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AHHOTauusA

HeankoronbHaa nnm metabonmyeckn accoummpoBaHHas xnposas 6onesHb nevenu (PKBIM) ABnaeTca o4HUM U3 caMbiX PACcNpPOCTPAHEHHbIX HEMHEK-
LIMOHHbIX 3a60neBaHNi B M1pe. B HacTosLLee Bpems HaKOMIeHO JOCTaTOUYHO JaHHbIX, AEMOHCTPUPYIOLLMX TeCHYI0 B3auMocBsA3b Kbl 1 HapylweHni
NMNMAHOrO O6MeHa, NPVBOAALLYIO K [JOCTOBEPHOMY MPOrPeccrpoBaHI0 CepaeyYHO-COCYANCTbIX 3aboneBaHunin. B 063ope oTpaxkeHbl COBPeMEHHbIe
acneKTbl ANArHOCTUKN 1 NleYeHns NaumneHToB ¢ MeTabonunyeckn accounmpoBaHHoi MBI v HapyLweHUAMM NMNAHOTro o6MeHa.
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Abstract

Nonalcoholic or metabolic dysfunction-associated steatotic liver disease (MASLD) is one of the most common noncommunicable diseases in the
world. Currently, there is sufficient evidence supporting a close relationship between MASLD and lipid metabolism disorders, leading to a significant
progression of cardiovascular diseases. The review addresses the current aspects of diagnosing and treating patients with MASLD and lipid metabolism

disorders.
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BBepgeHue

BbicoKas CMepTHOCTb OT CepAevHO-COCYAUCTHIX 3ab0meBa-
Hmit (CC3) ocraeTcs ONHUM M3 ITIABHBIX BBI3OBOB JI/IA COBPe-
MeHHOU MenuiyHbL OxxnpaeMblii 9QHeKT B CHIDKEHIN CMepT-
HOCTH ¥ MHBa/IMAU3ALMI HACE/IEHN TI0KA He JOCTUTHYT, YTO
3aCTaBIIAET SKCIEPTOB CUCTEMBI 34PaBOOXPAHEHMA CMOTPETD
Ha JJaHHYI0 [po06jIeMy LiMpe, UCKaThb HOBble BO3MOXXHOCTHU U
TOYKY IIPUIOXKEHNA B BOIIPOCax NpoduIakTiKu 1 nedenns [1].

OpHMM U3 KITIO4YeBBIX (DAKTOPOB pUCKA Pa3BUTHUA U ObI-
CTPOTrO IPOTPeCCHpPOBAHMA aTEPOCKIEPOTIYECKMX 3abore-
BaHWUIT cepflia sAB/IETCA HapyLIeHMe TUIUIHOTO (SKMPOBOro)
obmena (JIO), B To xe Bpems JIO [oDKeH paccMaTpMBaThCA
KaK MyIbTUAUCLUIUIMHApHAA mHpobmeMa. IlpmdmHa Takoro
IOIXOfIa KPOeTCA B TOM, 4TO perymauus JIO uMeeT CIOXKHYIO
MHOTOCTYIIEHYaTyI0 CTPYKTYPY, B KOTOPOIT YYaCTBYIOT Cpasy
HECKO/IPKO CHCTeM: JKely[JOUHO-KUIIEYHbII TPAKT, IeYyeHb C
KeT4eBBIBOMALIMMY Iy TAMU, IOMKETYLOYHAS XKeTle3a, CUCTe-
Ma 3HJJOKPMHHBIX JKele3, LIeHTPa/ibHasA HepBHaA CUCTEeMa, CKe-
JIeTHBIE MBILII[BI ¥ )KUPOBas TKaHb [2].

Baxupim 3BeHOM B perynanym JIO ABnsercs nedeHb. VimeH-
HO TeraTOLUTHI IMOIVIONIAIOT M3 KPOBM M PACIIEN/IAIT 3du-
pbl xormecTepyHa 1 HOCHOMMINADL, a TAKKE CUHTE3UPYIOT UX.
K/roueBbIM MOMEHTOM B TPaHCIIOpPTE NUINJIOB ABIACTCHA 00-
pasoBaHMe INIOOYIMHOB 1A GOpMUPOBAHMA TPAHCIOPTHBIX
MOJIEKYJT (INTIONIPOTENHOB BBICOKOT mmoTHOCTH — JITIBIL, Hus-
koit — JIITHII, npomexxyTo4dHolt, odeHb Huskoit — JITTOHII).
B renaTorutax IpoMCXOMUT IpeBpallieHne N30bITKA yIIeBOLOB
B cBobopHble >xupHble Kucnothl (CXKK), kotopble npepcras-
NA0T 060l Haubomee KOMIAKTHYIO M 5HeproaddekTuBHyI0
¢dbopmy 3amacaHus SHepreTMYECKOro Marepuara. B medenn npu
HajIleHN) YPOBHA ITIOKO3bI B KPOBY IIPOMCXOAUT KaTaboMn3M
JKUPHBIX KUCTIOT C TIpeBpallleHNeM UX B 9HEPIUIO MY KETOHO-
Bble Te/a, KOTOPble MOTYT MCIO/Ib30BAThCSA KAK a/IbTEPHATHB-
HbIIl MCTOYHMK 3Hepruy. JacTb apupoB XonecrepuHa rema-
TOLIMTHI CIIOCOOHBI IIPe0OPA3OBBIBATD B XKEMYHbIE KUC/IOTHI,
KOTOpbIE 3aTeM BbIJIENAIOTCA C JKEM4YbIO B IPOCBET JiBEHa/IIa-
TUIIEPCTHON KNk [2]. B cBs3u ¢ aTuM nmro6ble matonornyec-
K€ TPOLECCH], 3aTparuBaIlie MeYeHb U JKeT4eBbIBOAAILNE
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YT KaK ee HeOTbeM/IEMYIO YaCTb, MOTYT HETaTUBHO B/IMATH
Ha 06MeH Xupos [3].

Hanbonee pacnpocTpaHeHHBIM M BaXXHBIM 3a00/IeBaHU-
€M B JaHHOM KOHTEKCTe SIB/ISETCS XXMPOBasi O0/Ie3HDb IeYeHN
(OKBII), koTopast XapaKTepu3yeTcs aTOOTMIeCK/M HaKOIIIe-
HUEM XXVPOBOJ TKaHM C Pa3BUTMEM OKVCIUTENBHOTO CTpecca
(OC) u noBpexpenns renarountos. JKBII o stnonornyecko-
My IPUHIUIY PasfesieTcs Ha aJIKOTOMbHYI0 U HeajlKOrojb-
HYI0, @ TaKXe Ha KpunToreHHble ¢opmbl. HeanxorombHas
JKBIT (HAXKBII) cBA3aHa ¢ MeTabommyecKoi AMCyHKIue,
IIpM KOTOpPOIT 6o/ee 4eM B 5% TremaToLUTOB OIPeenseTcs
MakpoBesuKysapHseii crearos nedeHu (CII) [4, 5]. VuanrsiBas
K/IIOYEBYIO PO/Ib META00MINYEeCKIX HAPYLIEHNII B pa3BUTIY 3a-
6oneBanns, B 2023 r. ipu popMupoBaHun genbGUtCKOro KOH-
CEHCYCHOTO JOKYMEHTa IPEM/IOKEHO 3aMEHUTb TePMUH «He-
aJIKOTO/IbHAsI» Ha «MeTabonmuecky accorymposanHas JKIIb»
(MAJKBII) [5]. OgHako B KIMHWYECKOI MPAKTUKe HA TePpu-
topun Poccnitckoit Pefepanyu MCHonb3yeTcA Kak yxKe paHee
npuMensiemslit tepmud HAYKBIT, tak n Hosblit — MAJKBII [6].

CoepemeHHOe hpedcmaeneHue o MAXKbIT

Huarnos MAJKBII ycraHaBnmuBaeTcs NpY MOATBEPKACHUN
CIl u Hanmu4uyu OZHOrO M 6Oojlee TPAJUIVMOHHBIX (HAKTOPOB
KapA1oMeTabo/IM4eckoro pucka [2] mpy MCKIIOYeHn Apyriux
BeIyLIVX IIPUYUH Pa3BUTUA XupoBoit 6onesun. Paxr CII mop-
TBEpIK/IaeTCA Yallle BCETO BU3YATUSUPYIOMIUMM UIU TUCTOMO-
IMYECKUMM UCCIENOBAHUAMY TKaH TIEYEHI.

CormacHo MexgyHapogHOlt Kmaccuukanym  6oesHen
10-ro nepecmorpa ciryyan MAJKBII kogupytorca kak K75.8 -
[pyTue yTOYHEHHbIe BOCIIAIATE/IbHbIE GONE3HM IIeYeHU, WK
K76.0 - »xupoBas nedeHp (mereHeparjus IedeHn), He KIaCCu-
¢dunupoBaHHasA B Apyrux pybpukax. B Hacrosiee Bpems oT-
CYTCTByeT obiienpuHaATas efuHas knaccudukannsa MAXKBIIL.
C TOoukM 3peHMs MaTOMOP(OIOrMIeCKUX M3MEHEHUl Bbifie-
nsa10T 2 ocHOBHBIX (enorumna (popmer) MAXKBIIL: CII u cre-
arorematut (CI'), Ipu 9TOM KOHEYHBIM MCXOXOM 3a60/IeBaHms
siBIsieTCs nuppo3 nevenu (II11).

JlabopamopHaa duazHocmuka

JlabopaTtopHoe o6¢cnefoBanme nanuesTos ¢ MAJKBII Bxitro-
9aeT 2 IPYIIIbI IOKa3aTeNen.

IlepBas rpymma mokasaTesiell OTpakaeT HMOBPEXJIEHME re-
IIaTOIMTOB M Ha/lu4ye BOCHAIMTENbHOTO IIpOLecca, a Takxke
CMHTETNYeCKyI0 QyHKuuio medeHn. K HuUM oTHOCsATCA acmap-
taraMuHoTpancdepasa (ACT), amaHuHaMmMHOTpaHC(hepasa
(AJIT), ramma-rnyramuntpancdepasa (I'TT), menounas doc-
¢arasa, obmmit 6unupy6uH, rmokosa, Tpurmnnepupst (TT),
JITTHII, anbda-2-MakporaoOyInH, ramTorioOnH, MOYeBUHA,
deppuTHUH, TPOTPOMOVMHOBBIII MHMEKC, raMMa-I00ymuH. V3-
MeHeHVe TaHHBIX ITOKa3aTesIell He TO03BOJIAET NMPSMO TOBOPUTH
o Hamuun ¢ubposa nevenn (PII). BaxxHo Takxe OTMETUTS,
uto nosbienne ACT, AJIT n ITT He no3BonsAeT NOATBEPANTD
C TOCTATOYHOII TOYHOCTHI0 Hammuue CI [7].

