasHaueHus ~ CHEHUAIM3UPOBAHAOTO TMPOJYKTAa JAHETHYECKOrO JIEYEOHOTO MHUTaHUS
«AMMHOKUCIIOTHBIH MOayih «BeTamn» Toprosoit mapku «OPOAHUK®», comepxkamiero Ge3BOAHBIN
OeTauH, MCCIIEOBATEIN HE BBLIBIIIN HHpYXYALICHUS, HU YJIYYlICHUs OOIIET0 COCTOSHUSI OONBHOW HIIH
TedyeHus 3a0oneBanus. OCHOBHAS PUYMHA TAKOTO Pe3yJibTaTa 3aKI04YaeTCs B 3PPEKTUBHOW KOMITJICKCHON
JIEKapCTBEHHOW W JMETOTEPaNv, Ha3HAYEeHHbIE MAllMeHTKE JI0 Hadaia anpoOanuy MpoayKTa JIeYeOHOTO
UTAHUSL.

OTtcyTcTBUE KIMHUMECKHUX MTPOSBICHUE 000CTpEeHUs 3a00JI€BaHUsl H XOpOIasi IEPEHOCUMOCTh MPOIYKTa
JeyeOHOTO MUTaHUsSI MO3BOJLIIOT CANTATh PE3yIbTaThl KIIMHUYECKOW alpoOaIiy MOJI0KUTEIbHBIMH.
HecmoTpsi Ha [moBBlIcHIE KOHICHTPAIMM METHOHWHA W TOMOIMCTEMHA B KPOBH IAlUCHTKH, WX
CBIBOPOTOYHAs KOHIIEHTpAIMsl OCTABAach B MpejiesiaX HOPMaIbHBIX peepEHCHBIX 3HAUCHUH, TPUHSTHIX B
nabopaTopuu TEHETHYECKOro HEHTpA, a Takke Oblla 3HAYUTEIHLHO HIDKE PEKOMEHIOBAHHBIX IEJIEBBIX
3HAYeHUH JUIsl [ MAlUeHTOB, CTPA/IAIONINX ITHPHIOKCHH-UYYBCTBUTEIBHON (OPMON TOMOIUCTHHYPHH.
BrlsiBiieHHBIE ABMEHECHHST MOTJIH OBITh CBSI3aHBI KaK C YYBCTBHTEIILHOCTBIO TAOOPATOPHOTO aHAIM3aTopa, a
TaKXe C HHIUBUYAIBHBIMI OCOOCHHOCTSIMHA U BOCTIPUAMYHBOCTY TAIIMEHTA K TIPOBOIMMOMY JICUCHUIO.

3AKIIOYEHUE

Bkmouenue B KOMIUICKCHYIO TCpAIIUIO CICHUAIU3UPOBAHHOTO AUCTUYCCKOI'O JIe4eOHOTO TUTAHUS C
JOIIOJIHATCJIBHBIM Ha3HAa4YCHHUEM OeTanHa MNpeaACTaBIACT coboif 3(1)(1)6KTI/IBHLII71 METOJ MOAACPIKAHUA
CTaOUIILHOTO COCTOSIHUS OOJBHBIX FOMOHHCTHHypHeﬁ.
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[Ipuém mnponykra nedeOHOro nHUTaHUA «AMUHOKUCIOTHBIH MOIyidb «beTanH» TOPTOBOM Mapku
«OPDAHUK®y, conepkaiero 6e3801HbIH 6eTanH, B TeueHue 30 THEH B cOCTaBe KOMIUICKCHOIO JIeueHuS,
HE OKa3aj CYIIECTBEHHOTO BIIMSHHWS Ha 00Iee COCTOSHWE OONBHOW, TedeHne 3a00JeBaHMST M OCHOBHBIE
MoKa3aTend OOMEHa CepoCcOoJepKaIlnX AMHHOKHCIOT y NAIlMeHTKH C MHPUIOKECHH"IyBCTBHTEIHHON
(hopMoii TOMOIIICTHHYPHH.

