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AHHOMayun

X-cuemienHas ajpenosneiikonucrpodbus (X-AJI/]) npezacrasiser cobol pefikoe TeHETHUYECKH IeTEPMUHUPOBAHHOE MTEPOKCUCOMHOE 3ab0ieBa-
HUe, o0ycyioBiaeHHOe MyTanusamu reHa ABCD1, conpoBosk/jatoreecsi IpOrpeccUpyroiM HaKOIJIEHUEM B KJIETKAX HACHIIIIEHHBIX OYEHb JJIHHO-
nenovyeyHsIx JKUpHBIX KUCI0T (OLKK, C26:0). /luetorepamnus pu paccMaTpruBaeMoM 3a00€BaHNH, B YaCTHOCTH ITPUMeHeHne Macyia JIopeH-
110, Y?Ke OKOJIO 40 JIeT UCII0JIb3yeTcsi B KOMIUIEKCHOM BezieHnu nanueHToB ¢ X-AJI/I. B HacTosmeM 0630pe cHCTEMaTU3UPOBAHBI COBPEMEHHbIE
JIaHHBIE O MEeXaHU3Max JielcTBuA Macia JIopeHIo (KOHKypeHTHOe HHIMONPOBaHNeE 3JI0HTas, npeumyiectseHHo ELOVL1), ero BIusHUHN HA yPO-
BeHb C26:0 B IUIa3Me KPOBH, KJIMHUYECKOU 3G (PeKTUBHOCTH, IOKa3aHUAX U orpaHnYeHuAX. Macsio JIopeHIo cHmkaeT ypoBeHb C26:0 B IJ1a3Me,
O/IHAKO, HECMOTPSI Ha BhIPAKEHHBIN OroxuMuueckuii 3G deKxT, HeT yOeAUTeTbHBIX J0Ka3aTeIbCTB BIMSHUS Ha HEBPOJIOTHUECKUHA UCXO/ Y TTaIlH-
€HTOB C KJINHUYECKUMU IIPOSBIEHUAMH; IIOTEHIIMAIbHASA 110J1b3a 00CYK/1aeTcs IIPEeNMYIECTBEHHO y 6ecCHMIITOMHBIX HocuTtesel. Ocoboe BHU-
MaHUe y/IeJIEHO BCIIOMOTATeIbHBIM HyTPUTHUBHBIM CTPATETUAM IPH AMchArny, CAPKOIIEHUH U KaXEKCHH, a TAKIKe POJIU AaHTUOKCH/IAHTOB, BUTa-
MHHOB Tpynnbl B U 1noiaudeHo0s0B B KOPPEKIUU OKHUCJIUTEJBHOrO crpecca. IIpu IOWCKe JIUTepaTyphl HUCIOJIB30BAIUCH 06a3bl JIAHHBIX
PubMed/MEDLINE, Scopus u eLIBRARY.ru 110 cOCTOsSIHUIO Ha MapT 2026 T., a Takke Poccuiickue deepaabHble KINHUYECKUE PEKOMEHIANN
10 IMATHOCTHKe U JeueHHo X-AJI/l, Mex/IyHapo/{Hble KOHCEHCYCHbIe OKyMeHThI. [IpoaHasin3upoBaHbl 60Jiee 97 HCTOYHUKOB, 47 U3 KOTOPHIX
BKJIIOUEHBI B 0630p.

Knaroueswte caosa: X-clielieHHas aZipeHoIenKoucTpodus, Macio JIOpeHo, OUeHb JJIMHHOLIEIIOUeYHbIe XKUPHbIE KUCJIOTHI, IUETOTEPaIINs,
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Jlas yumupoeanus: JIzroesa ©.X., boposuk T.3., Azosuena A.H., Cunnna H.B., Munrauesa C.9., 3yiikosa A.B., YabueBa M.A. X-ciienieHHas
a/IpeHOJIEUKOAUCTPODHS 1 COBPEMEHHbIE aCIIEKTHI AMEeTOTepaiy (HappaTUBHBIN 0630p surepatypbl). Kaunuueckuil pazbop 8 obwetl meduyu-
He. 2026; 7 (6): 14—21. DOI: 10.47407/kr2026.7.6.00857

X-linked adrenoleukodystrophy: current aspects of dietary therapy
(narrative review)

Fatima Kh. Dzgoeva', Tatyana E. Borovik?3, Anastasiia N. Azovtseva™", Natalia V. Silina’,
Sabina E. Mingacheva', Anastasiia V. Zuikova', Madina A. Chabieva2

' Dedov National Medical Research Center of Endocrinology, Moscow, Russia;

2 National Medical Research Center for Children's Health of the Ministry of Health of the Russian Federation, Moscow, Russia;
3Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

“nastya_azovtseva@mail.ru

Abstract

X-linked adrenoleukodystrophy (X-ALD) is a rare genetically determined peroxisomal disorder caused by mutations in the ABCD1 gene, charac-
terized by progressive accumulation of saturated very long-chain fatty acids (VLCFAs, C26:0) in cells. Dietary therapy for this condition, in par-
ticular Lorenzo’s oil, has been used for approximately 40 years as part of the comprehensive management of patients with X-ALD. This review
summarizes current evidence on the mechanisms of action of Lorenzo’s oil (competitive inhibition of elongases, primarily ELOVL1), its effects on
plasma C26:0 levels, clinical efficacy, indications, and limitations. Lorenzo’s oil reduces plasma C26:0 concentrations; however, despite its pro-
nounced biochemical effect, there is no convincing evidence of improvement in neurological outcomes in patients with clinical manifestations.
Potential benefits are mainly discussed in asymptomatic individuals. Special attention is given to supportive nutritional strategies in patients with
dysphagia, sarcopenia, and cachexia, as well as the role of antioxidants, B vitamins, and polyphenols in mitigating oxidative stress. Literature was
retrieved from PubMed/MEDLINE, Scopus, and eLIBRARY.ru as of March 2026, as well as federal clinical guidelines for the diagnosis and treat-
ment of X-linked adrenoleukodystrophy and international consensus documents. A total of more than 97 sources were analyzed, of which 47 were
included in the review.
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BBegeHme

HaciiencrBennsle 3a6oeBaHus 0OMeHa BELECTB IIPEJI-
CTaBJIAIOT COOOH reTepOreHHyI0 IPYIITY PEIKUX HATOJIOTHH,
3HAYNTEJIbHAA YaCTh KOTOPBIX COIPOBOXK/IAETCS IOpake-
HHeM IIeHTPAJIbHON HEPBHOM CHCTEMBI U XapaKTepU3yeTcs
YaCTUYHOU WJIM IIOJIHOH AJIMMEHTAapHOH 3aBHCHMOCTBIO.
B 3THX ycI0BUsX NUTAaHUE CTAHOBUTCS HE TOJIBKO ITO/JIEP-
JKUBAIOIIUM, HO U IaTOT€HEeTUYECKH 3HAYNMBIM KOMIIO-
HEHTOM, BJIMAIOIINM Ha MeTaboIudYecKue IyTH, KJINHUYe-
CKOe TeYeHHe U MPOTHO3 3aboseBanus [1].

OZ1HIM U3 TAKUX HEHPOMeTab0InIecKuX 3a00JIeBaHIH B~
ssiercst X-crierieHHas ajipenosetikozucrpobus (X-AJIT) —
pelieccuBHOe 3a00JieBaHue, 00yCJIOBJIEHHOE MYyTAIUAMU Te-
Ha ABCD1, KOTOpPbII KapTUPOBAaH B TEDMUHAIBHOM CETMEeH-
Te JIMHHOTO Iuleda XpomocoMbl X, jokyc Xq28. Jledexr
NIPUBOAUT K HAPYIIEHUIO IIEPOKCHCOMHOIO TPAHCIIOPTA U
[-oxuceHUA HACBHIIEHHBIX OYEHb JJIMHHOIEIIOYEUHbIX
skupHbIX kucaoT (OJLKK), BeiencTBre 4ero mpoucXOAuT
WX [1aTOJIOTHYECKOe HAKOIUIEHNE B TKAHSX, IPEHMYIIeCTBEH-
HO B 0€JI0M BeIleCTBE TOJIOBHOTO U CIIMHHOTO MO3ra, KOpe
HA/IMTOYEYHUKOB U KJeTKax Jlefimura. TakoBa ocHOBa mpo-
IPeCCUPYIOLIETO TOPAYKEHMUA HEPBHON CHCTEMBI U HAZ[TI0Yeu-
HHKOBOM HEJIOCTATOYHOCTH [2—5].