Bropas rpynma nokasareseil ABIAeTCA MPSAMBIM MapKepoM
CII u CI. K TakuM rmokasaressiM OTHOCSITCS aMIHOTEPMIHAIb-
HbI1 nenTup npokosuiareHa III tuma, rmamypoHoBast KUCIOTa,
kojtared I u IV TuIoB, TKaHeBble MHTMOUTOPBI META/IONPO-
tenHa3 I u II, TkaneBble MeTamnonporennassl 11 n III. OgHako
UX KIMHWYECKasl [EHHOCTh TI0Ka elle TpebyeT yTOYHeHMs, a
UCIIO/Ib30BAHIE B IIOBCEAHEBHOI IPAKTIKE OTPAHIIEHO BBUAY
BBICOKOJ CTOMMOCTY M CJIOKHOCTY MHTeprpeTaryu [7]. Cpenn
3aIllaTeHTOBAHHBIX CBHIBOPOTOYHBIX Mapkepos DIl B Hacros-
mee Bpemsi B Poccun goctynen tonsko FibroTest®. Tounocts
[AHHOI CHCTeMBl YHOBIETBOPUTEIbHA, OFHAKO €€ ILIMPOKOe
IIpUMeHeH)e B KIMHNYEeCKOI IIPaKTUKe OTPaHNYeHO BBICOKOI
CTOVMMOCTBIO ¥ OTPaHIYEeHHOIT JOCTYIIHOCTHIO [8, 9].

UHcmpymeHnmaneHsle duazHocmuyeckue Ucc1e008aHusA

IMTanuenrtam ¢ nogospenniem Ha MAJKBII B xauectse 1-it /tu-
HUYM MHCTPYMEHTATIbHON [UAarHOCTUKM PEeKOMEHAYeTCs Ipo-
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BelleHNe Y/IbTPa3ByKoBOro uccnegopanua (Y3J) opranos
OpIoIIHOI TONOCTH. [JaHHAsT METOLMKA O3BOJISIET ONPERETUTD
pas3Mepnl IIe4eH), ee 3XOTeHHOCTb KaK KOCBEHHBIN IPU3HAK
CII, mpusHaky NOPTAIbHON IUIIEPTEH3UM, OLIEHUTb COCTOSHIE
OTTOKa KeT4M, a TaKXKe MCKIIYNTh Hamu4re HoBoobpa3oBa-
HUIT U OLEHUTDb NPOXOAVIMOCTb COCYAIOB IedeHM [7]. Y3-mpu-
snakamu MAJKBII MmoxxHO cunTath fuddysHyo rumepaxoreH-
HOCTb ITAPEHXVMBbI [IeYeH) ¥ HEOHOPOJHOCTD €€ CTPYKTYPBI,
HEYeTKOCTb U (MIN) HOJUYepPKHYTOCTb COCYAUCTOTO PUCYHKA,
AMCTaNbHOE 3aTyXaHNe 9XOCuTHama [7, 10, 11].

B meTaananmmse 34 uccnemoBanmit (2815 manyueHTOB C IOLO-
3peHreM Ha 3a00/IeBaHNe [TeYeHN) COBOKYITHAS YyBCTBUTENb-
HocTh U crienuuunocts Y3U B BoaBneHun CII cocraBmmu
851 94% cooTBeTcTBeHHO. OCHOBHbIE Orpannyenus Y3U sa-
K/IIOYAIOTCSI B TOM, YTO OHO MOXeT 06HapyxnBath CII TonbKO
IIpY HAKOIIJIeHUY Xupa Bbire 12,5-20%, a ero TOYHOCTD CHU-
JKeHa y MallMeHTOB C OXKMPEHNeM 1 3aBUCUT OT OIIbITA OIlepa-
topa [7]. TeM He MeHee 6arofapst IpocToTe, 6€30MaCHOCTY U
mocrynHocTH Y3U ocraercs Hambojee MIMPOKO MCIOIb3Ye-
MBIM U npremaeMbiM MeTofoM BeisaBeHus CII [7, 10]. Omen-
Ka IapaMeTpa KoHTpomupyemoro 3aryxanus (Controlled
Attenuation Parameter - CAP) ynbpTpasByka mpuMeHsAeTcA B
KayecTBe MHCTPYMeHTa 2-11 nmuHuM A1 nogreepxxaennus ClI,
a TaKXKe ero KOJIMYeCTBEHHOI! OL[eHKN y IAlMeHTOB C IIOf0-
sperrieM Ha MAJKBII. Metox o6majaeT BBICOKOJ 4yBCTBM-
TENIBHOCTBIO U CIenM(PUIHOCTBIO, OCOOEHHO IIPU BBISIBIIE-
Hyy CII MMHMMaNbHON M CpefiHell CTeNeHN BbIPa>KeHHOCTM.
CAP - mHOTOOGEmAIMiT METOR [JIs1 OBICTPOTO M CTaHAAP-
TM3upoBaHHoro BosABneHns CII, ofHaKO 110 KOMM4ecTBeHHOM
OlLleHKe OH YCTYIaeT MarHUTHO-PE30HaHCHON ToMorpadun
(MPT) [12].

ITpoBenenne MPT opraHoB OPIOIIHOI IOIOCTH C OIIpefere-
HJeM IPOTOHHOIT IoTHOCTH dpakium xupa (Proton Density
Fat Fraction - PDFF) mnmu MPT-PDFF pexomeHfjoBaHO B Ka-
YecTBe MHCTpyMeHTa 2-11 nuHum ansa noprsepxxjaenus CII, a
TaK)Ke ero KOJMYECTBEHHON OLIEHKM IalMeHTaM C IOofo3pe-
H1eM Ha MAJKBII nnpu focTynHOCTH yKa3aHHOro MeTopa [13].
Metop konuyectBenHoi MPT-PDFF nosBosnsieT o1jeHUTh KO-
NMYecTBO XMpa B medeHu. Hanbosee TOUHBIN pe3ynbTar mo-
ny4daroT 1o sHadeHno PDFE koTopoe ¢ BBICOKOJ TOYHOCTBIO
COOTBETCTBYET KONMYECTBEHHOMY 1 06BEMHOMY COfIEPXKAHIIO
Kupa B nedeHn. OTHAKO BBICOKAA CTOMMOCTD U OTpaHMYeHHAs
TOCTYIHOCTb METO/Ia IMMUTHUPYIOT €ro UCIO/Ib30BaHNe B LIN-
POKOJT KIMHUYECKOTT IpaKTuKe [7].

JIuarnoctuka CI Tpefyer IpoBemeHNsi OMONICKMY II€YEHU
(4pecKoXXHOI ITYHKIMOHHONM VIV JIAIAPOCKOIIMYECKON) Ia-
unenTam ¢ HAJKBII u nopospennem Ha HeankoronbHbiit CI'
(HACT) ¢ mocrnenymiomuM IaTOMTOTOAaHATOMWYECKMM MCCIe-
HoBaHVeM OMOICUITHOTO (OHEpalIOHHOr0) Marepuana Iede-
HU C LenbIo onpeneneHus npusHakos Bocmanenns (CII, 6an-
JIOHHOII AMCTpoduy, N0OYIAPHOTO BOCIANEHN), a TAKXKe B
AMATHOCTUYECKY HEACHBIX caydasx. IIpm MopdomormdeckoM
WMCCTIENOBAaHUYM TKaHU TE€YeHU TakKXXe OI[€EHUBAETCA CTeleHb
BeipaxxeHHoctu CII u @II [7, 10]. Ilomumo onpeneneHus ta-
kux xapakrepuctuk MAJKBII, kak nammune CII, ctagua ®II,
BBIP@XEHHOCTD JI00YIAPHOTO BOCIaIeHNs, 61OIICK eYeHN B
pAfie cIydaeB IO3BOJIAET BbIABUTH/MCKIIOUNUTD IPYTHe IPUYK-
HbI IOpa)KeH!A NeYeHN.

B 2005 r. Ha OCHOBe KOHCEHCYyCa 39KCIIEePTOB-MOP(OIOroB
(CRN) pns onenku HAJKBII npemmoxena [IIkana oLjeHKY ak-
tuBHOCT HAXKBIT (NAS - NAFLD activity score), koTopast
SIBIIsETCST MOAM(MKAIMelt NCIIONb3yeMbIX paHee mkan Brunt,
Matteoni 1999 r. 1 MO3BOsAET OLIEHUTH CTeleHb MOPGOIO-
IMyecKux MaMeHeHui B 6amwmax (0-8): BolpaxeHHOocTh CII,
BHYTPU/0/IBKOBOTO (I06Y/ISIPHOTO) BOCHaleHus, 6alIoHHOM
puctpoduu remarountoB u crapuio OII [14]. Jannas mkama
MOYKET MCIONb30BaThC U [isl OLfeHKYU 3G (EKTUBHOCTH Jie-
yeHuss HAJKBII, nockonbKy M03BO/sAET ONpeNennuTh JOCTO-
BEPHOCTb AMHAMUKY MOP(ONIOIMYecKX N3MeHeHuI Ha poHe
JledeHMs 32 OTHOCUTEIIbHO KOPOTKUIT Iepyoi BpeMenn [7, 10].
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B orcyTcTBME T'MCTONMOTMYECKOrO MCCIEfOBaHMA TKaHM Ile-
4YeHU, HO Haan4Ms yOeIUTeTbHbIX HeMHBA3UBHBIX JAHHBIX O
IporpeccupyiolieM TedeHuu 3aboneBaHMs [ONYCTUMO, IO
MHEHUIO psAfia 3KCIIePTOB, YCTAaHABIMBATb JUATHO3 «BEpPOSAT-
ubit HACI» [7, 10].

C penpio mcxmodenns poipaxenHoro OIT un IIT B mm-
POKOJ K/IMHMYECKOJ IpakTUKe BO3MOXKHO NCIIO/Ib30BaHME
HEUHBA3UBHBIX He3amareHToBaHHbIX TecToB NFS (NAFLD
Fibrosis Score - orjenka ®II nmpu HAYKBII) u FIB-4 (Fibrosis-4
index - ungexc ®I1-4) manmentam ¢ HAJKBII. B knuundeckoit
MIPaKTUKE UCIONb3YIOT CHEAYIOIE IIOPOTOBble 3HAYEHN [T
pellieHNs BOIIpoca O TOM, ecTb i y nmaunenTta ¢ HAJKBII T4-
sxenbiit ®IT mnm ero Her: 1,3 — mns FIB-4, -1,455 - gna NFS
(BBICOKAst YYBCTBUTENBHOCTD), 3,25 — mna FIB-4, 0,676 — mna
NES (blcokas creundnanocts). [Ipenmymecrsa NFS u FIB-4
3aK/II0YAI0TCA B UX MPOCTOTE U JOCTYIHOCTY, OTHOCUTEIbHO
BBICOKOJ TOYHOCTU. OHAKO OTMeYeH PUCK IOMTyYeHUs JIOXK-
HOIOJIOKUTENbHBIX KpuTepues Tsxenoro ®II. Kpome Toro, B
1/3 cryyaeB BBICTaB/IAETCA HEOIIPee/IeHHBII pe3y/IbTaT (Mex-
Iy BEPXHMM ¥ HIDKHUM IIOPOTOBBIMM 3HaueHusAMu) [7, 15].
ITo MHEHMIO 9KCIIEPTOB, MOXWJION BO3PACT TAaKXe CIIOCOOeH
CHIDKATb TOYHOCTD JJAHHBIX TeCTOB [16]. C Lie/bIo OlleHKN CTa-
pun OII u uckmoyenns spipakeHHoro OIT BosMOXXHO TaxKe
[IpOBefieHNe TPAH3MEHTHOI 91acTorpaduy nedeHn marueHTaM
¢ MAJKBII. TpansuentHas snactorpadus — Haubomee UIpo-
KO IIpMMeHsIeMOe UCCIeJOBAaHNe /I ONpeNe/leHNA KeCTKOCTH
[IeYeHOYHOI TKAHU C CaMbIM 60/IBIINM 00 BEMOM HAHHBIX Y 1a-
muenToB ¢ MAJKBII [17].