Hasnauenwe manueHTaM NPOAYKTa AMETUYECKOTO JIEYeOHOTO MHUTAHUS «AMHUHOKHUCIOTHBIM MOTYITh
«beranm» Toprosoii Mmapku «OP@AHUK®», conepkamero 6e380HbIH GeTanH, WM MEPEBO/HA TaHHbIH
MPOAYKT TpeOyeT KOHTPOJIS OOIIEro COCTOSHHS OONBHBIX, a TaKKe CHCTEeMATHIecCKOTONOMpeaeeHIs
MoKa3aTesieil MeTaboIu3Ma CepoCcoepKanX aMIHOKUCIOT. JlaHHBI TpoayKT TUETHYECKOTo JIe4eOHOTO
MUTaHAS TTOKA3aJl COMOCTaBUMYIO 3((PEKTUBHOCTH C UMIIOPTHBIMHU aHAJIOTAMH, COACpKAIUMHU OeTanH, U
MOXKET OBITh PEKOMEHJOBaH B KadeCTBE CIICIHATM3MPOBAHHOTO MPOAYKI4 IHUETHYSCKOTO JedeOHOTO
MUTaHAA TTAIUEHTOB C MOATBEPKAEHHBIM TUAarHO30M TOMOITUCTHHYPUS, A TaKIKe APYTUMI 32007IeBaHUSIMHI
Y CHHJIPOMaMH, COTIPOBOKTAIOIITIMICS TTOBBIIICHHEM KOHIICHTPAIIMHA TOMOIIMCTCIHA B KPOBH.

AONONHUTENbHAA AHOOPMALIUA

Bruiax aBTopoB. Bce aBTOpbI MOATBEP)KOAIOT COOTBEICTBHE CBOETO aBTOPCTBA MEXKAYyHAPOAHBIM
kputepusim ICMJE (Bce aBTOpBI BHECTH CYIIECTBEHHBIN BKJIAJ B Pa3pa0dOTKy KOHIIEHIINH, TPOBEICHUE
WCCIIEJIOBaHUS M TOATOTOBKY CTaThH, MPOWIN W OJ0OPMIN, GMHANBHYIO BEPCUIO Tepea ITyOnuKamnmei).
A.A. AradoHOoBa — JNieueHHEe MaLMEeHTa, 0030p JUTEPaTyphl, €00P M aHAIN3 JTUTEPATYPHBIX UCTOUHHUKOB,
HalMCcaHWe TeKCTa W pedaxkTupoBanue ctatey, [.H. CenroBa — NedeHue manuenrta, 00630p JUTEPaTypBHl,
cOOp ¥ aHaNM3 JMTEPAaTYPHBIX HCTOYHUKOB, HAlMCaHWE TEKCTd M PEJAKTHPOBAHUE CTAThHY,
JL.W. MunaifueBa — JedeHHe MaIfenTa, 0030p JUTepaTypsl, COOp U aHAIHN3 JTUTEPATYPHBIX UCTOYHHUKOB,
HaIMCaHNe TeKCcTa U pefakTupoBanue ctarbu. C.B. MuxaiinoBa — JiedeHne manueHTa, 0030p JINTEPaTyphl,
cOOp ¥ aHanM3 JMTEPaTYpPHbIX WCTOYHHUKOB, HANMUCaHME TEKCTa U PENAKTUPOBAHUE CTAThHH.
H.A. BotsakoBa — c6op anamHe3a u jieueHue nanueHTa, M. B.3axnBuxrnHa — jieueHue nanueHTa.
ITtHyeckas >kcneprusa. Kimmandeckoe uccienoBanne ogoopero 28 mapra 2025 1. Ha 3acemanun Ne24
Komurera mo OwmomemumuHckord dtuke/ HNM MemmEuHCKONH TEHETHKH. 3aKOHHBIA IPEACTaBUTECIID
NAalMeHTKH 10 Haydajla y4acTHs B HCCICIOBAHKMU TOOPOBOIBHO IOMNHMCAT MH(POPMAIMOHHBIN JIMNCTOK
naruenTa ¢ popmoii nHpopmMuUpoBaHHOTO corinacyst Bepcun 1.0 ot 24.01.2025 Ha yyacTre B KITMHHYECKOM
uccienoBaHud 3(PQGEKTUBHOCTH U O€30MaCHOCTH HPOAYKTA JICYEOHOr0 MUTAHUS «AMHUHOKHCIOTHBIHN
Monyb «betann» ToproBoit Mmapku «OPOAHUK®», omodpennoro 28 mapta 2025 T.

Corjiacue mnanueHTa. 3aKOHHBIA MPENCTaBUTENb MALUEHTKH JOOPOBOJBHO moamnucain  Qopmy
MHQOPMUPOBAHHOTO COIJIaCHs Ha (AIyONMKalUI0 TEPCOHAJIbHON MEAWIMHCKOM uHpOpManuu B
o0e3nuyeHHON (opme, a Takxke corflacuiiCs HA\epeaady JIEKTPOHHOH KONMWHM IOANUCAHHOW (POPMBI
MH(QOPMUPOBAHHOT'O COTJIACHS COTPYAHUKAM pENaKIIK KypHaa.