ITepBpie omMcaHUA COCTOAHHUH, COOTBETCTBYIOIIUX
X-AJI]T, otHOcsATes: K koHIy XIX B. B 1897 r. O. Xoiibuep
€oo0IUyI 0 cyiydae GBICTPO IIPOTPECCHPYIONIETO HEBPOJIO-
THYeCKOro 3a60JIeBaHUA Y MaIbUUKA, KJIACCU(UIIPOBaH-
HOTO I10CJIe BCKPBITHA Kak «u(py3HBIN CKIEPO3»; CXO/-
Hble HabJo/1eHus ObuTH onyOsinkoBaHbl A. CeHu B 1899 T,
C. Xabepdumarom u H. Curutepom B 1910 1. B Havase XX B.
I1. HInnpaep ykasan Ha HecHnelu(pUIHOCTh JAHHOTO Tep-
MHHA U IPEIJIOKIIT O0JIee TOYHYIO IATOJIOTMYECKYIO KJlac-
cudUKanuo JeHKoaucTpouil; ONMUCAHHBIA UM CHHJIPOM
BOCIIAJTUTEJIPHOH 11epebpabHOM /IEMUESIMHAIINN CTAJl U3-
BecTeH Kak 6osie3Hs Illmwibzepa. B 1923 r. 9. 3uMMepsinHT
u X.-I'. Kpoiindenpar nmepBbIME CBA3IH OCTPYIO Lepeb-
PaJIbHYIO IeMHEHHAIUIO C TOPyKeHHEM Ha/ATIOYEYHUKOB,
KJIMHAYECKUMH W TATOJOTHYECKUMU IIPOSABIIEHUAMHU 00-
ne3nu Axpucona. B reuenue 6osibied yactu XX B. X-AJI]]
ocTaBajiach 3a00JIeBaHHMEM C HESICHOU STUOJIOTHEMN, MOKa
I'. Taym6ypr u k. [Tayspc He IIPEIIOIOKUIIN €r0 MeTa-
60JITYEeCKYI0 IPUPOY U He IIPEeJJIOKUIN TEDMUH «a/IPeHO-
selikogucTpodua». B 1970 r. B HAyIHYIO IPAKTUKY TEPMUH
BBeJI HeBpoJsior Matiki bioy. Bekope 6bU10 1TOKa3aHo, 4ToO
3abosieBanne cBs3aHo ¢ Hakomiennem OJIIIKK, uro 1mos-
BOJIMJIO BBLIENUTh X-AJIJ] Kak caMOCTOATEIbHYI0 HO30JI10-
TUYeCKyIo equHuly [2, 6, 7].

KiroueBoii ocobernHocThio X-AJIJI, onpesesisiiomieit aue-
TOJIOTUYECKUU WHTEPEC K JaHHOMY 3a00JI€BaHUIO, ABJIAET-
¢ mpeuMyIecTBeHHO dHoreHHbIN cuaTe3 O/II2KK, KoTo-
pBIH fieaeT BO3MOKHBIM BJIWsSHUE HA IUIA3MEHHBIH ypo-
BEHb 3THX KHCJIOT IIyTEM CIEI[MaTbHON AueTHI [3, 8].

MoHOHeHAaCHIIIIEHHbIE JKUPHbIE KUCJIOTHI (0JIE€UHOBAA
C18:1 u spykoBas C22:1) KOHKYPEHTHO UHTHOUPYIOT 3JI0H-
raspl, cHKasa cuHTe3 TokcmuHbIX OLKK. MimenHO 3TOT
MeXaHU3M IOCIY>KWJI OCHOBAaHWEM /IS Pa3paboTKH IIpa-
BWJIBHOU IPOTIOPIIUN CMECH OJIEMHOBOU U SPYKOBOH KHC-
JIOT /i1 BHE/IDEHUS UX B CXEMy JIeUeHHs, HallpaBJIeHHON

Ha cHIDKeHHe cuHTe3a HacklmeHHbIXx O/ILIYKK. 9ta cmech u
[IOJTydnJIa Ha3BaHUe «Macsio JIOpeHI[0» B 4ecTh IaryeHTa
Jlopenno OnoHe, ceMbsl KOTOPOTO aKTUBHO CIOCOOCTBOBA-
JIa OCBOEHHIO JAHHOTO moaxozaa B 1986 1. [9].

Ha ceropHAIHUN ZieHb pa3paboTaHbl PA3JIUYHbIE Tepa-
MeBTUYECKHEe MOAX0Ab! K JtedeHuio X-AJI/l, BKItogas 3aMme-
CTHUTEJIBHYIO TEPAINIO IIPHU HAZ[IIOUeYHNKOBOM HeJ[0OCTaTOY-
HOCTH, CHMIITOMAaTHYeCKOe JiedeHHe HEeBPOJIOTMYECKHUX
paccTpoicTB IpH epedpaIbHBIX (OPMax U aipeHOMUETIO-
HeUpONaTHH, TPAHCIJIAHTAI[UIO TeMOIIO3THYECKHUX CTBOJIO-
BBIX KJIETOK U TeHHOMH)KeHepHble MeTo/ipl. OHAKO B Ha-
CTOsAIIlee BpeMs He CYIIeCTBYeT CIelu(dUIecKON MeJInKa-
MEHTO3HOH Tepalni, CIOCOOHOU CyII[eCTBEHHO 3aMeZJIUTh
porpeccupoBanue 3aboseBanus [3, 5, 7, 10].

B cBA3U ¢ 3THM AMETOJIOTHYECKHUE ITO/IX0/1BI ¥ MOAUDU-
Kanusa NUTAHUA OCTAIOTCA BAKHBIMH 3JIeMEHTAaMH KOM-
IUIEKCHOTO BefeHus mnanueHToB ¢ X-AJIJI. OcobGeHHO
3HaYMMa 3Ta CTPATEerus JJIs 6ECCUMIITOMHBIX HOCUTEJIEH
U Ha JIOKJIMHUYECKOU cTanuu 3abosieBanusa. Kpome toro,
II0 Mepe IPOorpeccHpoBaHUsA 3a00JieBaHUA Y MAlEHTOB
HepeIKO pas3BuBaiOTCA aucdarus, cHUKeHHe duznde-
CKOM aKTUBHOCTH, IIOTEPSI MACCHI Tesa, CAPKOIIEHHU, YTO
JIOIIOJTHUTEJIPHO TIOBBIIIAET 3HAUEHNE PETYIAPHON OIeH-
K{ HYTPUTHBHOIO CTaTyca W WHAUBHUAYATU3aI[UM ITHTA-
Hus# [1, 5].

Takum 06pa3oM, HyTpUTHUBHAA MOAzepKKa mpu X-AJIJT
BBIXO/INT 32 PAMKHU HM30JIMPOBAHHOTO IPHUMEHEHUA Macya
JlopeH110 1 TpebyeT KOMIIJIEKCHOTO ITOJIX0/1a, BKJIIOYAIOIIe-
IO MOHUTOPHUHT HyTPUTHBHBIX ITI0Ka3aTesed, MpOpUIaKTH-
Ky JIedUIIUTHBIX COCTOSIHUUA W aJalTaI[di0 pamuoHa K
(pyHKIMOHAIBHBIM OTPAHUYEHUSAM y MTAIlHEHTA.

HecMoTps Ha aKTUBHOE HUCIIOJIb30BaHUe Macia JIOpeHIo
U IPYTUX INeTUYECKUX BMEIIaTeTbCTB, BOIIPOCHI KJIMHIYe-
CKOH 5()(PeKTUBHOCTH, MEXaHU3MOB JIEHCTBHA U OTpaHNYe-
HUH OCTAIOTCS IIPEIMETOM Hay4YHBIX JUCKYCCUH, HEOOXO0 -
MOCTb KPUTHYECKOTO aHAIN3a JJ0Ka3aTeIbHON Oa3bl cOXpa-
Hseres [5, 7, 10].

Ilespr0 HacTOSAIIEH CTATHU SBJIAETCS CHCTEMATU3AINS
AKTyaJIbHBIX JIAHHBIX 110 fueToTepanuu X-AJI/l ¢ akiieHToM
Ha MeXaHHU3MBI JIeUCTBUsSA, KIMHUYECKYIO 3(PPEKTHBHOCTS,
[I0OKa3aHWs U OTPAaHUYEHNs NIPUMeHeHusA Macsia JIopeHno,
a Tak)Ke aHaJIW3 BCIOMOIATeJIbHBIX HYTPUTUBHBIX I1O/IXO-
JIOB ¥ IIPUHIUIIOB IIO/JIep:KaHUs HYTPUTUBHOTO CTaTyca
IIpX IIPOTPECCUPOBAHUH 3200I€BAHUA.