AkmyansHocme npo6nemor MAXKBIT

o faHHBIM KPYTIHBIX PETUCTPOB U MeTaaHanu3os, MAJKBII
CTpafanT 25-38% B3pOC/IBIX XXUTENEN PasBUTBIX CTPaH, YTO
IemaeT ero CaMbIM PacpOCTPAHEHHbIM XPOHMYECKMM HeUH-
deximoHHbIM 3a607eBaHueM nedenu [18-20]. B Poccun amm-
nemuonoruo HAJKBII/MAJKBII usy4anu B HECKONMbKUX JC-
cnenoBaHuAX. COIIaCHO MY/IBTULIEHTPOBBIM MCC/IETOBAHUAM
DIREG (2007 r.) 1 DIREG-2 (2015 1.) cpeay mauymeHTOB aM-
6ynaropHoro 3BeHa pacrnpocrpaneHHocTb HAJKEBII B P co-
crasuna 27 u 37,3% cooTBeTcTBeHHO [21, 22]. [0 mJaHHBIM I10-
cnemHero snupemuosnorndeckoro mccinegopanus DCCE-PD-2
(2022 r.), pacupoctpanennocts HAJKBII B Poccun cocraBma
38,5 u 26,6% 1A MY>KYMH M XKEHIIVMH COOTBETCTBEHHO [23].
Cxoxmue pannble o pacnpoctpanenHocT HAJKBII B Poccun
NIPOJEMOHCTPMPOBaHbI 1 B HelaBHEM MeTaaHause 5 uccieno-
BaHMii ¢ ob1eit BI6opKoit 96 680 maruenToB [24]. OtHenbHO
CTOMUT OTMETUTD, YTO C KaXK/bIM ToffloM pacTeT monst MAJKBII
Kak npuumHbl pa3sutys LII u remarolne/umonapHOro paka me-
yenn [25,26].

ITpn getanpHOM aHanuse koMopbupHoct MAJKBII TecHO
acCcOUMMPOBaHA C Pas3IMYHBIMM HO3O0MOIMAMM. Tak, oXupe-
Hue BcTpevaerca y 51,34 n 81,83% mnanmentos ¢ MAJKBII n
HACT, caxapusiit guaber 2-ro tuna — y 22,51 un 43,63% mogeit
COOTBETCTBEHHO. PacrpocTpaHeHHOCTb rumepnumueMun/
JucnunupeMuy coctaBuna 69,16 n 72,13% cpeny manyeHToOB
¢ MAJKBII u HACI, a aprepuanbHoii runeprensumu — 39,34 u
67,97% cOOTBETCTBEHHO. MeTabonnuecKnii CMHAPOM BbIABIIA-
eTca y 42,54 n 70,65% nanyentos ¢ MAJKBII nu HACT [27].
B poccuiickoM 3MMeMMOIOTMIECKOM UCCIIENOBAHUN OLIEHM-
Ba/IM MeHblllee KOMMYECTBO IOKasarenei: y 76% ambymatop-
HbIx anyeHToB ¢ MAJKBII nmena mecto aTeporeHHas gUCIn-
nugemus, a y 70% — aprepuanbHas runepTensus [28].

OT/enbHO CTOUT OTMETUTD TecHyI0 cBA3b MAJKBII ¢ Hapy-
HIeHNsAMM yrIeBogHOro oomera (YO), B TOM 4mciie CaxapHOTro
mmabera 2-ro tuma. Kak yxe ommcaHo paHee, Ile4eHb UTpaeT
BOKHYI0 PO/Ib B yTWIM3ALMM M3OBITOUHON KOHI[EHTPALn
rmoKo3bl. Kpome TOro, B meyeHn NpouCcXopuT yTUIN3ALV UH-
cynmmHa. JIoKa3aHo, YTO MHCY/IMHOPE3UCTEHTHOCTb B TpYyIIIe
MIPAaKTUYeCKM 3OPOBBIX Ll B Bo3pacTe 30-55 s1eT ¢ HopMaib-
Hoit Maccoit Tena (MT), Ho ¢ MAJKBII BcTpeuanach B 2 pasa
vaiie, yeM 6e3 MAJKBII [29].
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Iosbrmennsiit puck pasputnsa CC3 npu MAXKBII npone-
MOHCTPUPOBaH B psje peructpos. [losxe sTu maHHBIE 1OJ-
TBepKIEHbI B MeTaaHas3e, KOTOPHIil TIOKa3al, YTO PUCK pa3-
Butus CC3 y 60mbHBIX ¢ fuarHoctuposanHoit MAJXKBII 6bi1
B 2 pasa BBbIIlIe [T0 CPaBHEHNIO C Tpymnmoi kouTpons [30]. [Tpu
atoM B cnydae pasutua OII kak ucxoma MAJKBII otmeueHO
HOBBILIEHE 006111e1T cMepTHOCTY Ha 69%, IPEXXie BCEro 3a CIeT
CC3[31, 32]. PocT ypoBH: Ie4eHOYHBIX TPAHCAMIHA3 PaccMa-
TpMBAeTCA KaK He3aBUCUMBII IPEIUKTOP IPOTrpecCupoBaHMsA
CC3 [33]. Hamnure y manyenta HACT Takke yBenmdmpaer
puck CC3, 1py 3TOM CTeIleHb ITOBBILIEHN PUCKa KOPPEIUpyeT
C ero aKTUBHOCTBIO [34].

[l IOHMMaHMA B3aMMOCBA3YM 3ab0JIeBaHMA MEYeHN U cep-
IEYHO-COCYAMCTON CUCTeMbl HeoOXOfMMa JeTajbHas OLleHKa
BvsiHnsa MAJKBII Ha daxropsr pucka CC3. OnHoII 13 I71aBHbIX
Touek conpukocHoBeHusa CC3 u MAJKDII aBnseTcs HapyleHne
JIO, 4ro 6ymer pasobpaHo B crepylouieM paspene. Ecnu roso-
pUTDb 06 MHBIX MapKepax TedeHNsI aTepOCKIepPO3a, TO BBIAB/IEHA
npsimad cBasb Mexay MAJKBII u napymennem Basopmiaranmy,
HOBBIIIEHNeM KaJIbI(UKAILIMY KOPOHAPHBIX apTepuil U yBe-
JIMYeHMeM TOJIIVHBI KOMITIEKCa MHTYMa—-Me/ia COHHBIX apTe-
puii [35]. Kpome toro, mpu MAJKBII onvicaHsl pa3BuTyie SHAOTe-
JIMATIbHOM AMCQYHKIMN U CHIDKEHME YPOBHS SHAOTENTNATbHBIX
KJIeTOK-IIPeAIIeCTBEHHNKOB, YJaCTBYIOIIVX B aHTUOIEeHe3e, a
TaKoKe IOBBILIEHNE MapKePOB CHCTeMHOTo Bocranenns [36, 37].
Ha ¢one MAJKBII Taroke ommcaHO M3MeHeHue MeTabonmsma
JIEBOTO >KEMTyI04Ka C PasBUTMEM CHCTONMMYECKON U AUACTONN-
veckoit aucyHkumii [38-41]. IlepcreKTHBHO TeMOJI Hay4HO-
TO MHTepeca ABIACTCA M3YyYeHMe SMMKApAUANIbHOTO XMpa Kak
npudyHbl AUChYHKIMM MUOKapaa, 4ro mpu MAJKBIT Takxe
acCOLMMPOBAHO C POCTOM KOHIIEHTPALUY ITPOBOCIIA/IUTENbHBIX
U TIpOATepPOTeHHBIX UUTOKMHOB [42]. O603HaYeHHOe IPOBOCIIa-
mmrenpHoe BusaHue MAJKBII orpakaerca He TONbKO B IIpO-
Tpeccuy aTepoCK/Iepo3a, HO ¥ B TIOBBLIIIEHNH KOATY/IALMOHHOTO
CTaTyca, YTO MPUBOANUT K IOBBILIEHHOMY PUCKY TpoMO030B [43].

B pasButun cucremnoro Bocnanenusa npu MAJKDBII raxke
006CyX/IaeTcs POIb MUKPOJIOMEHOB II/Ia3MaTH4ecKoit MeMOpa-
HbI — IMIUIHBIX padToB. B cBOeM cocTaBe OHM COIepIKaT M-
kodochomunuabl 1 xonecrepuH. VI36bITOK X0eCcTeprHa CIIO-
co6CTBYeT 00pa3oBaHMIO OOJIBIIETO0 KOMMYECTBA MIMLHBIX
padTOB B K/IETOYHBIX MeMOpaHax, B TOM 4YNCIIe M B MeMOpaHax
SH/IOTEIMOLNTOB. AKTMBAIUA CUTHATIBHOTO IIYTY MHCYINHO-
BOTO pelleNITOpa ¥ CUTHATIbHOTO Iy TH ¢ y4acTueM toll-like-pe-
LIeIITOPOB, OIOCPEAYIOLIMX CEKPELNIo HyK/IeapHoro ¢akropa
KaIma-611, IPMBOANT K PAa3BUTUIO XPOHMYECKOTO BOCIIA/ICHNS
u amonrosy [33,44].

OpHuM 13 HauMeHee WU3Y4YEHHBIX (DAKTOPOB BIMAHUA
MAJKBII na teyenne CC3 sABAeTCA HapylleHMe KUIIEIHO
MUKpoOMOThL. Hapyluenne «KuiIeqHO-IIEYEHOYHON OCKH» U
¢opMupoBaHue IIOBBILIEHHON KUIIEYHON IPOHMUIAEMOCTHI
HOPUBOAAT K TOMY, YTO OaKTepyajbHble IUIIONONINCAXaPU/bI
IIPOHMKAIOT B KPOBOTOK, a TAKXKe ITPOMCXOINUT aKTUBALMA CU-
CTEeMHOTO BOCITa/INTeNbHOTO 0TBeTa. OfHAKO JAHHBII BOIIPOC
TpebyeT fa/IbHeMIINX UcCaefoBaHmit [45].