Hcrounuk (puHaHcHMpoBaHMs. ABTOPHI 3asBJSIOT 00 OTCYTCTBHM BHEIIHErO (MHAHCHPOBAHUS IPHU
NPOBEICHUH IOMCKOBO-aHATUTUYECKOH Pa0OThI U TOATOTOBKE PYKOIIUCH.

Konduukt HHTepecoB. ABTOpHI AEKIAPUPYIOT OTCYTCTBHE SBHBIX W IOTEHLHMAJIbHBIX KOH(QIIMKTOB
MHTEPECOB, CBA3aHHBIX C Iy QIMKaLeil HACEOSIICH CTaThH.

PackpbiTHe HHTepecoB. ABTOPHI 3asBISIIOT 00 OTCYTCTBHM OTHOLLICHMH, JEATEIBHOCTH U MHTEPECOB 32
MOCJIETHHUE TPU 014, CBA3aHHBIX C TPETHUMH JIMLIAMH (KOMMEPYECKUMHU 1 HEKOMMEPUYECKUMU ), HHTEPECHI
KOTOPBIX MOTYT OBITb 3aTPOHYTBI COIEPKAaHUEM CTaThH.

OpurunnansHocTh. [1pu co3faHumHEACTOSILEH paOOTHl aBTOPHI HE HCIIOIB30BAIH PaHEe OMyOIMKOBAHHbIE
cBeieHUs (TeKCT, WUTIOCTPARNH, JTaHHbIE).

Joctyn k gaHHBIM. PeakiMOHHAsl MOJIMTHKA B OTHOLUICHUHM COBMECTHOTO HCIOJIB30BAaHMS JIAHHBIX K
HACTOsIIIEH padoTe HEMPHUMEHNMA.

I'enepaTuBHBIH  MCKYCCTBEHHbI HHTEIEKT. [Ipy  co3maHuM  HACTOSIEH CTaTbu  TEXHOJIOTHH
TreHEepPaTUBHOIQ MCKYCCTBEHHOTO MHTEIUIEKTa HE HCIIOIb30BAIH.

Paccmorpenrie B peunenzupoBanue. Hacrosimast pabora mojana B )KypHajl B MHULIMATUBHOM HOPSIIKE U
paccMoTpeHa 1o O0BIMHON mpoueaype. B peneH3upoBaHMM y4acTBOBaJM BHEIIHWN PEIICH3EHT M WJICH
PEIAKLUMOHHON KOJIJIET MM JKypHaJa.

ADDITIONAL INFORMATION

Author contribution. All authors confirm that their authorship meets the international ICMIJE criteria (all
authors have made a significant contribution to the development of the concept, research and preparation of


https://doi.org/10.17816/clinutr686633

Knuangeckuii cnyyaii | Case report
Knmnanveckoe nutanue u meradbonusM | Clinical nutrition and metabolism
DOI: https://doi.org/10.17816/clinutr686633
EDN: PAINTQ

the article, read and approved the final version before publication). A.A. Agafonova, L.I. Minaycheva,
G.N. Seitova, S.V. Mikhaylova — patient treatment, literature review, collection and analysisf literature
sources, writing and revising of the article. N.A. Votyakova — anamnesis collection, patient treatment.
M.V. Zazhivikhina — patient treatment.

Ethics approval: The clinical trial was approved on March 28, 2025, by the Biomedical Ethics\€ommittee
of the Research Institute of Medical Genetics at the meeting No. 24. Before partiCipating in the trial, the
patient's legal representative voluntarily signed the informed consent form version1.0 dated January 24,
2025, for participation in the clinical trial of the effectiveness and safety of the Aminoacid Module "Betaine"
under the ORFANIC® brand..

Consent for publication. The legal representative of the patient voluntarily signed the informed consent
form for the publication of anonymized personal medical data and agreed to provide a digital copy of the
signed form to the journal's editors.

Funding sources. This publication was not supported by any external sources of funding.

Competing interests. The authors declare that they have no competing interests.

Disclosure of interests. The authors have no relationships, aetivities or interests for the last three years
related with for-profit or not-for-profit third parties whose interestsimay be affected by the content of the
article.

Statement of originality. In creating this work, the authots did not fise any previously published materials
(text, illustrations, or data).

Data availability statement. The journal's data sharing policy does not apply to this work, as no new data
were collected or generated.

Generative Al. Generative Al technologies were not used for this article creation.

Provenance and peer-review. This work was submitted to the journal as an unsolicited manuscript and
underwent standard peer review. The review processdnvolved two external reviewers, an editorial board
member, and the journal's scientific editor.