AppeHonenkopgucTrpodms: sNNLEeMNoNorua,
KNMHNKO-peHoTUNMYeCcKoe pasHoobpasune
N ANarHoCTUKa

CorylacHO JAHHBIM TOMYJISIMUOHHBIX W HEOHATAJbHBIX
CKPUHUHTOBBIX HCcIeoBaHui, yacrota X-AJI/] cocrasiser
MPUMEPHO 1:17 ThIC. HOBOPOXK/IEHHBIX MAJIbYUKOB [3, 5, 11].
JlJ1si TIOHUMaHUs CTPATETUi JiueToTepanuu Tpebyercs Jie-
TQJIHHO PACCMOTPETDH KJIIMHUUYECKIE OCOOEHHOCTH U IIaTore-
HETUYECKHe MeXaHU3Mbl 3a00seBanusi. KimnHnuko-heHoTu-
nuyeckoe pasHoobpasue X-AJIJ] M03BOJIAET BBIJIEIUTD He-
CKOJIbKO OCHOBHBIX (hOpM 3a00JieBaHUSA, KAXKAsA U3 KOTO-
PbIX Xapakrepusyercs crernudpuyecKkuMu 0COOEHHOCTSIMU
TeUYeHUs U MPOTHO3a [1, 3].
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Puc. 1. KnuHnuyeckoe passutue agpeHoMunenIoHeiponaTy y My><4mH
(apanTauymsa cxembl S. Kemp, I. Huffnagel n coasrT.).

Fig. 1. Clinical progression of adrenomyeloneuropathy in males (adaptation
of the scheme by S. Kemp, I. Huffnagel et al.).
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LepebpasbHasg ¢opMma, Kak IPaBHJIO, NPOABIAETCA B
JIETCKOM BO3pacTe M OTJIMYAeTcs ObICTPOIIPOTPECCHPYIO-
IIUM TeYEHUEM: ITOBe/leHUeCKEe U KOTHUTUBHBIE Hapylle-
HUfA, a TaKXKe JIBUTaTeJIbHble PacCTPOHCTBA, HapyIIEHUs
3PEHHs U CJIyXa HEPEIKO IIPEIIeCTBYIOT IPU3HAKAM HaJl-
[TOYE€YHUKOBON HEJIOCTATOUHOCTH (IHIIEpIUTMEHTAIUA KO-
JKH, cJ1a00CTh, TUIIOTEH3UA, TATA K COJIH, IIOTEPsT MaCcChl Te-
aa) [2, 4, 12].

AJZlpeHOMUEJIOHEPOIIaThs, HAIPOTUB, IPOABJIAETCA B
6oJ1ee 3pesioM BO3pacTe M HAYWHAETCS C Ha/INOYeYHIKOBOU
HEZIOCTATOYHOCTH B JIETCTBE, 32 KOTOPOH CILyCTS I'O/IBI CJIe-
Jyer Muesionarus. HarsagHo 9To IpeicTaBiIeHo Ha puc. 1
[3]. 9TOT dheHoTHN B GOIBIINHCTBE CITyYaeB MeIJIEHHO IIPO-
Ipeccupyer, BbI3bIBAsA CO BPEMEHEM TSIKEJIYIO JIBUraTesIb-
HYI0 WHBAJIUAHOCTH [2, 3, 12]. Pa3BuTHe 1epeOpasibHOTO
[IOpaKEHUsA IIPH 3TOH (PopMe MOXKeT HACTYIUTh B JIIOOOH
MOMEHT, YTO, IPEJII0JIOKUTEIBHO, CBA3aHO KaK C l'eHeTH-
YecKOU MyTaluel, Tak U ¢ BO3/IeCTBIEM BHEITHUX (DaKTo-
POB (HaTIpuMep, TPABM roJIOBBI WU BOCaienus) [2, 3, 13].
KiimHuYeckre CUMIITOMBI TECTHKYJIAPHOU HEJIOCTATOYHO-
CTH BCTPeUarTcs pesko [3].

B HekoTOpHIX ciryyanx 3ab0JieBaHUE NPOTEKAET B BUJIE
U30JIUPOBAHHON HAAIOYEUYHUKOBON HEIOCTAaTOYHOCTH,
0coOeHHO y jeTell, 6e3 OYEeBUIHBIX HEBPOJIOIHYECKUX
CHUMIITOMOB B paHHEM Bo3pacre [2, 4, 12].

I'eTepo3uroTHBIE HOCUTETBHUIBI MyTanui B ree ABCD1
TaK’Ke MOTYT IIPOABJIATH KJIMHIYECKUE IIPU3HAKH — CEHCH-
THUBHYIO aTaKCHUIO, Ta30BbIE PACCTPOMCTBA, 60N B HOrax —
HECMOTPs Ha TO, YTO 3a00JI€BAHNE CIUTAETCS CIETJIEHHBIM
¢ X-xpomMocomoi#i [2, 12].

PasHoOOpasue KJIMHUYECKUX NPOSABIEHUH JUKTYET He-
00XOAMMOCTh TOYHOM M MHOTOSTAITHON JMATHOCTHKHU, OC-
HOBaHHOU Ha OMOXUMUYECKHX, '€HETHYECKUX U HHCTPY-
MEHTaJIBHBIX MeToiaX. KIII0ueBbIM MOMEHTOM fIBJISIETCH ee
paHHee IIPOBeZIeHNe, 0COOEHHO B JOKJIMHUYECKHH ITePUOI,
KOT/ZlJa IIATOT€HETHUYECKOe BMEIIATEIbCTBO CIOCOOHO IIO-
BJIUATDH Ha IIPOTHO3 3a00JIeBAHMA.

BakHeHIIMM IIaroM B 5TOM HAIPABJIEHUHU SABJIAETCA
BHEJIDEHHE HEOHATAIBHOTO CKpUHUHTa. C OMOIIBIO aHa-
sm3a ypoBHsA C26:0-1u30(ochaTuInIxoanHa B KallWIAP-
HOH KPOBU HOBOPOXK/IEHHOT'O CTAHOBUTCS BO3MOXKHBIM 00-
Hapy)XeHHe 3a00JIeBaHuA elle J0 IT0SBJIEHUS ABHBIX CHMII-

Puc. 2. Knaccnpukauma OALUMKK v nytn ux snoxrauum
(apanTaumsa cxembl T. Sassa u A. Kihara).

Fig. 2. VLCFA classification and elongation pathways
(adaptation of the scheme by T. Sassa and A. Kihara).
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TOMOB, YTO MTO3BOJISIET CBOEBPEMEHHO HAYaTh MOHUTOPHUHT
u edenue [5, 12].

Kpome TOrO, NMpu AMarHOCTUPOBAHHOW y pebeHKa Iep-
BUYHOM HAJIIOYEUHUKOBOH Hemocrarounocru (ITHH) Baxk-
HO HA PAaHHUX 3TAlaX ONPENEJTUTh ITHOJIOTUIO 3ab0seBa-
Hud, Tak Kak [THH MoxxeT OBITH IEPBBIM U JIJIUTEJIBHOE
BpeMs e/lTUHCTBEHHBIM pu3Hakom X-AJIJT [14].

MaToreHes aagpeHonenkoancTpopun:
reHeTnyeckada oCHoBa 1 mexaHN3mbl
nospexaeHna TKaHen

BakHOU cocTaBJsolel HOHUMaHus maTorenesa X-AJI]]
ABysAeTca usydenue merabonusma OJALDKK ¢ yriueposHoi
nemnbio 6osiee 22 atomoB (puc. 2) [8]. OcHoBHBIE TTpesicTa-
uresin OJIPKK — Gerenosast (C22:0), JIMTHOLIEPUHOBASI
(C24:0) u ueporunoBast (C26:0) KUPHbIE KUCIOTHI — WUT-
paloT 3HAYUMYIO POJIb B OpPraHU3ME, Y4acTBysl B CHHTe3€
chunronmmnunos u muennna. OJJIKK ob6pasyioTcs B 9HI0-
IJIA3MaTUYECKOM PETUKYJIYME U YTUJIU3UPYIOTCS B IEPOK-
cucomax myrem Oeta-okucyienus [8, 12].