COOTBETCTBEHHO, OOIMMI K/TIOYEBBIMM TaTO(PN3NOTOTNYe-
cknmu Mexanmnsmamyt MAJKBIT n CC3 aBngooTca mucanmnmie-
MM, MHCYIMHOPE3UCTeHTHOCTD, SH/IOTe/MMaNbHas AUCPYHK-
uus, OC, cucteMHOe HU3KOMHTEHCUMBHOE BOCIIAJIeHNE, COBUT
aJUIIOKMHOBOrO IpOQUIA ¥ HapylleHMe KUIIeYHO! MUKPO-
6uors! (puc. 1) [46].

Ocob6eHHocmu HapyweHua J1IO npu MAXXbBI1

HOucnmunupemns y nanyentos ¢ MAJKBII xapakrepusyercs
nosbimenneM yposaa TT (21,70 mmons/ ), JITIBIT u Hapyie-
HUSAMU B MeTabomm3Me XMPHBIX KUCTIOT. Pa3Butue ateporeH-
Holt pucmnupemyn Ha ¢one MAJKBIT BrisBaHO cpasy He-
CKONbKMMU (PAKTOPAMM, OFHAKO BEAYIIMMI U3 HUX SBJISIIOTCS:

1) runeprpoaykuus nunupos u3 CXKK B neveny;

2) MHCYTMHOPE3UCTEHTHOCTD [31];

CONSILIUM MEDICUM. 2025;27(10):594—-603.
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Puc. 1. NaTopusmnonornuyeckas ssanmocssasb MAXKBIM n CC3 [43].
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3) HapylIeHMe aIUIIOKMHOBOro npodus [47];

4) HapylIeHN/e CUHTe3a aHTUATEPOTEHHBIX TPAHCIOPTHBIX
JIAIIONIPOTENHOB M YTWIM3ALMU M3OBITOYHOTO KOMde-
crBa TT n CXKK (puc. 2) [48].

Vs6piTounoe xomryectso CXKK B meyeHn BemeT K CUHTe3y
TT B remaTouuTax, KOTOpble MOCTYNAIOT B KPOBb B COCTaBe
JIITHIT u JIIIOHII. bonpuioe xommdectso CXKK, nocrymnaro-
I{MX B TEMIATOLIUTEL, CIIOCOOCTBYET 0OPa30BaHMIO INIIOTOKCUY-
HBIX COEJUHEHMII, KOTOPbIE IIOBPEX/JAI0T MUTOXOHAPUH, YTO
BegeT K Oonee 6picTpomy oxucinennio CXKK ¢ obpasoBanuem
aKTUBHBIX (opM Kucimopoza [5, 6, 49]. IloBbleHHast IPOYK-
LM aKTUMBHBIX (QOPM KUC/IOPOJa 3aIyCKaeT OKCUIATMBHBINA
AUCTPecC U MOC/eAyollee BOCIaIeHe, KOTOPbIe YCYIyOsaioT
IIPOLIeCChI aTepOreHesa.

HoBbiM HampaB/ieHVeM M3y4YeHMs BIVSHUS >KUPOBON TKa-
Hu, MAJKBII, B yactTHOCTM Ha JIO 1 TedyeHue arepockieposa,
ABJISIETCA M3YYeHUe HapYIIeHUI! afUIIOKMHOBOTO Mpodus.
ARUIIOLVITHI BBIE/AIOT LIE/bI CHEKTP TaKMX OMOTOrMYecKM
aKTUBHBIX BEIeCTB, KaK JICIITUH, aIUIOHEKTIH, Pe3UCTIH, BU-
¢dactun, rpenus 1 ap. ONHAKO MMEHHO afiUIIOHEKTVH OKa3bl-
BaeT JJ0OKa3aHHOe K/IMHIYeCK) BBIPaXeHHOE BIIVSAHME Ha KOH-
LEeHTPAINIO TUIIONPOTENHOB KPOBM U CKOPOCTb IIPOrpeccun
aTepOCK/IePOTIIECKOTO MMOPaKeHNst cocynos [47, 50-53].

HemedukameHmMo3Hoe e4yeHue

OCHOBHBIM IIOAXO[OM ¥ IIEPBBIM JTAallOM B JI€YEHUU
MAJKBII siBnstiorcst koppexuust muranus u MT, ¢usndeckas
Harpyska. JJaHHBIN ITOAXOJ PacCMaTpMUBAETCSA KaK 3TUOTPOII-
HBIIL, TaK KaK OH KOPPEKTUPYeT OCHOBHYIO IPMYNHY PasBUTHA
3a00/eBaHMsI ¥ TPV 9TOM OKa3bIBaeT MOMOXKUTENbHBIN 9pdeKT
Ha BCe YKasaHHbIe Iy TH IIaTOreHe3a.

B cucremarnyecknx 0630pax ¥ MeTaaHA/IM3axX YCTAHOBIIE-
HO, YTO (U3MYeCKMe YIPKHEHNUS YMEHBIIAIOT CORep)KaHMe
KUpa B IedeHN fla)Ke B OTCYTCTBUE 3HAYMTEIbHOTO CHIDKe-
Hust MT [7, 10]. VIHTeHCUBHBIe a9pO6HbIE HATPY3KY € YaCTOTOM
2-3 pasa B Hepemo 110 30-60 MIH Ha IPOTAXXEHNM OT IIOTyrofa
CIOCOOHBI CHUSUTD COfiepyKaHMe KMpa B medenn Ha 24,4% [54].
Aspob6HBIe 1 CHTOBBIE HATPYSKM C YAaCTOTOI 3 pasa B Hee/o B
TeyeHMe 12 HeJ ITOKa3aau B CUCTEMATUIECKOM 0630pe YMeHb-
IIeHue Xupa B medeHn y nanueHTos ¢ MAXKBII [55]. Aapo6-
Hble BBICOKOMHTEHCUBHBIE HaTPYy3KM TOCTOBEPHO YMEHbBIIAIOT
cofiep>KaHue XUpa B IIe4eH) B CPaBHEHNM C KOHTPOIEM (niia-
M C IACCUBHBIM 00pa3oM xu3Hn) 1o gasusiMm MPT [56, 57].

Inst 5 eKTUBHOrO yMeHbIICHNU CONEP>KaHNs JKupa B IIe-
4yeHM mnanuenTtaMm, crpagaomyM MAJKBII, pekomMeHoOBaHO
YHeNATb aspoOHON GU3MYECKON aKTVBHOCTY YMEpPeHHON UH-
TEHCUBHOCTH He MeHee 150-300 MuH B Hefe/Iio Wiy a3poOHOI
¢dusnyeckoil aKTMBHOCTM BBICOKON VHTEHCMBHOCTYM HE Me-
Hee 75-150 MUH B Hememo MO0 codyeTaTh B TeYeHUe Henenn
(dusNUecKyI0 Harpy3Ky CpefHell M BBICOKOI MHTEHCUBHOCTH.
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Puc. 2. OCHOBHOI MeXaHN3M pa3BUTUA AUCAUNNAEMUN
y nayueHntos ¢ MAXKBII.

MAXBIN

Hapywwenue MNoBblweHve
aaMNoOKMHOBOro KOHLEHTpaumn WHcynuHo-
npoduns T n CKK PE3NCTEHTHOCTb

—

MoBbILEeHNE aTePOreHHbIX GpakLmnii IMNONPOTENHOB
(INHA, NOHM v op.)

He meHee 2 pas B Hefie/mio a9pOOHY0 HATPY3KY PEKOMEH/JOBAaHO
HOTIOMHATD (PU3NYECKOI aKTUBHOCTDIO CPEHENl VI BBICOKOI
MHTEHCHBHOCTY (CMIOBBIMY YIIPayKHEHNAMN), HAIIPaBICHHON
Ha BCe Ipynibl Mbli [58].

B ninane guetndeckoro nogxona B PO paccmarpuBaercsa Kak
6o7ee TpaIUIIVIOHHBIIT TOAXON B ByAe AveTbl No5 «o IleB3He-
py», Tak 1 60Jiee COBpeMEeHHbIIT ITOLXOf, B BUJie CPEU3EMHO-
MOPCKOro THima nuranusa. CpeaseMHOMOPCKIIL TUII TN TaHN
B KauecTBe OCHOBHOTO MCTOYHMKA >KMpa IpefrnosaraeT Mc-
II0/Ib30BaHNMe O/MBKOBOTO Macja, XapaKTepusyeTcs YHOTpe-
OneHyeM B mMIy GOJBLIOrO KOMMYECTBA OBOIIeil, PPyKTOB
U OpexoB, 0000BBIX KY/IbTYP, Lle/IbHOTO 3€pHa, PbIOBI, MOpe-
IIPOAYKTOB U, HAIIPOTUB, HU3KMM IOTpeO/IeHneM MOTIOYHBIX
U MACHBIX IPOAYKTOB, Msca. Mo/eKyIApHble MeXaHU3MBI 671a-
TONPUATHOTO BO3JENCTBMA Ha 3[J0POBbE YeTOBEKA JJOKA3aHbI
A TAaKMX KOMIIOHEHTOB CPEe/IM3eMHOMOPCKOTO TUIIA IUTAa-
HUSA, KaK HOMU(EHONDbl, KAPOTUHOMUIDI, ONIeMHOBasA KUC/IOTA,
MIO/IMHEHACHIIIeHHbIe JKMPHbIE KVUCTOTbI, MNUIleBble BOTOKHA,
kBepretuH [59]. IIpyBep>KeHHOCTb CpefU3eMHOMOPCKOMY
TUIYy OIUTAHUA CHIDKaeT puck passutusa MAJKBII, B wacTHO-
ctu CT [60, 61].

Kpome ToOTO, HElaBHO TONTy4eHHbIE Pe3y/IbTaThl METAaHAIN-
30B KOHTPOJMPYEMBIX MCCIEOBAHNUII IPOJEMOHCTPUPOBATIN,
4TO MPUCYTCTBUE B paumoHe maumeHToB ¢ MAJKBII gobas-
JIEHHO! (CMHTeTN4ecKoil) PPYKTO3bI MIPUBOAUT K 3HAUUTE/Ib-
HOMY yBEIMYEHNIO KOJIMYECTBA KIPA B IIe4€HN Y TIOBBIIIEHNIO
AJIT. ®pykro3a mepepabaTbiBaeTCs B TEMIATOLMTAX, TOBBIIIAs
MUOUAHYI0 FUCTPOoGUIo TKaHel [62].