CMUCOK NIUTEPATYPbI | REFERENCES

1. Semyachkina AN, Voskoboeva EYu, Voinova,V Yu, et al. The clinical and genetic aspects and
pathogenic mechanisms of classical homocystinuria in children. Rossiyskiy Vestnik Perinatologii i
Pediatrii (Russian Bulletin of Perinatology and Pediatrics). 2013;58(3):30-37. EDN: QCKHMH.

2. Moiseev S, Chebotareva N, Bulanev N, et al. Classic homocystinuria: etiology, natural history and
treatment. Klinicheskaya farmakologiya i.terapiva = Clin Pharmacol Ther. 2022;31(3):30-37.
doi: 10.32756/0869-54902022-3-30-37 EDN: HIZDWX

3. Buchinskaya NV, Isupova EA,\Kostik MM. Homocystinuria: literature review and clinical case
description. CurrentPediatrics. 2019;48(3):187-195. doi: 10.15690/vsp.v18i3.2036
EDN: NHOTMD

4. Hoss GRW, Poloni S, Blom HJ, Schwartz [IVD. Three main causes of homocystinuria: CBS, c¢bIC
and MTHFR deficieficy. What,do they have in common? JIEMS. 2019;7. doi: 10.1590/2326-4594-
jiems-2019-0007

5. Morris AAM, Kozich,V, Santra S, et al. Guidelines for the diagnosis and management of
cystathionine beta-synthase.déficiency. J. Inherited Metab. Dis. 2017;40(1):49-74.
doi: 10.1007/s10545-016-9979-0

6. Gan-Schreier H, Kebbewar M, Fang-Hoffmann J, et al. Newborn population screening for classic
homocystinuria,by determination of total homocysteine from guthrie cards. J. Pediatr.
2010;156(3):427<32..doi: 10.1016/j.jpeds.2009.09.054

NHO®OPMALUA OB ABTOPAX

ABTOpP, OTBETCTBEHHBIH 32 MEPEIICKY:

* Ara)oHoBA AHHA AJIEKCAHIPOBHA; * Anna A. Agafonova, MD; address:
anpec: Poccmsi, 634050, Tomck, MockoBckuit Moskovsky Trakt, bldg 3, Tomsk, Russia,
TpaxKT, 1. 3; 634050;

ORCID: 0009-0001-2797-2737, ORCID: 0009-0001-2797-2737,

eLibrary SPIN: 8596-9192; eLibrary SPIN: 8596-9192;



https://doi.org/10.17816/clinutr686633

Knuangeckuii cnyyaii | Case report
Knmnanveckoe nutanue u meradbonusM | Clinical nutrition and metabolism
DOI: https://doi.org/10.17816/clinutr686633

EDN: PAINTQ

e-mail: anna.agafonova@medgenetics.ru

e-mail: anna.agafonova@medgenetics.ru

Muxaiinoa Ceeriana ButanbeBHa, n-p Mem.

HayK;
ORCID: 0000-0002-2115-985X;
eLibrary SPIN: 582205;

e-mail: svetychvital@mail.ru

Svetlana V. Mikhaylova, @ MD, | Dz =~ Sci.
(Medicine);

ORCID: 0000-0002-2115-985X;

eLibrary SPIN: 582205;

e-mail: svetychvital@mail.ru

BotsikoBa Hatanbs AnekcaHIpoBHa;
ORCID: 0009-0007-4734-6526;
eLibrary SPIN: ;

e-mail: voina-86@mail.ru;

Natalya A. Votyakova, MD;
ORCID: 0009-0007-4734-6526;
eLibrary SPIN: ;

e-mail: voina-86(@mail.ru;

3axxuBuxuHa Maiis BiraguMupoBHa;
ORCID: 0000-0002-7595-9860;
eLibrary SPIN: ;

e-mail: maya2690@gmail.com

Mayya V. Zazhivikhina; MD;
ORCID: 0000-0002-7595-9860;
eLibrary SPIN: ;

e-mail: maya2690@gmail.com

Mumnaituea Jlapuca IBaHOBHa, A-p Mel. HAYK;
ORCID: 0000-0002-1752-2521;

eLibrary SPIN: 4638-7372;

e-mail: larisa.minaycheva@medgenetics.ru

Larisa [«Minaycheva, MD, Dr. Sci. (Medicine);
ORCID: 0000-0002-1752-2521;

eLibrary SPIN: 4638-7372;

e-mail: larisafminaycheva@medgenetics.ru

CeunroBa ['ynbHapa HapumaHoBHa, KaHI. Me.