16 | KMMHUYECKNIA PA3BOP B OBLLEI MEAULIMHE | TOM 7 | No6 | 2026 | Clinical review for general practice | VOL. 7 | No. 6 | 2026 |



0630p / Review

Puc. 3. MatoreHes X-AJ1[ (aganTtayus cxembl S. Kemp, I. Huffnagel
W COaBT.).
Fig. 3. X-ALD pathogenesis (adaptation of the scheme by S. Kemp, I. Huffnagel
etal,).
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Mytanuu rena ABCD1 nipuBofsT K jquchyHKInu Geika
agpeHoseiikoguctpobun (ALDP) — TpaHcmoprepa
OAIZKK-CoA B mepokcHCOMBI. B pesysbTaTe TPaHCIOPT
ocraHaBymBaercs, a cuaTe3 OJ[LI?KK ocraeTrcsa HHTaKTHBIM.
Hakonusmuecs B nuroriazme OJIIMKK-CoA noasepraior-
csl JaJbHEeNIen soHranuu ¢ moMmoisbio ELOVLL, uto eme
60JIBIIIe TTOBHIIIAET KOHIIEHTPAIIHMIO 3THX KUCJIOT B KJIETKE U
YCUJIUBAET TOKCUYHOCTD (puc. 3) [3].

Ouzuko-xumuueckre cporcrea OLKK, Bkaouass BbICO-
Ky'o Ti/IpoOOGHOCTD U KpaliHe HUBKYIO 1eCOPOIIHI0, 00YCI0B-
JINBAIOT UX CTOMKOE BCTPAaWBaHUE B KJIETOYHbIE MEMODPAHBI.
9TO NPUBOAUT K U3MEHEHMIO UX BA3KOCTH, HapyIIEHHUIO
CTPYKTYPBI JINITUJHBIX PadTOB U JIeCTa0MIN3aIUN KIIETOY-
HBIX CTPYKTYp. CKOpOCTh ZiecopOuuy M3 OHOJIOTHYECKUX
MeMOpaH IIPU 3TOM YMEHBIIAETCSA B TeOMETPUIECKOH IIPO-
IPECCHU C YBeJIUYEHUEM JIJINHBI 1emu [15, 16].

OcoGenHo ysaszsuma npu X-AJIJl HepBHas cucreMma.
B nienTpasipHON 1 nepudepudeckoll HEpBHOW CHCTEMe Ha-
komnenne OIIIDKK BrI3piBaeT AMCHYHKITUIO OJTUTO/IEH/IPO-
[UTOB, JeMUETNHU3ANNI0, aKCOHAIBHYIO JleTeHepaIuio 1
CHIDKEHUEe CKOPOCTH IIPOBeZIeHNA NMITyJIbcoB. KpoMme ToroO,
OJIKK mHAyNUPYIOT OKUCIUTENBHBIM CTPECC U MHUTO-
XOH/IpHabHyI0 nuchyHKIuo. IIpu nepebpanbHoil popme
3a00JIeBaHUA IPOJAYKTHI PACIaa MHEJNHA CTHMYJIAPYIOT
aKTUBAIMIO ACTPOIUTOB ¥ MUKPOTJINH, YTO COIIPOBOK/IAET-
cs1 BBIOPOCOM IIPOBOCIAIMTEIBHBIX IUTOKHHOB — (daKkTopa
Hekpo3sa omyxosu (PHO)-a, unTepaeiikuna (MJ1)-13, NJI-6
U JIp., HapyIIeHneM reMaTosHIiedayTndeckoro bapbepa, nH-
dunprpanyeii makpodaramu (OHH (QAronUTUPYIOT IO-
BpeXKZieHHbIH MuenuH) u T-mumbornuramu [12, 13, 16].
B nrore pa3BuBaeTcs KacKaj HEHPOBOCIIATIEHH S, IIPUBOJIA-
AN K MAacCOBOHU THOETN OJIUTOJIEHPOIUTOB U HEHPOHOB.
HarisiiHO 3TOT IpOIece mpeicTaBieH Ha puc. 4 [16].

ITopakeHne SHIOKPUHHOU CHCTEMBI, B IIEPBYIO OUYEPEb
KODBI HA/IITOYEYHUKOB, TAK)KE UMeeT OOJIBIIOe KIIMHHYECKOEe
3HavyeHHe. TOKcHYecKoe MOpasKeHHe CTEPOU/IIIPOAYIIUPYIO-
[UX KJIETOK HAaYMHAETCA BHYTPHYTPOOHO M IIPOTPECCUPYET
TIOCTENEHHO: CHAavYaJIa IOPAXKAI0TCA IyYKOBas U ceTyaTast 30-
HBI (CHHTE3 KOPTH30J1a ¥ aH/IPOre€HOB), 3aTeM — KIyOOUYKO-
Bad 30Ha (cuHTEe3 ajprocTepoHa). CKOPOCTh M BBIPaXKeH-
HOCTbH IIpOIlecca BapbUPYIOT, YTO OOBACHAET PA3HBIH BO3-

Puc. 4. MaToreHes nopaxeHna HepBHOI cuctembl npu X-AJ1[
(apanTaumsa cxembl H.A. Yska u coaBrT.).

Fig. 4. Pathogenesis of damage to the nervous system in X-ALD (adaptation of
the scheme by H.A. Yska et al.).
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pact manudecranuu. Kpome toro, OJIKK napymaror
MeMOpaHHYI0 YyBCTBUTEIBHOCTh KJIETOK K aJPEHOKOPTH-
koTpotHOMY ropMoHy (AKTI) u yMeHBIIAIOT CHHTE3 Ha-
3BAaHHBIX TOPMOHOB, a TAKIKE CBA3BIBAIOT CBOOOHBIN X0JIe-
CTEPHUH, CHIDKASA €ro JIOCTYIIHOCTb I CTEPOUZOTeHe3a.
B pesynpraTe pazBuBaeTcs U30JIMPOBAHHBIN 1eULINT IJTIO-
KOKOPTHUKOU/IOB, XOTS BO3MOKEH U KOMOMHUPOBAHHBIU Jie-
(uIUT IIII0KO- 1 MUHEPAIOKOPTHKOU/OB [17].

Jlpyrum nposipyieHreM MeTab0IMIecKOi TOKCHYHOCTH SB-
JiseTcs pa3BUTHE NUCHYHKIMH IOJOBOH CHUCTEMBI Y MyXK-
YUH. YPOBEHb TECTOCTEPOHA OOBIYHO OCTAETCS B IIPEZesIax
pedepeHCHBIX 3HAaYeHHH, O/IHAKO Y YaCTH ITallIeHTOB OTMe-
YaeTcs KOMIIEHCATOPHOE ITOBBIIIIEHNE JIIOTEMHU3UPYIOIIETO
ropmoHa. Takoe coueTaHUe MO3BOJIAET IIPEIIOIaraTh BO3-
HUKHOBEHUE [IEPBUYHOTO THIIEPIOHAIOTPOIIHOTO THIIOTOHA-
qusma [18]. Ero ocHOBHBIMU MeXaHU3MAaMH IIPEIII0IaratoT-
ca mpsaMoe Tokcuueckoe aericrsre OAIDKK Ha ketku Jlen-
qura 1 Ceprosiy, a TakKe BO3MOXKHAs PE3UCTEHTHOCTD TKa-
HeH-MUIIIeHeH K aH/iporeHaM, 00yCIOBIeHHAsA HapyIlIeHHeM
CBSABBIBAHI TECTOCTEPOHA C PELENTOPOM HU/HJIU C Hapylle-
HUEM TIOCTPENENTOPHBIX CUTHAIBHBIX myTed [18—20]. Tem
He MeHee KJIMHUYECKHe IPOsBJIeHusA (CHIDKeHue Jubuzo,
SPeKTWIbHAA TUCHYHKIHA) YaCTO 00YCIIOBJIEHBI HE TOJIBKO
SH/IOKPUHHBIMH HapyIIEHUSMH, HO U IIPOTPECCUPYIOIIEH
MuesonaTued u/unu obuumu 3¢ deKraMu XpOHUIECKOTO
coMaTH4ecKoro 3abosieBanus [18].

I'my6oKoe IOHUMAaHKEe 3TUX TATOTeHETUYECKIX MEeXaHU3-
MOB CJIy?KUT OCHOBAHHEM /I Pa3pabOTKU TepareBTHYe-
CKHUX CTpaTeruil, cpe/ii KOTOPHIX KJIIOUYEBYIO POJIb 3aHIMa-
€T IUeTOTepAIIHS.

KOPpEKLII/Iﬂ NUTaHUA B KOMMNJIEKCHON Tepanun
agpeHonenkogucrpodpumn

OcCHOBHBIE TepaneBTHYECKHe 33/1a9l HyTPUTUBHOTO BMe-
maresbersa Ipu X-AJIJ] BKIIOYAIOT CHUXKeHHe CHCTEMHOTO
ypoBust OJIIDKK, 3ameseHue/IpoUIaKkTUKY JeMUeITH-
HU3aIUH, [I0J/IePKKY OOIIero HyTpUTHBHOTO craryca. Ta-
KHM 00pa3oM, AHeTOTepAINs HallpaBeHa KaK Ha KOPPEeK-
U0 OMOXMMUYECKUX HapyIIeHuH, TaK U Ha MOoJiiep:KaHue
(pyHKIIMOHAIIPHOTO COCTOSIHUS TaIfueHTa [1, 3, 5].
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Ta6nuua 1. Konnuecrso OJLKK B nuweBbix npoaykTax (agantayusa Tabnuuybl M.A. van Duyn, A.E. Moser 1 coaBT.)