IMTannentam ¢ yxxe BbiaBneHHoN MAJKDBII pexomeHzyeTcs
BO3JePXXMBATbCsA OT IpueMa M060ro KOMMYecTBa anaKOrosL.
B Hacrosiigee BpeMms 001en3BecTHBIM (PAKTOM SIB/ISETCS TO,
4TO, MOMUMO KapAuoMeTabonndecknx GpakTopos pucka, k CII,
CI, ®II npuBoauT 1 ymorpebieHMe aaKorons B [03aX, Ipe-
Boumaomyx 20 1 30 r 3TaHOMA B CYTKM /1A JKEHIUMH U MYXK-
YMH COOTBETCTBEHHO. AJIKOTOJIb MOXXET BBICTYHATh JIOIIONI-
HUTENbHbIM 3BE€HOM, MOTE€HIMPYIOUM IIpPOTrpecCpOBaHMe
MAJKBII [6,7, 10].

OpHako CTOMT NIPU3HATD, YTO B PeanbHON KIMHIYECKON
IIpaKkTHKe IIPUBEP>KEHHOCTb IIALMEHTOB OIMCAHHON [ueTe
OCTaBJIAeT JKeMaTh y4lero. Jlaxke B IPUILIEIbHO HAIIpaBJIeH-
HBIX Ha [IMeTOTepalMio UCCIeJOBAHNAX OHA €[[Ba IIPEBbILIAeT
80% [63], B TO BpeMs Kak B KPYIIHBIX VMCCIEJOBAHIX, TOCBSI-
IIeHHbIX /ledeHnio mamyenToB ¢ MAJKBII, addexTuBHOCTD
IyeToTepanuu coctasaeT nuib 30% [64]. IlpuunHa HU3KOM
IIPUBEP>KEHHOCTY IAIIMEHTOB JMeTe 3aK/II0YaeTCs B TOM, YTO
UM HeoOXO[MMO paiMKaIbHO He TONbKO OIPAHMYNTb Kajo-
PUITHOCTD, HO V1 IIEPEeCTPONTD KaueCTBEHHO BCe CBOM NMIIIEeBbIe
IIPUBBIYKM, KOTOpPble GOPMUPOBATNCH C JETCKOTO BO3PAacTa.
ITpy 3TOM peKOMEHJOBAHHYIO AMETY HEOOXO[MMO COOMI0aTh
HEOIIPeJIENIEHHO JOITO.

MedukameHmo3sHoe neyeHue MAXKBI1

Epunoit cxempr dapmakorepammu MAJKBII B Hacrosmee
BpeMA HeT. CyllleCTBYeT psAJ IPeIapaToB, OPUEHTUPOBAHHbBIX
Ha pasHble MeTabomdeckye myTu: perynanuo YO u JIO, Tupe-
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OUJHBII yTh, ayTO(ATHIO, AIONTO3 U AP. IByMs OCHOBHBIMU
uenamu Tepanuy MAJKDBII ABIA0TCA yMeHblIeHMe COflepsKa-
HUA TUIINAZOB B TeNAaTOLMUTAX M aKTMBHOCTHU BOCIIAJIEHNA, CHI-
XKeHMe KapAUoMeTaboMMYecKIX PUCKOB HaleHTa.

HOna nedenms HAJKDBII npumeHAnT pasnanyHble JeKap-
CTBEHHBIE CPEJICTBA, KOTOpPble MOXKHO YC/IOBHO pasfielTb Ha
2 Tpynmsl:

1) mpermnapaThl ¢ TeHaTOTPOIHBIM 3PPEKTOM, B TOM YUCIIE C

3apeructpupoBanHbiM nokaszanneM HAJKBII, nekotopsie
U3 KOTOPBIX 00/TalaloT MOMUIIOTEHTHBIM JeICTBYIEM U Off-
HOBPEMEHHO BJIMAIOT Ha CEPLIEYHO-COCYIMUCTYIO CUCTEMY,
JIO n YO;

2) mpemaparsl, 3aperuCTPUPOBAHHBIE I/ JIeYeHUs TUINY-
HbIX 11 MAJKBII KOMOpOMEHBIX COCTOSIHMUIA C [JOIIO/THMI -
TebHBIM renatoTponHbeM 3¢ dexrom. K Takmm mpemnapa-
TaM OTHOCATCH, HallpyMep, IPMMEHAEMblil TIPU JIe4eHUN
OXMPEHNUs] MHIUOUTOP HKEMTy[OYHO-KUIIEYHBIX JIMIIa3
opnucrar 1 6ojnee COBpeMeHHbIe IIperapaTsl, B YaCTHO-
CTM aTOHNCTHI PEL[eNITOPOB [IIOKaTOHOIOZOOHOrO e TH-
ma-1 v mHrMOUTOPS! AMnenTUANIIenTrAass-4. Ha one
IpUMEHeHMs STUX IIpelapaToB OTMeYeHO YiydlleHKe
OT/IeNIbHbIX IOKa3aTenell COCTOSHUA IeYeHU: Ie4eHOU-
HBIX ¥ (YHKIMOHA/IbHBIX TeCTOB 1 ymenburerne CII,
Ho BnusHue Ha PII He BbIABIEHO. V3ydyeHne acddexra
IaHHBIX NpenapaToB Ha TeyeHne MAJYKDBII npencrasnaer
007110l MHTEPEC, OBHAKO II0KA PaHO CYAUTH 06 addex-
TuBHOCTH [7].

FenamomponHelie npenapamel

S deKTUBHOCTD IpPUMEHEHUsI TENMaTOTPONHBIX IIperapa-
TOB OLICHMBAETCS TIPeX/ie BCero Mo guHamuke yposHA AJIT, a
TaKXe C IIOMOII[bI0 HeEMHBAa3MBHBIX MeTogoB CAP mmm MPT-
PDFE c npuMeHeHMeM HEMHBA3UBHBIX MeTOf0B oneHky PII.
B nacrosmee Bpema B nevenvvi HAJKDBII numerorcs nub enn-
HUYHbIE MCCAENOBaHNsA, BKIIOYAIONEe aHalIu3 TUCTONOTMYE-
CKMX JAaHHBIX [0 U ITOC/Ie JiedeHusI (ITapHble OMOIICHN), VI TOYTH
HeT paboT, OLIEHNBAIUX JOITOCPOIHOE TedeHue 3abomeBa-
HUS Ha OCHOBAaHMUY «TBEPABIX» KOHEYHBIX Touek. K Hambonee
PacIpoCTpaHeHHbIM 1 M3yY€HHBIM TeaTOTPOIIHBIM IIperapa-
TaM OTHOCSTCS a[leMETHOHNH, YPCOJEe30KCUXO/IeBas KUCIOTA
(VOXK), Butamut E, 6MIMKITON, OPHUTHH U 9CCEHIMAIbHbIE
dochomumupst [7].

VicnonbsoBanne YJIXK y maumento ¢ MAJKBII peko-
MEH/[OBAHO C Le/IbI0 YMEHBIIEHNUs CONEP)KaHMs NINIO0B B
TelaTOL[UTAX, YMEHbIIeHNs BOCHAJeHUs U NPODUIAKTUKU
nporpeccupoBanuss ®OII. B oTeuecTBeHHBIX peKOMEHAALMAX
o Befieryo manneHToB ¢ HAJKDBII maHHbII npemnapar uMeeT
YPOBeHb yOeANTEeNbHOCTY peKOMeHauuii B u ypoBeHs gocto-
BEPHOCTH JoKa3aTenbcTs 1 [7].

OnHaxo, 1Mo JaHHBIM OTEYECTBEHHOTO MeTaaHa/Iu3a, He J10-
kasano BausaHMe YIIXK npu MAJKBII Ha rucronornyeckue u
OMoXmMMMYecKye mapaMeTpbl 3abonesanus [7].

ITpemapat anbda-Tokodepona anerar (Butammua E) mo-
kasaH nanuentam ¢ MAJKBII npu pokasaHHOM mporpeccu-
pyfomem tedenun 3abonesanus (npu PII F2 u 6onee) mis
yMeHnbleHns oipaxkeHnoctu CII n Bocmanenns, 3aMeIeHus
HporpeccupoBanus 3abo/eBaHNs C YPOBHeM YOeaMUTeNbHO-
CTM peKOMeHfalmii A ¥ ypOBHEM NOCTOBEPHOCTM J[jOKasa-
TenbeTB 1 [7].

CormacHo pesynbpraTaM pPaH[OMM3MPOBAHHOTO MCCIIEOBa-
Hys1, BuTaMuH E mpessiuran mo a¢dekTrBHOCTY IUIane6o y
ManyeHToB ¢ Metabommyeckn accoumuposanHbM CI' o Bim-
stanio Ha CII, Bocnanenne u 6a/UIOHHYIO AUCTPOdUIO, HO He
OKasbIBas/l 3Hauumoro BospeiicTeusd Ha OII [65]. ITo gaHHBIM
MeTaaHa/In30B, BUTaMuH E ymyuiraeT mabopaTopHble IOKa3a-
TeNN, CHIDKAET rucronorndeckne npossrenns CII u Bocmae-
Hus [66, 67]. OgHako ucronb3oBanme Butamuia E cBsasaHo ¢
WIoXuM mpodureM 6e30IacHOCTH Mpemapara, Tak Kak B psje
MeTaaHa/IM30B OTMEYEHO IIOBBIIIEH)E CMEPTHOCTM OT BCeX
IIPUYMH M TeMopparmdeckoro mHcynabra [68]. O6cyxpaercs
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Puc. 3. KnuHnueckne s¢pdpeKTbl npyn ncnosib3oBaHum
afilemeTNOHMNHa.
1 yposHs TT 1 BbiBemeHe CXKK HopmoTuueckuii
1 Hopmannaauus YO 13 renaTtoumToB W @aHTUAENPECCUBHBIN
(¥ rioko3bl) (neTokcukaums) addekt
T 3HeproaddexTMBHOCTY
(T CUHTE3a <—| AnemMeTUOHUH |—>| | xonecTasbi
afeHo3nHTpudocdara)
PereHepaums | BocnanuTensHoro
MemBpaH renaroLmuTos 11 OKUCANTENBHOTO ¥ bubposvposarms
npoLeccoB
(¥ npoBOCNaNUTENbHBIX
LIMTOKMHOB
1 TpaHcammHas)

B3alMIMOCB:A3b ITpMeMa BuTaMuHa E ¢ oBbIlIeHneM pucKa pas-
BUTHS paKa IIPOCTaThl Y MY>K4uH [69].