HayK;
ORCID: 0000-0002-8421-1416;
eLibrary SPIN: 7393-7228;

e-mail: gulnara.seitova@medgenetics.ru

GulnaraN. Seitova, MD, Cand. Sci. (Medicine);
ORCID:0000-0002-8421-1416;

eLibrary SPIN: 7393-7228;

e-mail: gulnara.seitova@medgenetics.ru



https://doi.org/10.17816/clinutr686633
https://orcid.org/0009-0007-4734-6526
mailto:voina-86@mail.ru
https://orcid.org/0009-0007-4734-6526
mailto:voina-86@mail.ru
mailto:maya2690@gmail.com
mailto:maya2690@gmail.com

Kmuandaeckwii cryyaii | Case report
Knuandeckoe nuranue u Metabonmsm | Clinical nutrition and metabolism
DOI: https://doi.org/10.17816/clinutr686633
EDN: PAINTQ

TABNUUbI
Ta6nuua 1. luHamuka KOHUEHTpaLmU roMoLMcTENHA B KPOBY MaLMEHTKU B NpoLecce neyeHust
Table 1. Dynamics of homocysteine in the patient’s blood
Jlara ananmsa [ 'OMOIMCTEHH, MKMOJIB/JI
29.10.2020 0,9
27.04.2021 220,5
23.09.2021 0,9
01.02.2022 118,4
04.03.2022 49
26.09.2022 3,6
31.10.2022 5,0
04.04.2024 6,6

17.02.2025 4,1
16.05.2025 5,4

Ta6nuua 2. inHamuka KOHUEHTpaLUM METUOHWHA B KPOBW NaLMEHTKU B NPO S

Table 2. Dynamics of methionine in the patient’s blood

Jlara ananm3za  METHOHHMH, MKMOJIB/JT
29.10.2020 171,9

30.04.2021 270,9

23.09.2021 456,8

25.02.2022 157,0

04.03.2022 17,9

15.09.2022 166,7

06.12.2022 44,86
20.04.2024 36,6
13.02.2025 343
24.04.2025 19,4 ’
Tabnuua 3. [luHamunka Macco-poCTOBbIX NMokasaTenem na”% eyeHns

Table 3. Dynamics in weight, height and body mass index during t

Jara mamepenuit  Bec, kv Poct, cM  Mazgekc maccel Tena  MHTepmpeTanusi HHAEKCA MacChl Tesa

30.10.2020 24 122 16,12 HOpMa
28.01.2021 26 124 16,91 HOpMa
24.08.2021 28 126 17, HOpMa
24.02.2022 27 131 15 HOpMa
04.08.2022 28,5 133 HOpMa
16.01.2023 28,5 HOpMa
20.06.2023 30 HOpMa
22.11.2023 30,5 HOpMa
22.07.2024 35 HOpMa
15.05.2025 35,5 HOpMa
Tabnuua 4. [lnHamuka nokasarten 0 aHarnu3sa KpoBu B npoLecce neyeHuns
Table 4. Dynamics of b biochel i ing treatment

Jlata ananmsa

XapaKkTepUCEUKU

020 29.01.2021 05.08.2022 21.06.2023 22.11.2023 22.07.2024  15.05.2025

OO6muii 6enok, 1/ 64 65 66 69 67 68 67
Anp0yMUH, T/ 43 42 43 43 44 42 42
Kpeatunus, mxmo. 27,92 35 32 30 30 28
AJTaHNHaMHUHOTP epasa, 45 28 22 24 17 17
En/n

AcnapTaTaMHHOTpaH 39 41 36 38 36 30 27
En/n

- 4.9 4,2 3,79 4,55 4,34 -

ﬁv
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Ta6nuua 5. [luHamuka nokasaTenen obLLEKNMHNYECKOrO aHann3a KpoBW B NpoLecce neveHust

Table 5. Dynamics of the results of a general clinical blood analysis during treatment

Jara ananmuza  'emorno6u, r/n  Dputpountsl, 10'%/1 Jlelikouute, 10%/1 Jlumpouutsr, 10%1 Tp,

30.10.2020 130 3,95 5,87 1,45
29.01.2021 136 4.09 6,56 -

25.08.2021 110 3,73 4,74 1,55
09.03.2022 112 3,83 7,34 0,54
05.08.2022 116 3,89 2,64 0,97
26.01.2023 118 3.97 2,48 1,36
21.06.2023 121 4,02 3,01 1,04
22.11.2023 119 3,98 3,56 1,24
22.07.2024 120 4,01 2,97 1,32
15.05.2025 121 4,03 345 1,39
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