Table 1. Amounts of VLCFAs in food products (adaptation of the table by M.A. van Duyn, A.E. Moser et al.)

Bbicokoe copepkaHue OOLKK, CpepnHee copepxaHue OALXKK, Huskoe copepxaHue OALXKK,

C26:0 >0,15 mr (Ha 100 r npoaykKTa) C26:0 = 0,15-0,05 mr (Ha 100 r npoaykKTa) C26:0 <0,05 mr (Ha 100 r npoaykKTa)
ApaxncoBoe macnio 2084 Apby3 0,16 0O6e3XXMpPeEHHOe MOSTOKO 0,05
KyKkypy3Hoe macno 31,3 CBWHble OTOMBHbIE, MOCTHbIE 0,13 A6110KO ounLLEHHOE 0,04
OnnBKOBOE Maco 19,9 FoBsXKNiA GpapLu NOCTHbLIN, Ha rpune 0,12 AbnoyHoe niope 0,04
MopconHeyHoe macno 8,81 Eg:g:ig:;g:ﬁ;pg”mmm 0,12 MepcrKkn KOHCepPBUPOBaHHbIE 0,03
KapTodenbHble unncol 7,46 Tsopor 1% 0,12 0O6e3xrpeHHoe Cyxoe MOJSIOKO 0,02
KokocoBoe macno 5,99 CryweHHoe 06e3KMpeHHOe MOJTIOKO 0,1 KypuHaa cocucka 0,02
XnonbA 13 nweHnYHbIX oTpy6en 5,63 KapTodenb BapeHbIl, OUMLLEHHDIN 0,1 ABGNOYHbBIN COK 0,01
MarioHes 5,25 TyHey 0,09 BuHorpapgHbil cok 0,01
LLlokonap, 4,8 CBeXMIN NepCnK C KOXypon 0,09 Kode 0,01
Cano 3,4 OBoLyHom cyn 0,08 Yan Lipton 0,01
LlyKkrH® 2,87 Kon6aca nocrtHas 0,08 AnyHbIn 6enok 0,01
MOPKOBHbIV TOPT C FNasypbto 2,36 Creiik 6e3 xupa 0,08

Kaptodenb ¢ppun 2,29 BeTunHa noctHas 0,07

Cexasn Kanycra 2,19 Momnpop ounLeHHbIN 0,07

Benbiin xneb (c Kopoukoii) 1,48 [pnbbI cBEXME, BapeHble 0,06

3eneHas ¢aconb (KOHCepPBMPOBAHHAA) 1,48 KypwuHasa rpyaka Ha rpune 0,06

P>xaHoln xneb6 1,02 MopkoBb ounLyeHHan 0,06

Tody 0,85

baHaH 0,78

KpeBeTKu Ha rpune 0,76

TBOPOT XNPHbIN 0,53

Tpecka Ha rpune 0,5

LnuHaT 0,5

A6NOKO (C KOXKYpPOI) 0,5

Bpokkonu 0,45

Ceekna 0,38

Benaa myka 0,32

3eneHbii BUHOrpag 0,31

Momnaop ¢ KOXypoW 1 cemeHamn 0,29

Puc pnHHO3epHbIN, BapeHbIit 0,27

Jlueroreparnus cTana JIOTOJHUTEIbHBIM METO/IOM Jieue-
HUS elnfe B 1982 T. ¥ 3aKJII09aIach B CTPOIOM OTPAHHYEHIH
nocrymnenusa OJIDKK c¢ numeid: cymMmMapHO MeHee
3 Mr/cyT npu 06bI9HOM 1oTpebeHuu 12—40 mr/cyt. CBoz-
Had TabyIHIA IaeT IpesicTaBIeHne 0 60JIbIIOM pa3bpoce co-
nepxxanus OJIPKK B npoaykrax nutanus (tabmn. 1) [21,
22]. Tem He MeHee 3()GEKTUBHOCTH JAHHOTO METO/1a OKa3a-
Jlach HU3KOM, Tak Kak 3HaunutesabHasa yacts OJIDKK cun-
Te3UPYETCsI SHIOTEHHO [21—24].

B Hacrosiiiiee BpeMsi HOAX0/] K KOPPEKIIUK IMUTAHUS OC-
HOBaH Ha OIPAHUYEHHUU OOIIEro KOJIMUECTBA KUPOB B pa-
nuoHe (70 15% CyTOYHOH KaJOPUUHOCTH) B COYETAHUU C
00sI3aTeJIbHBIM TpUMeHeHneM Macya JIOpeHIo, KOTopoe
obecrieurBaeT OKOJI0 20% 00IIel SHEPreTHUYeCcKOl eHHO-
CTH. DTO NMPUBOJUT K CABUTY *KUPHOKUCJIOTHOTO COCTaBa
palroHa B CTOPOHY MOHOHEHACKIIIIEHHBIX JKUPHBIX KUCJIOT,
KOTOpbI€ KOHKYPEHTHO MHTUOUPYIOT CUHTE3 HACBIIEHHBIX
OJIIXKK [4, 22].

CorutacHo Poccniickum deziepasbHBIM KIUHAYECKUM pe-
KOMEeH/JaUsAM 110 IMarHocTuke u JyiedeHuio X-AJIJ] pexo-

MEH/YIOTCH CJIEAYIONIUE MPOAYKTHI: IIOCTHOE MACO (TroBs-
JIMHA, ITHEHOK, NHJIEHKa, KypHUIla), HexKupHasi Oesiast ppioa,
(pyxTHI 1 OBOIIM 6E3 KOXKYPBI, MeJIJIEHHOYCBOSIEMBIE YIJIe-
BOJIbI (acosib, yeueBUIa, FOPOX, PUC, KYKypy3a, MaKapOHBI
13 TBEP/IBIX COPTOB IIIIEHUIIBI), a TAKXKE IIepOeT, MepeHra,
Yaii, cok u kode [4].

VckmogaoTes/orpaHIIUBAIOTCA IPOJIYKTHI C BBICOKUM
copep:xkaauem OJIIKK: xupHOe Msico, KoibacHble u3je-
JIHS, CIMBOYHOE M PACTUTEIBHOE MACJIO, JKUPHAA U KOIIue-
Has pbIba, MOJIOKO KUPHOCTBIO Gostee 1%, Opexu, aBOKa/Io,
JKapeHbIN KapTo(desib, YUIICHI, IIOKOJIA/T, MOPOKEHOE, KUP-
HbIe IIyAVHTU U JIECEPTHI, IIIOKOJIa/IHAA U apaxucoBas Ia-
cTHI [4].

Ponb macna HOpEHI.IO B gnetorepannn
npu agpeHonenkoguctpodpumm

IlerTpasipbHOE MECTO B JIMETOTEPANNMU ITAIlHEHTOB C
X-AJI/I 3anumaet macsio JlopeHno. OHO Iipe/icTaBsIeET CO-
00l crenuasbHO pa3pabOTAHHYI0 CMECh IJIMIEPOJITPUO-
Jleara M IVIMIEPOITPUIPYKaTa B COOTHOIIEHUH 4:1. DTH MO-
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HOHEHACBII[EHHbIE JKUPHBbIe KUCIOTHI (osenHoBasA C18:1 u
apykoBas C22:1) CTPYKTYPHO OJIM3KHU K IIpE/IIECTBEHHU-
kam OJIIDKK [4, 22]. OneunoBasi kucsaora npeobiagaer B
OJIIBKOBOM U IOJICOJIHEYHOM Macjax, SPyKoBas — B rop-
YUYHOM MacJjie ¥ B HeOOJIBIINX KOJIMYECTBAX IPUCYTCTBYET
B HEKOTOPBIX BUIAX MOPCKUX pbIb [25—27]. OiHaKoO B Tepa-
IIEBTUYECKUX LEJIAX UCIIOIB3YETCs CTaHAAPTU3UPOBAHHASA
dapmanesruueckasn popma macsta JlopeHno.