HasnayeHue OMIMK/IONMAa pPEKOMEH[OBAHO IIALIMEHTaM C
MAJKBII (HACT) ¢ yMepeHHBIM 1 BBIPaXKEHHDIM ITOBBILICHM -
eM ypoBHA AJIT mna yMeHbIIeHUA aKTMBHOCTY 3a00/IeBaHNA
C ypOBHeM y0equTeNnbHOCTI peKOMeHzanuii B u yposHem fo-
CTOBepHOCTHU HokaszarenbcTB 1 [7]. ITo faHHBIM MeTaaHanu3a,
KoTOpbIil BKmodan 12 umccnegoBanmit ¢ HAXKBIT u o6umit
pasmep BbI6OpKM 1008 denoBek, OMIMKIION B KaueCTBE MOHO-
Tepanuy ¥ B KOMOMHAIMy C APYTMMU IperapaTtamMiy OKasbl-
BaJI TOJIOKUTE/IbHOE BINMSAHME Ha AO00OpaTOpHBIe IOKa3aTern
BOCINA/INTENbHOI aKTMBHOCTU U JIO, CTUMYNUpPYA CHM>KeHUe
yposaa AJIT, ACT, TT u xonecrepnna [70]. Cxoxxue pesynbra-
ThI TIO/Ty4YEHbI B KOTOPTHOM MCC/IENOBAHMN C yIacTueM 93 de-
JIOBEK, KOTZIa IIOMUMO YTy 4IlIeHNs Tab0paTOpHOIt KapTUHBI OT-
Medanoch 1 yMeHbleHue mpusHakos ®II u CII [71]. Ongnako
B HACTOfAIllee BpeMs ellle He MOTYY€eHO JOCTATOYHbIX JaHHbIX,
HO3BO/IAIOIINX YBEPEHHO CYAUTh 00 3ddeKTMBHOCTY OMIM-
k1o71a u ero BausHuy Ha OII 1 TeyeHne 3aboneBaHMA.

ITpemapaT opHMTMHA uMeeT Oojee y3Koe IIOKa3aHUe MU
pexoMensioBan manuentam ¢ MAJKDBII pgna xoppexuum
runepaMMoHremun  [7]. JlaHHBIT IIpemapaT yMeHbIIAeT
IepeKVICHOe OKMC/IeH)e TUIN/IOB, OKa3blBaeT MIPOTMBOBOCIIA-
TINTENbHBI 3P QEKT 1 yIydlllaeT IOPTaIbHYI0 FeMOANHAMIUKY.
B nmapannenpHOM KOHTPOIMPYEMOM K/IMHIYECKOM MCCIEf0Ba-
Huu 12-HefleNIbHbII KYPC IE9€HUsI OPHUTUHOM B IIEPOPATbHOI
¢dhopMe IPUBOAVI K YIYYLICHNIO TaOOPAaTOPHBIX MMOKa3aTeseit
COCTOAHUA TIeYeHU U ee TOMOrpadIecKMX XapaKTepUCTUK Y
nmanuentos ¢ HACT [72].

Morekyna afgeMeTVOHMHA SB/ISAETCS MHOTOQYHKIMOHA/Ib-
Holt (puc. 3) 1 obpasyeTcs IIpu B3aUMOJEIICTBUY METMOHMHA
u apeHosuHTpUdOChara ¢ momoipio pepMeHTa METHOHMH-
apmeHosunrpancdepassl (MAT) [73, 74]. AzeMeTNOHMH TaKxe
UTpaeT KIIOUYEBYI0 POJb B peaKIMAX TPaHCMETWINPOBAHMNS,
TpaHCyNb(ypaLuy U aMIHONPOIMINPOBAHNUA, BO BpeMsa KO-
TOpBIX METWIbHAsg TPYINNa OT aJeMETMOHNMHA IOCTYHaeT K
PasIMYHBIM TOPMOHAM, HelpoMefuaTopaM, HYKIeMHOBBIM
Kucnoram, 6enkam, pochonnmuaam u pARy TeKapCTBEHHBIX
mpemaparoB [75]. Ilporecc metmnupoBanus ¢ocdonunu-
moB orsedaer 3a JIO, BiusieT Ha CBOJICTBO MeMOpaH KJIETOK,
a TaKoKe ompepessieT 6asaHC MEXAY KOHIeHTpauueil gpocda-
TUAWISTAHOTAMMHA U (POCHOTUANIXMHOHA, COOTHOIIECHVE
KOTOPBIX UI'paeT 3Ha4MMyIo ponb B passutuy MAJKBII [76].
ITpu HapyureHun o6MeHa afieMeTMOHHA HapYIIAaeTCs BBIBeNle-
uue JIIIOHII, 4To npUBOAUT K YBETMYEHNIO YPOBHA IEYEHOY-
upix TT. CnegctBuem HapyuieHus skcnopra TI mocpencTBoM
JITIOHII cTaHOBMTCS HOBBIIIEHNE B-OKUCIEHNs 1 MOTpebe-
H1te GocHOTUANIXIHOHA.

B Hacrosee BpeMs HaKOIUIEHa JOCTaTOYHO OOJbLIAs JO-
KasaTe/lbHasA 6asa KIMHNYECKON 9 PeKTUBHOCTU U BBICOKOI
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6e3omacHocTH afeMeTHOHMHA y 60mbHbIXx ¢ MAJKBIL B on-
HOM M3 paHHMX uccnegoBanuii G. Manzillo n coasT. usyyanm
3¢ PeKTUBHOCTD BHYTPUBEHHOTO BBEJEHNs OPUTMHAIBHO-
ro Impenapara ajieMeTHoHNHa B fose 800 Mr/cyT B TeueHme
14 gHe ¢ moCneRyoIM IepEeX0oloM Ha IEPOPANIbHbIN IIpUeM
npernapara. COITTaCHO HOJy4eHHBIM pe3ynbTaTaM, y 60% o6-
C/IelOBAaHHBIX OTMEYEHO CHIDKEHNE YPOBHsA IIOKasaTenel Ie-
YEeHOYHBIX TPaHCAMIHA3, 6oree 4eM y 70% MalyeHTOB KINHMU-
YyecKass CUMMIITOMATHKA 0C/Iabia uan MoMHOCThIo ucyesna [77].
B nccneposanun L. Vergani u coaBT., pe3ynbTaTbl KOTOPOTO
ony6mukoBansl B 2020 T., fOKa3aH MO3UTUBHbIM 3G deKT afe-
metnonnua Ha CII m OC B remaTonmrax u KJIeTKaX dHIOTe-
must. TIpefnomoXXuTenbHo, OCHOBHOM KIMHIYeCKnit 3¢ ekt
BOCTUTHYT 3a cueT cTuMynuposaHusa noctymwienus CXKK B
MUTOXOHAPUM ISl [B-okmcneHust u BoicBoboxgenus TT. Ape-
METMOHMH TAaK>Xe YMeHbIIIa/l HAKOIZIeHUe TUIINJ0B U IPOJYK-
LIMIO OKCUIAHTOB [78].

ITnestorponHblil 3¢ deKT afeMeTNOHNHA IOKa3aH U B OTe-
yecTBeHHOM uccnenosannm A.lIO. bapaHoBckoro m coasT., B
KOTOPOM BBIAB/IEHO, YTO IIPMMEHEHNe aJleMeTMOHMHA IIpU
MAJKBII crioco6cTBOBaNO CHIDKEHUIO YPOBHS TPaHCaMMHA3
U DII0KO3bl. KpoMme TOro, oTMeueHbl yMeHbLIEHME YIbTpa-
conorpadmueckoro CII n Hopmanusauus mHpekca MT [79].
ITpumenenne agemernonuna y nauuentos ¢ HACI npuseno
k cHkeHnto yposHa AJIT, ACT, TI, xonectepuHa u HopMa-
nmsauum Y3-KapTuHbl y 60% 00ce0BaHHbIX B MICC/IEOBAHNMN
L. Baiming [80].

ImcTonormyeckue npusHaku xonecrasa npu MAJKBII
BcTpevatoTcs B 27,0-30,1% ciyyaes [81]. BropuuHblil xore-
cras mpu MAJKBII ykasbiBaeT Ha 6o/iee aKTMBHOE TedeHMe
6onesun [81, 82]. CHIDKeHME CUHTE3a SHIOTEHHOIO afleMeTy -
OHIMHA TIPU XpOHMYeCKuX 3abomeBanmsx medenn n HAIKBII
BHOCUT BK/Iafi B pasBUTME BHYTPUIIEUEHOYHOTO XOJecTasa
IIOCPE/ICTBOM YMEHbIIEHNUA aKTUBHOCTU TPAHCIIOPTEPaA XKemd-
HbIx kncnor (Bile Salt Export Pump - BSEP) u HapymeHus
L[eIOCTHOCTU MeMOpaH remarorutoB [83]. dddexkTuBHOCTH
afleMeTOHMHA y nanueHToB ¢ MAJKBII 1 BbIpaskeHHBIM XO-
JIeCTa30M IIOfTBEPXK/ieHa B 06CEPBALIIOHHOM VCCIIE[OBAHNN
M. Virukalpattigopalratnam u coaBr. B uccnenosanme Bkode-
HBI 250 6O/IbHBIX C BHYTPUIIEYEHOYHBIM X0/IeCTa30M Ha (poHe
MAJKBII. BrisiB/IeHbI 3HAYMMO€E CHIDKEHME YPOBHA IeYeHOoY-
HBIX TPaHCaMMHa3 ¥ yMEHbIIeHNE MHTEHCUBHOCTM CUMIITO-
MOB, IPUSHAKOB XonecTasa [84]. Vcmonb3oBaHue amemeTn-
oHnHa y manueHtoB ¢ MAJKBII B coueTaHuu ¢ CMHAPOMOM
XO07lecTasa yMeeT ypOBeHb yOeqUTebHOCTI peKOMeHaanmit B
U YPOBEHDb JOCTOBEPHOCTH JOKa3aTeNnbCTB 3 [7].

OddeKxT mepopanbHOrO ABYXMECAYHOTO Kypca ajeMeTHoO-
HIHA n3ydeH B pabore L. Boming. K xoHuy mccnegoBannsa B
rpyImIe aileMeTMOHMHA B CPABHEHMM C KOHTPOJILHOM I'PYIIION,
nonyvasueit ButamuH C, y 51% wuccnegyeMblx HalyeHTOB
orMedeHo cHypkeHue yposHa TT Ha 30%, ob1ero xonecrepu-
Ha — 6o71ee yeM Ha 20%, a TaK)Ke HOPMa/IM30BaHbI IIe4eHOYHbIE
TpaHCaMIHa3bl. BBIAB/IEHO CyLleCTBEHHOE KIMHUYECKOe YIyd-
LIeHNe: BBIPAKEHHOCTb KOXKHOTO 3y/ja YMEHbIIN/IACh, YPOBEHb
XOJIeCTepMHA IJIa3Mbl KpoBM cHu3micA Ha 10-20%, comepika-
Hue TT B xpoBM yMeHbImMnoch Ha 20-30% [85].