MexaHu3M JIeHCTBHA OCHOBAH Ha KOHKYPEHTHOM HHTHOU-
POBaHUM 3JI0HI'a3. MOHOHEHACHIIIIEHHBIE JKUPHbIE KUCJIOTHI
UMeIOT OoJiee BBICOKOE CPOZCTBO K OTUM (pepMeHTaM, YeM
OJIPKK, uTo NpUBOAUT K CHIDKEHUIO cuHTe3a C26:0. [lo-
CTOBEPHO €0 YPOBEHb CHIDKAETCA B IUIa3Me, JKUPOBOH TKaHU
U IIeYeHH, OZJHAKO JAHHBIH MeTOJI JIeYeHNs He BJIUSAET Ha CO-
nepskanve OJJIPKK B rosoBHOM Mo3re [28, 29].

Iorennuanpable 10604HBIE 3¢ deKTh Macia JIopeHIo
BKJIIOUAIOT B ce0s HE3HAUUTEJIbHOE IIOBBIIIEHUE YPOBHSA
IeYeHOYHbIX (pepMeHTOB (Y 55% HCCIIeNOBAHHBIX), TPOM-
GoruTonieHuIO (y 55% HAIUEHTOB), JKEJIYI0UHO-KUIIIEYHbIE
paccrpoiictBa (14%) u runruBut (14%) [30]. YuursiBas
PUCK TelaTOTOKCUYHOCTH, PEKOMEH[YETCS PeryJIsApHBIH
MOHHUTOPHHI OCHOBHBIX IT€4eHOYHBIX pepmeHTOB. CobJII0-
JleHUe JJAaHHBIX PEKOMEH/IAlUi NI03BOJIAET CHUSUTDh PUCKH
U TOBBICUTH 5(P(HEeKTUBHOCTP HYTPUTHBHOM KOPPEKIINH
[22, 30].

KnunHnuyeckune ncaieqoBaHna N pesynbTaTbl
npuMmeHeHna madia HOPEHI.IO

B HekoTOpBIX paboTax IOKa3aHO, YTO Macjao JIopeHIo
O6bIcTPO HOpMaIM3yeT IIa3MeHHbIH ypoBeHb OJIIDKK:
CHIDKaeT KoHIleHTpanuio C26:0 u cootHollenue C26:C22 B
kpoBu. Tak, A.B. Moser u coasr. elije B 1987 I. IPOZIeMOH-
crpupoBanu HopMmanusanuio yposHa OJIKK B TedeHue
4 ueq sieuenus [31]. HecmoTtpst Ha 3TO, KIMHUYECKUH 3~
(exT 70 cUX TOp OCTAETCs CIIOPHBIM.

B mabsrogaresibaoM mceaenoBannu H.W. Moser u coasT.
(2005) 89 GecCUMITTOMHBIX MAJIBUYUKOB C BBISIBJIEHHON MYy-
tanuel reHa ABCD1 mosyuanu maciio JIopeHIo B codera-
HUU ¢ AUeTOH, orpaHnunBatomen norpebienne OIKK.
Y 76% w3 HabI0/1aeMbIX TAIUEHTOB HA (pOHE JAUeTOTepa-
MY B TEYEHUE 7 JIET IIPU ITOMOIIN MAarHUTHO-PE30HAHCHOU
tomorpaduu (MPT) He BBIABJIEHBI U3MEHEHH T'OJIOBHOTO
MO3Ta, U4TO MTO3BOJISIET 0OCYK/AATh TOTEHIIUAIBHYIO TTPOdU-
JIAKTUYECKYI0 POJIb Macja JIOpeHmo Ha JIOKJIMHHYECKOHN
crajguu [32].

Kak y pnerell ¢ mposBiIeHHOH nepebpasibHON (opmon
X-AJIJ], Tak U y B3POCJIBIX C aJipeHOMHUeJIOHeHponaTuen
OMOXMMHYECKOE YJIydIlleHHe He COMPOBOXKIAAETCA KIMHU-
yeckon crabummzanueit. Tak, A. Mahmood u coast. (2005)
IIOKa3aJId, YTO y MAIeHTOB, HAUaBIIIHX JIEUEeHHE ITOCJIE T0-
SIBJIEHUA JeMUEINHU3aNH, He Ha0II0a7I10Ch CTaTUCTIYe-
CKH 3HAYMMOTO KJIMHUYECKOTO YJIYUIIIEHUs HeCMOTPs Ha
camkenue yposaeit OJILIDKK B mtazme kposu [33]. J. Berg-
er u J. Gértner B cBoeM 0030pe Takke IOJYEePKUBAOT, YTO
addextuBHOCT Macya JIopeHIO orpaHuvyeHa GeccHUMII-
TOMHBIMH IAIIIEHTAMH, 2 y B3POCJIBIX C aJ[pEHOMUEIOHEH-
ponaTrheil He IpeLOTBpAIaeT IPOTPECCUPOBAHIE MUEJIO-
[IaTUX HECMOTPS Ha HOPMAaJIU3AIUI0 OOMapKepoB [34].

AHaJIOTUYHBIE PEe3yJIbTAaThl paHee mnosyduiau P. Aubourg
¢ coasT. (1993) u B.M. van Geel ¢ coaBr. (1999), moxa3sas-
IIye OTCYTCTBHE BJIMAHMA Macyia JIopeHIo Ha Iporpeccu-
pOBaHNe HEBPOJIOTMYECKIX 1 H/IOKPUHHBIX IIPOSABJIEHUH Y
CHMIITOMHBIX IIAIIMEHTOB [30, 35].

s onenku addexTuBHOCTH Macya JIOpeHIo Kak MOAH-
¢ukaropa Teuenus 3abosieBaHus B VHcturyre KenHenu
Kpurepa B 2007 r. 6bI0 HTHUIIMUPOBAHO KPYITHOE IBOHHOE
citernoe 1mIanebo-KOHTPOIHPYEMOEe KIMHIYECKOEe HUCCIIENI0-
Banue III ¢assr (NCT00545597), BKIIOUABIIEEe 120 MYXK-
ypH 6e3 MOpaskeHNs MO3Ta U 120 KEHIIWH C MUeJIOaTHEN.
OpnHako pabora 6bpLIa JOCPOUHO IpekpainieHa COBETOM 10
MOHHUTOPUHTY 0€30I1aCHOCTH B CBSI3U C IIO/IO3PEHHEM Ha
pas3BUTHE HEXKeJIATeJIbHBIX fABJIEHUH y yYacTHUKOB [36].
B pesysnbrare Ha CErogHANIHUH JIEHb OTCYTCTBYIOT yOe1u-
TeJIbHblEe KJIWHUYECKHe JaHHble, MOATBepXKAaroIue 3¢-
(exTrBHOCTH Macsia JIOpeHI0 B U3MEHEHUH TeUeHH a/ipe-
HOMUEJIOHeHPOIIaThH.

Takum 06pazoM, COBpeMeHHas JINTEPATYPA IOATBEPIK/IA-
€T JINIIB IIOTEHIIUAIbHYI0 IIPOMIIAKTUYECKYI0 POJIb Macya
Jloperro y beccuMnTOMHBIX HocuTesned myranuu ABCD1,
TOTZIa KaK y MaIlHEeHTOB C YK€ Pa3BUBIINMUCS HEBPOJIOTHU-
YeCKUMHU INPOABJIEHUAMU ero KJIWHWYecKas 3()QPeKTUB-
HOCTb OTDAaHUYEHA WJIN OTCYTCTBYET.

noreHuwaanaa PoOJib BUTAMNHOB N I'IOHI/Id)EHOﬂOB
B HYTPUTUBHOI nogaepxKe npu X-cuensieHHol
agpeHonenkogucrpodpumn

OKHCIUTENBHBIA CTPECC X MUTOXOH/IpHUAIbHASA JUCHYHK-
LM UTPAIOT BAXKHYIO POJIb B IIPOTPECCUPOBAHIY HEUPO/ie-
rerepanyu npu X-AJI/T [37]. B cBsi3u ¢ aTuM B mocieiHIE
rO/Ibl AKTHBHO 00CYK/Ja€TCsA BO3MOKHOCTD UCII0JIb30BAHUA
AHTUOKCHUJAHTOB M BUTAMUHOB IPYIIIBI B Kak JOIOJIHH-
TEJIbHBIX CPEJICTB HyTPUTUBHOM ITOJ/IEPIKKU.

K nepcneKkTHBHBIM aHTHOKCH/IAHTHBIM areHTaM OTHOCHT-
ca uramuH E (a-Toxodepos), Buramus C, 6eTa-KapoTHH,
k02H3UM Q10, anbda-aunoeBas KUCI0Ta U N-areTuIu-
crenH. OcoObIi HHTEpeC IPEeCTABIIAIOT PACTUTENIBHBIE 110-
sudeHonsl. XoTd KIMHHUYECKAs JIOKazaTelabHasd 06aza HX
s dextuBHocTH Tpu X-AJIJl ocraerca OrpaHUYEHHOH,
IIPUMEHEHNE 3THUX BEIECTB BBIIVIAIUT [1aTOT€HETHYECKU
060CHOBaHHBIM. AHTHOKCHJIAHTBI IIPEPBIBAIOT I1aTOJIOTH-
YecKue IIPOLECChl HA HECKOJIBKUX YPOBHAX: HEUTPAIH3YIOT
aKTHUBHBIE (POPMBI KHCIOPOAA, BOCCTAHABIUBAIOT ITYJI TJIy-
TATHOHA, AKTUBUPYIOT 9HZOT€HHYI0 aHTHOKCUIAHTHYIO 3a-
uuty uepe3 NRF2/ARE-myTh, MOJABJISIOT MPOBOCHATIU-
TeJIbHBIE CUTHAJIBHBIE IyTH U YJIyYIIAIOT MUTOXOH/IPUATIb-
Hyo QyHKnuo [38].

B moxymmHmuecKux wWccIeAoBaHUAX Ha Mozaesnix X-AJI]
KOMOHHAIUA a-Tokodeposa, N-aleTHINHUCTenHA U O-JIAIoe-
BOM KHCJIOTHI IIPO/IEMOHCTPHPOBAJIA CIIOCOOHOCTh OCTaHaB-
JINBATh AKCOHAJIBHYIO JIETeHEPAIHII0, HOPMaJIN30BBIBATh Map-
Kepbl OKHCJIUTEJIBHOTO CTpecca M YJIYYIIaTh JBUTATeJIbHbIE
dyuxnuu [39]. B otkpbrToM nunoTHOM HccnenoBanuu 11 da-
3Bl JUINTEJIbHBIH IIpHeM KOMOWHAIMY AaHTHOKCUIAHTOB B BbI-
cokux no3ax (N-ameTuIucrenH 2400 MI/CyT, O-JIMIIOEBas
KHIOTa 600 MI'/CyT U A-TOKO(dEpOoJI 201 Mr/cyT) y 13 Haru-
€HTOB C aJ[peHOMMeJIOHeHporiaTheld IpUBes K 3HAYUTEIIb-

| KTUHWYECKWNIA PA3BOP B OBLUEA MEULMHE | TOM 7 | No6 | 2026 | Clinical review for general practice | VOL. 7| No. 6| 2026 | 19



0630p / Review

Ta6nuua 2. MpoayKTbl NUTaHUA, 6GoraTbie HEO6XOAMMbIMY MUKPOHYTPUEHTaMu, pekomeHayemble npu X-ANA
Table 2. Food products rich in essential micronutrients, which are recommended for X-ALD
MwuKpoHyTpueHT Cyrounan OCHOBHbIe NULLEeBble NCTOYHNKMN (coaepKaHue B Mr/MKr Ha 100 r npoayKra)
noTpe6HoOCTb
o 550 mr
(nogpocTtkam;
XonuH (B4) MYXUMHaM; ANUHbIN XenTok KypurHbI (800), cos (270), nHaerika (139), kpeBeTka aHTapKTuyeckas (135,4),
>KEHLLUMHaM, cMeTaHa obe3xunpeHHas (124), knxyy (109,4), daconb (96,7), oBcsHas Kpyna (94)
KOPMALLUM
rpyabio)
BuTaMuH C 100 mr CBexni WMNoBHYK (Bo 650), 6onrapckuin nepel (250), cmopoauHa YepHas (200), obnenuxa (200),
ke (180), 6pokkonu (91,3), anenbcyH (60)
Monmerons 50-200 Mr lony6uka, ManvHa, YepHUKa, BULLHSA, 6pyCHUKaA, €XEBINKa, KIIOKBA, MOPOLLIKa, KarepChbl, KPacHbil
nyK, 6proccenbckan KanycTa, KypKyma, CBEXXemosoTbi kode, Kakao, 3eneHblin yai
HuauuH (B.) 20 Mr TyHey (15,5), nHperka (13,9), kypuua (12,5), ckymbpus atnaHTryeckas (11,6), nococb
3 aTnaHTuyeckun (9,4)
ButamuH E (a-Tokodepon) 15 mr O6nenuxa (5), KMHoa (2,4), wnuHar (2,5)
MaHToTeHoBas K1CnoTa (B) 5 ANUHBIN XKEeNTOK KypWHbIN (4), MONOKO 06?3>K|/|peHHoe (3,32), ropox nyuieHbii (2,3), popensb (1,94),
5 maw (1,91), useTHaa KanycTa (0,9), ceexkuin wmnosHuK (0,8)
BeTa-KapoTuH (NpoBUTaMUH,
PACTUTENbHBIN NUTMEHT) 5mr Yepemyxa (14), MopKkoBb (12), pabrHa KpacHas (9), neTpyluka ceexas (5,7), wnuHar (4,5)
MupuaoKcH (B,) o mr ?()Ja;)onb (0,9), kypuiHas rpyaka (0,811), TyHew (0,77), nepey cnafgkuid KpacHbin (0,5), 6enas pbiba
PuGodnasuH (B,) 18mr CnupynuHa cyweHasn (3,67), aiuo nepenenviHoe (0,65), WwamnuHboHbl (0,45), wnuHat (0,25),
2 TBOpOTr 2% (0,25)
TramuH (B,) 1,5mr OBcsiHble oTpy6wm (1,17), ropox nyuweHbiin (0,9), paconb yepHas (0,9), makapoHbl (0,58)
®onuesas kucnorta (By) 400 MKr Maw (625), HyT (557), wnuHaT (116), neTpyluka ceexan (110), pykkona (97)
BUOTUH (B7) 50 MKT Cos (60), MMH,c@nb (57), kykypy3a (21), repkynec (20), Tpecka (10), yepemuua (8,5), TBOPOT
06e3XnpeHHbIi (7,6)
Kob6anamuH (B, 3 MKr Yctpuubl (16), TyHew (9,43), muHTal (1,63), Tpecka (1,6)

HOMY CHIDKEHHIO OMOMAapKepOB OKHCJIUTEJIBHOTO CTpecca
(CML, CEL, MDAL, AASA B miasme u 8-oxo-dG B moue) u
cucreMHOro Bocmnasienust (Bxirouas MCP-1, 15S-HETE,
®HO u MNJI-8), a TakKe K YIy4LIIeHUI0 QYHKIIMOHATBHBIX
rokasaresiel, B YaCTHOCTH, K YBEJIMYEHUIO ITPOW/IEHHOHN
JIUCTAHIIUY B 6-MHHYTHOM TecTe XOAbOBI y 8 U3 10 marueH-
TOB, 3aBEPLINBIINX HUCCIEOBAHNE, U COKPAIIEHUIO LIEHT-
pPaJIbHOTO MOTOPHOTO BpPEMEHU IPOBEIEHUSA HMILYJIbCa
[40].

duTOXUMUYECKHE AaHTHOKCHAHTBI, BKJII0YAs oIudeHo-
JIBI U Ipyrre OMOJIOTUYECKU aKTUBHBIE COeIUHEHU PACTH-
TEJIBHOTO IIPOUCXOXK/IEHUs, OKA3bIBAIOT CYIIECTBEHHOE
BJINSIHYME Ha IPO(UIAKTUKY U TEPAIUIO MATOJIOTHH, acco-
[IMUPOBAHHBIX C OKHUCJIUTEJIBHBIM CTPECCOM, B YACTHOCTH
HelpoziereHepaTUBHBIX 3a60s1eBaHui. OHU HE TOJIBKO Hel-
TPAIU3YIOT aKTUBHBIE (POPMBI KUCJIOPOJIA, HO M YYACTBYIOT
B CHIDKEHUM YPOBHA HEUPOBOCIHAJIEHNS U aKTUBAITUY Hel-
poreHesa, TeM CaMbIM yYacTBYA B IIO/IZIePKaHUN QYHKIHO-
HaJIbHOU I[€JIOCTHOCTH HEPBHOU TKaHu [38, 41].

Buramuns! rpynnsl B — tnamus (B)), pubodasus (B,),
HUAIUH (B3), xoJsiuH (B 4), IMIAHTOTEHOBASI KMUCJIOTA (BS), -
punokcuH (B,), 6notun (B7), dosmmeBas KucjioTa (Bg), Koba-
namuH (B,) — WrparmoT BaXHYI0 pOJIb B MeTaboju3Me U
(YHKIIMOHUPOBAHUY HEPBHOH TKaHH: OHU YYacTBYIOT B

JHEPreTUYECKUX MPOIeccaX HEUPOHOB, PETYJISIIIUN CUHTE3a
HEUPOTPAHCMUTTEPOB, MUETUHU3AINH, AHTHOKCU/JAHTHOMN
3amuTe HeHpoHOB. VX nedurur accomuupyercsa ¢ pa3Bu-
THEM HEBPOJIOTUYECKUX PACCTPOMCTB U MOXKET yCyTryOIsTh
MUEJIONATUIO U aKCOHAJIBHYIO JIeT€HEPAI[UI0 IPU XPOHUYe-
cKuX 3ab0sieBaHuAX [42].