B xnmunyeckux pexomenpanuax no HAJKBII nogyepkny-
TO TAaKoe IIOKAa3aHMe aJeMETMOHNMHA, KaK >Xa/loObl Ha Cia-
6ocTb/yToMnseMocTs [7]. TemarorenHas cmabocTb/yTOMIIsAe-
MOCTb CIIy>KUT CMMIITOMOM, BAMAIOMIMM Ha Ka4eCTBO >KU3HU
MAIMI€EHTOB M OTPAaHMYMBAIOLIVIM BBIIIOJTHEHYE IMYU PEKOMEH-
[ALVIL [0 YBeMMYeHNI0 PU3MIeCKOI aKTUBHOCTH. Psipt mccie-
TOBaHUII I MHOTOLIEHTPOBOE IIPOCIEKTUBHOE MCC/IefOBaHIe
TOKasasy, YTO MpMeM aJleMeTMOHMHA T103BOJIeT YMEHbIINTD
MO0 TAIIEHTOB C TeNAaTOreHHON CIaboCThio/yTOMIISIEMO-
cTbio y manuentos ¢ MAJKBII [79, 86]. OtnenpHO omuchiBa-
eTCcsA aHTUJETIPeCCUBHBIN 3¢ deKT Imperapara, 4T0 0COOeHHO
Ba)XHO Y MAI[MEHTOB C IIeYEHOYHOI AUCPYHKIMEN, TaK KaK
I/ HUX BeCbMa XapaKTepHbl PacCTPONCTBA IMIIOTMMMYe-
CKOro xapakTepa. IIpu aToM yBenuyeHue Tepanuu ajieMeTI-
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OHJHOM IIOBBIIIA/IO JOJII0 IALMEHTOB CO CHIVDKEHVEM 3TOrO
cummroma [87].

B 2012 r. BBIIIIeN CUCTEMHBII 0630 TI0 UCIIOTIB30BAHUIO afie-
MeTHMOHVHA [PV XPOHNYECKMX OOJIE3HSX [eYeHU, B KOTOPOM
[IO{YePKUBAINICh TaKue IPEVMYLIeCTBA afeMeTHOHNHA, KaK
XOpOllIas IIepeHOCUMOCTb, MIHUMAaJIbHbIE II0600YHbIe 3 deK-
TBI, OTCYTCTBJE 3HAUYMMBbIX IIPOTMBOIIOKAa3aHUIL, 8 TAKOKe BO3-
MOXXHOCTD JyIuTe/IbHOrO npumeHenns [83]. Eciu roBoputs o
pesy/IbTaTax KPYyIHbIX METaaHaIN30B, TO IO JAHHBIM CaMOTO
6omburoro n3 Hux (T. Guo 1 coaBT., 11 paHAOMM3MPOBAHHBIX
KIMHUYEeCKUX MCCIefOBaHMIT), BKIouyBLIero 705 malnueHToB,
aJleMeTMOHMH [J0Ka3a/l CBOIO BBICOKYIO 3 PeKTUBHOCTD 1 Oe3-
OIaCHOCTB B JIEYEHNN XPOHIYECKNUX 3ab0eBaHmit evenn [88].

Memoodel koppekyuu HapyweHuti J10

y nayueumoes ¢ MAXKbI1

Koppekius HapylueHnit MMOUAHOTO IpoGus y HALIeHTOB
UTpaeT BAXHYIO PO/Ib B CHIDKEHUN PUCKA CMEPTU Y MHBAJIN-
nusarym. Y manuenToB ¢ HAJKBII n pucnunupmemmeit nerne-
Bble YpOBHM IOKasareneil JIO ompemensroTcss cepfiedHO-CoO-
CYyAUCTBIM pucKoM. IIpy HasHa4eHUM TIMIONMUINEMUYECKON
tepanuy nauyeHTamM ¢ HAJKDBII cxema yedeHus u 1ieneBble
YPOBHM NUINJOB BBIOMPAIOTCS B COOTBETCTBUM C K/IMHUYe-
ckuMu pexoMeHpanysimu «Hapymenus munugHoro o6meHa».
Ha nepBoM sTame O/ JOCTVIKEHUA IIe/IeBBIX 3HAUEHMIl JIM-
nupoB (JIITHII u TT) pekoMeHZOBaHO Ha3HayeHUe CTATHOB
(MHIMOUTOPOB  3-IUAPOKCK-3-MeTWIITy TApUI-KodepMeHTa
A-penykrassl - IMI-KoA) ¢ ypoBHeM y6efUTeNbHOCTI PEKO-
MeHfjalnii A ¥ ypoBHeM JOCTOBEPHOCTH JOKasaTenbCcTs 1 [3].
CornacHoO psAAy CUCTeMaTHM4ecKuX 0630pOB U MeTaaHaIN30B
narn6uropsl I'MI-KoA-penykTassl MMEIOT XOpOLIMII IIPO-
¢unp 6esomacHocTy mpu MAJKBII 1 crocob6CTBYIOT CHIDKe-
HUIO YPOBH: IeYeHOYHBIX TpaHcamuHas [89, 90]. B psape nccre-
[OBaHMII MOKas3aHo, 4To uHruéuropsl MI-KoA-penykrasst y
nanuenTos ¢ HACT u gucnimnnupemueit IpuBOAAT K yMeHbIIIe-
uuto CII, Bocranenus n ®II, ogHAKO [OCTOBEPHO CYAUTH 00
aToM 3(eKTe 3aTPyFHUTETBHO BBUAY MAJOil M3y4YEeHHOCTHU
a¢dexra [89-91].

IIpy Ha3HaYeHVV TUIIONIMIINIEMIYECKO Tepanni Ipon3Bo-
IOUTCsA KOHTPO/b TpaHCAaMMHA3 Yepe3 8-12 Hem OT ee Havasa.
Ecmu AJIT mpesbiiraeT 3 BepXHye TPAHUIIBI HOPMBIL, IIperapaT
oT™eHsercA. Y nanuentos ¢ HACT 1 ncXofHO MOBbIIIEHHBIMUI
nokasarenamu AJIT BMecTo BepxHeli rpaHMLIbI HOPMBI CTIeflyeT
VICIIOTb30BaThb McXoxHbI ypoBeHb AJIT [3]. B To xe Bpems He-
00XOMMO yIMUTBIBATh TOT (AKT, YTO OIACeHNe 3a HOBpeX/e-
HUe NeYeHU ABJIAeTCA OJHNUM M3 ITIaBHBIX MOTMBOB OTKa3a B
Ha3Ha4YeHNM CTaTVMHOB MaIieHTaM MM OTKa3a OT UX Jja/IbHell-
mrero npuema. JJaxke He3HaUNTE/IbHOE MCXOLHOE IpeBbIIeHNe
YPOBHS IIe4eHOYHBIX TPAHCAMIHA3 MOXKET BbI3BAaTb HEMOTMU-
BMPOBAHHYIO TPEBOTY Bpaya U IallieHTa.

IIpn HemOCTaTOMHOM JMIMACHIDKaoLeM ¢ dekTe craTu-
HoB manueHTaM ¢ MAJKBII n pucnunupemuest pekoMeHO-
BaHO IPYCOENNHEHNE K Tepaly a3eTumubda B fose 10 mr/cyT
C ypoBHeM yOemuTelbHOCTYM pPeKOMeHfauuii B 1 ypoBHeM
[IOCTOBEPHOCTM MOKasarenbcTs 2 [3]. D3eTumu6b 6Grmokupyer
neperocuuk creponoB (Niemann-Pick Cl-Like 1) na amu-
KaJIbHOJ MeMOpaHe 3HTEPOLMTOB, YTO CHIDKAeT BCAchIBaHUe
aIMIMEeHTapHOro xonmectepuHa. KomOyHanms cratmHa ¢ 33e-
TUMUOOM COXpaHseT O/IaroNpUsTHbIE CEPHEYHO-COCYAMCThIE
addexrr! y nanuentos ¢ MAJKBIIL. MeraaHanns 6 KIMHUYe-
CKUX VICCTIE[lOBAHMIT IPOJEMOHCTPUPOBAJI, YTO IPUMEHEHME
93eTMIba NPUBOAMIO K CHIVDKEHMIO YPOBHS TPaHCAMMHA3
u I'TT, ymenbiennto npossnenns CII 1 6a/IOHHOI AUCTPO-
(UM remnaToLUTOB, HO NPU 9TOM He CIIOCOOCTBOBANO CHIDKe-
Huio Bocnanenys u ®IT [92]. B To e Bpems B ApyroM MeTa-
aHa/mM3e 93eTMMM6 CHyDKan akTuBHOCTb CI, HO He BIMST Ha
BoipaxkeHHOCTDb CII [93]. [laHHbBIe pasmnuMsi B BBIBOLAX [BYX
MeTaaHa/IN30B MOIYT OBITb IIPOAMKTOBAHBI MA/IBIM KOIMYe-
cTBOM mccefoBanmit. KomOuHanus a3eTrmMmba co CTaTvHOM B
OTKPBITOM paHZOMM3MpoBaHHOM uccregoBanuy ESSENTIAL
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yMeHbIIIajIa COTepKaHMe XXIpa B IIeYeHN IIPY OLleHKe METOfIOM
MPT-PDFF [94]. B ciyyae momy4eHns HaHHBIX 332 Pa3BUTHE
LITT peKoMeH/I0BAaHO BO3/IeP>KaThCs OT IIPUMEHEHNS 93€TUMM-
6a (kmacc B-C no Yaitnpa-IIbio).

B xkmmHMyeckux pekoMeHpauuAx no Hapymenuam JIO or-
Ie/IbHO OTOBAapMBAaeTCsA JiedeHMe IAIIeHTOB C TUIIepTpPUIIU-
nepunemueri. HasHaueHue cTaTMHOB NPUBOIUT K CHVDKEHUIO
VX YPOBHSA, OHAKO OHO He BCeT[ja IOCTAaTOYHO IS TOCTIDKe-
Hus neneBbix nokasareneit. [lanmentam ¢ MAJKBII u runep-
TpuUrIMLepuaemMuei ¢ Lenbio ymMeHblieHnsa yposHsa TI u CII
BO3MO>KHO Ha3HayeHMe 3/1KO3aIleHTaeHOBOI KUCTIOTHI (oMera-
3-TT, Bkmtodast apyrue spupsl 1 KUCIOTHI) B fo3e 4 T/CyT Win
¢ubparos [3, 7, 95]. B uccnegosanun REDUCE-IT ¢ yuacTu-
eM 8179 malMeHTOB JOKa3aHO IONOXKUTEIbHOE BIIUAHIE OMe-
ra-3-KIC/IOT B COYETAHMY CO CTATVHOM Ha «TBepJible» KOHEYHbIE
TOYKM — CEpPAEYHO-COCYAMCTDIe coObITHs [96]. B BOITHOM Crte-
HOM IDTa1e60-KOHTPOIUPYEMOM PaHTOMIU3MPOBAHHOM K/IMHMU-
YeCKOM JICCTIelOBAaHMM HasHaYeHMe oMera-3 B jjose 2,4 I/cyT y
manyeHToB ¢ MAJKBII X0Ts 1 He B/MATIO Ha TUCTONIOTMYECKIIe
mapamerpsl HACI, HO cHmxano yposesb TT' y manmeHToOB 110
CPaBHEHMIO C IIale60 6e3 YBeMMUeHNs Cepbe3HbIX MTOOOYHBIX
addexTos [97]. B T0 >ke Bpemsi B [pyrOM UCCIELOBaHUM, B KOTO-
POM cofiepKaHye >KMpa B ITeYeHN OIpefie/IsUIV C IOMOIIBIO Mar-
HUTHO-PE30HAHCHONM CHEKTPOCKOINY, MTO3BO/AIOLIEN TOYHEE
OLIEHUTD COflep>KaHNe XKIpa B IIe4eHN B LIeJIOM, I0KAa3aHO, 4TO
Kypc KOMOMHaIMell OMera-3-KICI0T — KOMOMHaIMel OKo3a-
TEKCA€HOBOJ KVC/IOTHI U 3/IKO3aIleHTa€HOBOV KIC/IOTHI B JI03€
4 r/cyT - yMeHbIIaN cofiepykaHue xupa B edenn [95]. ITo man-
HBIM MeTaaHa/IN30B, OMera-3-KICIOThl MOTYT CHU3UTb COfep-
JKaHIe XIpa B [IeYeHN, [IOKa3aTe/y IIeYeHOYHBIX (PepMEHTOB U
mnnupoB Kposu [98-100].