B poxnmHMYecKoM mcciemoBaHHM Ha Mozaesrsax X-AJI]
S. Fourcade u coast. (2020) BBISIBUJIM, YTO BBICOKHE 035l
OMOTHHA BOCCTAHABJIMBAIN PEJOKC-TOMeocTa3, OuoreHe3
MHTOXOH/IPUH, YPOBEHb a/ieHO3uHTpudocdara u mpes-
OTBpAIAJIA AKCOHAJIBHYIO JlereHepanuio [43].

B Hay4yHOI JiuTepaType Tak:ke 00CYKaeTcss BO3MOMKHAs
cBs3b Jlepuruta BuUTaMuHa D ¢ TOBBINIIEHHBIM PUCKOM pas-
BUTHUA LlepeOpayibHOU HOpMBI 3a00s1eBaHuA [44].

HecmoTpst Ha MHOTOOOEIIAIOIINE PE3YJIbTAThI TOKJIMHU-
YeCKUX U MUJIOTHBIX UCCIIE0OBAHUM, YOeIUTEIbHbIX JIaH-
HBIX KPYITHBIX PAH/[OMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX KC-
caenoBaHUM 3G @PEKTUBHOCTH BBICOKUX 103 aHTHUOKCH/AH-
TOB ¥ BUTaMHUHOB rpynnsl B npu X-AJI/l Ha ceroHAITHIN
JIeHb HET, TpeOyeTcs JlayibHeliee u3yuenue. x npuMene-
HUe He BXOJIUT B YHCJIO CTAHAAPTHBIX METO/IOB TEPATIUU U
MOKET PaCcCMaTPUBATHCS JIUIIb KAK BCIIOMOTATEJbHBIN
KOMIIOHEHT HYTPUTHUBHOU MOziepKKu. [Ipu 3TOM peko-
MEH/IyeTCsl OT/]aBaTh MPEIIOYTEHNE €CTECTBEHHBIM ITHIIEe-
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BBIM HMCTOYHUKAM JIAHHBIX MUKPOHYTPUEHTOB. B cBO/IHOM
TabJIKIle [IPEe/ICTABIIEHBI IPO/LYKThI, OOTaThie HEOOXOUMBbI-
MM BUTaMHHAaMH U I0gUQeEHO0JIaMH, KOTOpble TpeOyTcs
nanuentam ¢ X-AJIJI (tabu. 2) [45, 46].

Mpo6nemMbl HyTPUTUBHOI NOAAEPIKKIN
npu NporpeccupoBaHnN agpeHonenkoancTpopun

C mporpeccupoBaHUEM 3a00JIeBaHUA IAIMEHTHI YacTo
TEPAIOT CHOCOOHOCTD K CAMOCTOATETBHOMY IJIOTAHUIO (Jinc-
¢darusa), 9YTO NPUBOAUT K PHUCKY aCIUpanud, NeDUIUTY
MaKpoO- U MUKDOHYTPHUEHTOB, CHMIKEHHUIO MAacCChl Tejla U
Pa3BUTHIO OEJIKOBO-3HEPreTUIECKOH HEeZOCTATOYHOCTH.

Ha sTOoM sTane pekoMeHayeTcA:

* [IEPEXO/IUTH K PAIOHY C UCIOJIb30BAaHUEM IIPOIYKTOB
MATKOH U IMIOPeoOpa3HON KOHCUCTEHITNH;

* UCII0JI30BATh CIIEI[UATbHBIE HYTPUTHBHBIE CMECH C BbI-
COKHM COZIepKaHuEM SHepTruu u GeJika;

* IIPOBOJIUTH PETYJIAPHYIO OLIEHKY HyTPUTHBHOTO CTaTyca
U CBOEBPEMEHHYIO KOPDPEKIIHMIO BO3MOXKHBIX J1e(DUIIUTOB
MaKpO- U MUKPOHYTPHEHTOB;

e IIPU TSKEJION Jucdaruyu — Mepexo/UTh Ha 30H/I0BOE
(uepe3 Ha30TracTPaJbHBIA 30HJ) WU TACTPOCTOMHYECKOE
MATAHUE C MHIUBU/YATbHBIM PACYETOM ITOTPEGHOCTEN.

[Tonyep:raHue afeKBaTHOTO HYTPUTHBHOIO CTaTyca,
obecIieueHre JIOCTATOYHOTO IIOCTYIUIEHHS SHEPruy, Oeska
U MUKDOHYTPHEHTOB B 3TOT IIEPUOJI UTPAET KIIIOUYEBYIO
POJIb: OHO CIOCOOCTBYET IIOBBIIIEHUIO TOJEPAHTHOCTH K
IIPOBOJIMMOH TepAINK, YMEHBIIEHHIO PUCKA aCIHPAINOH-
HBIX ITHEBMOHUH U JIPYTUX BTOPUIHBIX NH(EKITUH, a TAKXKe
3aMe/JIEHUI0 Pa3BUTHS CAPKOIIEHUH U Kaxekeuu [46].

3aknouyeHme
X-AJI]] - Tsxes10e TeHeTHYecKOoe 3a00JIeBaHIE C IPOTpec-
cupyomuM HakomnsieHueM TokcuuHblx OJIIZKK. Tuerore-

pamnus, BKI04as macyio JIopeHIo, He fABJISETCA CaMOCTOs-
TEeJIBHBIM JIEYEeHHEM, U3MEHAIOUINIM TeueHre 3a00J1eBaH.
JlaHHBIX, TOATBEPKAAIOIINX ero 3 (PEKTHBHOCTD B U3MEHe-
HUH ecTecTBeHHOTO0 TeueHus X-AJI/l, HegqocTaTouHO.

Macsio JIOpeHI[0 /IeHCTBUTENIbHO CTaOMJIBHO CHUKAET
koHIeHTpanuo C26:0 B 1azme kpoBu. OZIHAKO ero BiIUsA-
HUe Ha HEBPOJOTHYECKUI ITPOTHO3 OCTAETCA CIIOPHBIM W,
[I0-BHJIUMOMY, OTPAaHUYEHO OEeCCHMITOMHOH CTaJied y
MaJIBYUKOB ¢ HOpMaJIBHON KapTuHOH MPT rosoBHOTrO M03-
ra. Y naIueHToB C y>Ke pa3BuBIIelica nepeObpanbHoi ¢op-
MO WIH aZipeHOMHUeIOHepoliaTiell KIINHIYecKas I0JIb3a
Macsa JIOpeHIo CTaTUCTHYECKH He JI0Ka3aHa.

Juernyeckue BMeIIaTeJbCTBA COXPAHSAT 3HAYEHHE
KaK KOMIIOHEHT KOMIUIEKCHOTO Be/IeHUs IalleHTa: OHU
CHOCOOCTBYIOT IOJJEPKAHUI0 HYTPUTHUBHOTO CTaTyca,
npoduIakTuKe eUIUTHBIX COCTOSIHUN W KOPPEKIUHU
OKHCJINTEJIBHOTO CTpecca IPU NPOrpecCHpOBaHUU 3a00-
seBanuA. OcoOyr0 BaXKHOCTh IPUOOPETAIOT PAHHAA JIHAT-
HOCTHKA (B TOM YHCJIie HEOHATAJIbHBIH CKPUHUHT), CBOE-
BpEMEHHOE HA4aJl0 MOHUTOPWHTA W WHAWBUIAYATH3UPO-
BaHHAsA HyTPUTUBHAA IOJ/IePIKKa.

ITepcieKTUBBI /JaNbHENUIINX KCCJIETOBAHUN JIOJIKHBI
BKJIIOUATh IIPOBE/IEHNE KPYIIHBIX DPaHAOMH3UPOBAHHBIX
KOHTPOJINPYEMBIX UCIIBITAHUH JIJI OLIEHKHU JIOJITOCPOYHOHN
s(dexTBHOCTH IpHUMeHeHMs Macia JIOpeHI0 W aHTHU-
OKCHJIAHTHBIX KOMOMHAIUH, a TaK:Ke pa3paboTKy I1epcoHa-
JIN3UPOBAHHBIX HYTPUTUBHBIX CTPATETHH B 3TI0XY T€HHOH U
KJIETOYHOH TeparuH.
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