V3 rpynmst ¢pubparos maunentam ¢ MAJKBII u runeprpu-
IIMLepuieMueil ¢ Le/Ibl0 CHIDKEHUA CepAedHO-COCYAMCTOrOo
pUCKa M YpOBHA TpaHCaMMHA3 PEKOMEHNIyeTCs Ha3HadeHMe
¢denodubpara B fo3e 145-200 Mr/cyT Kak OFHOTO M3 CaMbIX
6e30MacHbIX ¥ M3YYEHHBIX IIpefcTaBuUTenell Kmacca [3, 101].
YpoBeHb ybenuTenbHocTH peKoMeHpanuit — C, a ypoBeHb JI0-
CTOBEPHOCTH HOKa3aTeNnbCTB — 5. CylecTBYIOT IMIIb TEOPETH-
YecKye MPEeAIIOChIIKI ¥ HAaHHbIE SKCIEPUMEHTANIbHBIX pabor,
COITIACHO KOTOPBIM (peHOpMOpaT MOXKET OKa3bIBaTh IO3UTUB-
Hoe BiusHye Ha MAJKBII [7]. Kpymnnble uccnefosanms o us-
ydennio Bsanus ¢pubparos Ha HAKBII He posomyn. [Tpn
HazHaueHUM GeHopMOpaTa B IEPBbIil TOF IeueHNs Tpedyercs
IPOBOAMUTb KOHTPO/b YPOBHA TpaHCAaMMHA3 M KpeaTMHUHA
Kak/iple 3 Mec, a IIpY COBMECTHOM IIPMMEHEHMN CO CTaTMHAMM
MTOBBIIIAETCS PYUCK pabgommonusa [3].

VHrMOuTOpsl IMpONpPOTENHOBOJ KOHBEPTasbhl CyOTMIN-
3uH-KekcrHa Tuna 9 (PCSK) ABIAIOTCA HOBEIIIINM CPECTBOM
koppexkuun JIO 1 NpencTaBIAOTCA NePCHEKTUBHBIM Ipera-
parom npu MAJKDBIIL B xnmHuYeckoi mpakTuKe U3 JaHHON
TPYIIIBL MCIONb3YIOTCS 9BOMTOKYMab, amnpokymMad 1 MHKIIM-
cupaH. [Tony4eHHble JaHHBIE TOBOPAT O TOM, YTO MHTMOUTOPBI
[IPOIIPOTENHOBOI KOHBEPTa3bl CYOTMIM3MH-KEKCHMHA THIA 9
MMEIOT XOPOIINit TPOGNIb 6€30IIaCHOCTI ¥ MOTYT UCIIOIb30-
BaTbCA Jjake IpY MeYeHOYHO! HefocTaTouHOCTH. OHM MOTYT
OKasbIBaTb O/IarOpISITHOE BO3fieiicTBIe Ha TedeHrte MAJKBI],
OIHAKO KayeCTBEHHBbIE VCCIENOBaHMs IIOKA He BBIIOTHSIN.
B He60/mbLIOM paHJOMUSMPOBAHHOM McCIefoBaHum y 40 ma-
LIMEHTOB C reTepPO3UTOTHON CeMeHON IUIIePANUNINIeMUEi I10-
Ka3aHO paspellleHMe paHee AyarHocTuposaHHbIX MAJKBII n
HACT nocre 1 rofa nedeHnst 9BOIOKyMaOOM WM aTMpOKyMa-
60M [102]. O4eBUIHO, YTO HEOOXOMMMBI Ia/IbHENIIIINE UCCIENO-
BaHUA [/ ONIpefie/leHNs ONTUMA/IbHOM TaKTUKY NIPYMeHeHM
3TUX Ipenaparos y nauuentos ¢ MAJKBIL

Kak ommcaHo paHee, Ipy M3y4eHVUM pAJa IelaTOTPOIIHBIX
IIperaparoB 13 MepBOil TPYIIbI OmMcaH 3P deKT CHIDKEHN B
kposu yposua TT u JITTHII/JITIOHII [80, 86]. B To ke Bpems
paccMOTpeHMe JJaHHBIX IPeNapaToB MMEHHO KaK IIO/THOLIEH-
HOVI JIMIIVACHVDKAIOLIElT TePaIny B HACTOsIIee BpeMsi He 060c-
HOBaHO. XOTA B KIMHNYECKUX pexoMeHpanuax no MAJKBII
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B pasfiene 1o HapymeHusaM JIO m OroBopeHO COBMeCTHOE
JCIIONIb30BAHME CTAHJAPTHONM JUINZCHVDKAIOLIEH Tepanumu
(craruHOB, 33eTuMnba 1 nHrMO6UTOPOoB PSK9) B KOMOMHALIM
¢ TakuMu npenapartamy, kak YJIXK, maHHbII Ipemapar He
MOXKEeT IMO3UIMOHMPOBATbCA KaK ITOJTHOLEHHAs a/bTe€pHATH-
Ba MUNMICHIKAIOLIEl Tepaluy ¥ He BXOOUT B CTaHJApPTHbBIE
cXeMbl JedeHusa pucmumupeMuu [3]. B koHTekcTe Tepamum
MAJKBII wucnonp3oBaHue ajjeMeTMOHMHA IpeACTaB/IAeTCA
HambojIee PAIMOHA/NBHBIM BBIOOPOM, TaK KaK JaHHAs MOJe-
Ky/la uMeeT 6/aronpuATHbIN Ipoduib 6e30IMacHOCT U [O-
Ka3aHHYI0 KIMHUYEeCKYI0 3(QeKTuBHOCTD. VcrompsoBaHye
aJleMeTHOHMHA BO3MOXKHO KaK [1€pOPa/IbHO, TAK M BHY TPUBEH-
HO C JAJIbHEMIINM IIePEXOJOM Ha JIJIMTENbHBIN ITePOPaNbHbIN
npueM ot 1 mMec. CiefoBaTeNbHO, TepaneBTUYecKas CTPaTerns
npu MAJKBII, ocno)XHEeHHO AMCIMIUEMIeI, IpefIoara-
erT puddepeHPOBAHHBIN IOAXOM: KOPPEKLA HapyLIeHMI
JIO ocymecTBisgeTca B paMKaX CTaHJAPTHOI TUIIONUIINTE-
MUYECKOI TEPANMM COITIACHO [EVICTBYIOIIMM KIMHUYIECKUM
peKoMeHfalMAM, B TO BpeMsA KaK /IS HMaTOreHeTUYeCKOro
BO3JIE/ICTBMA HA IIeYeHb M KYNMPOBAHMA CONYTCTBYIOMINX
ACTeHMYECKUX IPOAB/IEHM, TAKMX KaK IOBbIIIEHHAsA YTOMIIA-
€MOCTb, MOXKeT PaccMaTpMUBaTbCA Ha3HAUeHMe afleMeTHOHNHA,
006/1aJaI0IIero JOIOIHUTENBHBIM HOTOKUTENbHBIM 3¢ deKToM
Ha JAHHYIO CUMIITOMAaTHKY.

3aknoueHune

OcnoBHol! npruynHO¥ cMepty nanyeHToB ¢ MAJKDBII asmna-
torcsa CC3. Ilopaskenne neyenn Bcnenctsue MAJKDBII cBasano
C LIe/IbIM KAaCKafjOM IAaTO(U3NOIOINYeCKIX MEXaH3MOB, IIOBBI-
maromyx puck passutusa CC3, 0OCHOBHBIM U3 KOTODPBIX fBJIA-
etcsa Hapymrerue JIO. IIpumenenne afeMeTnoHVHa (TIpemapara
Terrtpasn®) MO3BO/IsET IOTIOXWUTENIBHO BO3JEICTBOBATb Ha Te-
MaTOLMTBI, CHMYKAsA BOCHA/IMTENIbHBIN M TUTOMUTUIECKUIL IPO-
1IeCC, TEM CaMbIM OKa3blBasl [JOIIOTHUTENIbHBIN MUIIMICHIDKAIO-
VIt ¥ aHTMOIPOTeKTUBHbIT 9 dekT. brarogaps mokasaHHO
3¢ dexTUBHOCTY U O/IarONpUATHOMY NpoduIo 6e30macHOCTH
aJileMeTMOHVH SIBJLIETCA MperapaToM BeIOOpa [Is TedeHns ma-
1ueHToB ¢ MAJKBII, KoTOpbIit MOXKET MCIOIb30BaThCs B KOM-
OGUHALMY C TIOTTHOLIEHHOM JIMITM/CHIDKATOIel Tepanyeit. B k-
HIYECKOI1 IPaKTMKe KapAMoIoraM BayKHO OLIEHUTD Y IALlIeHTOB
¢ HapymeHuAmu JIO ypoBeHb Ile4eHOUHBIX TPaHCAMIHA3 1 3HA-
yeHne uHpekca FIB-4, npyu HeOOXOQMMOCTH MX HANPABISIOT K
CME>XHOMY CIIELIMa/IACTY, TaK KaK Kypauyst 6onpHbix ¢ MAYKBIT
TpebyeT MyIbTUAUCLUAIUIMHAPHOTO ITOfXO/A.

PackpsiTiie MHTepecoB. ABTOP [eKIapUpyeT OTCYTCTBHUE
SIBHBIX /1 IOTEHIMa/IbHBIX KOH(IMKTOB MHTEPECOB, CBS3aHHbIX
¢ my6IMKaIueit HaCTOsIel CTaTbI.
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