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TEPMUWHBbI 3) MeTaboNiM4eCcKM accouuMnpoBaHHaa  KupoBas
HupoBass 6onesHb nevyeHu (XKbBIl) / cTtearo3Has 60/1€3Hb NEYEeHM B COYETAHUU C ynoTpebrieHnemM 136bITOY-
60N1e3Hb Ne4YeHU — OO6LWNN TEPMUH, OO6BEAMHSAIOLL NN HOrO KOJIMYecTBa askoross;

naToNornyeckne coCTosiHUSA, MPU3HAKOM KOTOPbIX ABASET-
Csl U3GLITOYHOE HAKOMEHMEe NUNUL0B B NeYeHW, BKIOYA-
IoWKnM cnegyrowme 3abonesaHns / rpynnbl 3a60feBaHNi:
1) meTabO/NMYECKM accouMMpoBaHHaa XKuposas
60ne3Hb nevyeHn (MAXKBIN);
2) ankorofibHas 60/1€3Hb NEYEHH;

4) >xmpoBasn 60n1e3Hb NeveHu cneumdruiecKom aTMoIornu;

5) KpunToreHHas }upoBas 60/1e3Hb NEeYEHM.

KupoBasa gereHepauusa ne4yeHn / napeHXMMaTo3HbIX
OpPraHoB (CVH.: XXnpoBas ANCTPOdUS, CTeaTtos) — CTPYKTYp-
Hble HapyleHua obmeHa uuTonna3MaTUiecKux NUNUMAOB,
KoTopble MOP®ONOrMYecKn MNpoABAAIOTCA YBEIMYEHUEM
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

HaKoOMNEHWS NIMNUA0B B KNETKax, FAe OHW BCTPEYatoTCs B HOP-
MasfbHbIX YCNOBWSX, NOSBNEHWEM WX Tam, r4e OHWU 06bIYHO
He BCTpeyatoTcsl, M 06pa3oBaHMeM KMPOB HEOOLIYHOTO XUMHU-
4eCKoro coctasa.

MeTa6onmM4yeckn accouuMupoBaHHasa KupoBas
6one3Hb neyeHu (MAXBIT; paHee TEpMUH «<HeaslKorosibHas
¥XUpoBas 60/1e3Hb NeYeHW») NnpeacTaBnsgeT cobomn accouna-
LMIO cTeaTo3a neyvyeHu ¢ n36bITOYHOW Maccon Tena / oxupe-
HMeM n daKTopaMn KapanomMeTaboInyecKoro pucKa.

MeTa601M4ECKM accOLMMPOBaHHbIN cTeaTorenaTut
(MACT; paHee TEpMUH «HeasIKoro/bHbIA cTeaTtorenatum) —
CM. onpejaeneHune HeanKoronabHOro cteatorenatuTa.

HeankoronbHass XupoBass 60Jle3Hb NEYEHH
(HAXKBI) — rpynna 3aboneBaHui, BKJOYaolas B cebs
CcTeaTo3 MeYyeHu M HeaNKorofibHbIM cTeatorenatuT, obuen
XapaKTepPUCTUKOM KOTOPbIX ABNSETCA N36bITOYHOE HaKone-
HWE XM1pa B NEYEHM.

HeankoronbHbin cteatorenatut (HACI) — dop-
Ma HAMBI, rMcTonorn4yeckn xapakTepu3yeTcs Haauyu-
eM cTeaTto3a, N06yNsipHbIM M MOopTalibHbIM BOCMANEHUEM.
bannoHHas guctpodusa renaToumToB, SBASOWancs ob6a3a-
TeNbHbIM TMCTONOMMYECKUM KOMMOHEHTOM CcTeatorenatuTa
y B3pOCAbIX, Y AeTEN MOXKET OTCYTCTBOBATb.

MapameTp KOHTPONIUMPYEMOro 3aTyXaHUs yibTpa3ByKa
(controlled attenuation parameter) — oTHocuTCA K ynbTpa-
3BYKOBOW METO[MKE OLEHKM CTeaTo3a MeyeHW, OCHOBaH
Ha CBOMCTBE YNbTPa3BYKOBbLIX CUTHaNOB «3aTyxaTb» B TKa-
HAX, COAeprKalLMX XMUp (ocnabneHune curHana npoucxoauT
NPONOPLMOHaNbHO CTEMNEHU CTeaTo3a).

MepunaTtpuueckana ¢opma XUPOBOW GONIE3HU Neye-
HU — OOWMN TEePMWH, NOAYEPKMBaKOWMMN OCOBEHHOCTU
3TUOJIONUMN KUPOBOK OGONE3HU MEeYEeHU y feTen C BbICOKOM

4acTOTOM BbIIBNIEHUSI BPOXKAEHHbIX HapylWeHUn / «OWnBOoK

meTabonuamar. BblgenaioT cnegylowme Tunbl neguatpuye-

cKow XKBIT:

e 1-W TN — XMpoBas 60Me3Hb MEYEeHN KaK cneacrave
BPOXAEHHbIX HapyweHun meTabonnama (y B3POCIbIX
nauuMeHToB 3TOMY COCTOSIHMIO COOTBETCTBYET XMpoBas
60/1e3Hb NeYeHn cneyndu4ecKom aTMoONOrnn);

° 2-i TMN — MeTaboNMYeCKM accoLnmpoBaHHas 601e3Hb
neyYeHu;

°  3-I TMN — XupoBas 60/1e3Hb NeYeHN HeyCcTaHOBIEHHON
3TMONOMUKN (Y B3POCAbIX NALMEHTOB — KPUNTOreHHas
*uUpoBas 601e3Hb NeYeHHu).

MpoTOHHAA MNAOTHOCTb XMPOBOW TKAHWU NMEYEeHUn —
onpegensercs nNpu NPoBeAEHUMU MarHUTHO-PE30HAHCHOWM
Tomorpadum (MPT), paccynTbiBaeTcs KaK OTHOLIEHWE Mpo-
TOHHOM MNJIOTHOCTU (KOAMYecTBa MPOTOHOB) MEYEHOYHOrO
Upa K 06LLEen NPOTOHHOM MOTHOCTU NeYeHU (KonnmyecTBy
NPOTOHOB *KMpa U BOAbI).

Ctreato3 neuyeHn — dopma HAXKBI/MAXBI, koraa
NpPY aKKYMYNaLmMK XKupa B Ne4eHn UMeeT MeCTO HaKoneHue
nunuaoB 6onee 4eM B 5% renatounTtoB (https://cr.minzdrav.
gov.ru/preview-cr/748_2). Mpn 3TOM Ha GOHE MaKpOBE3U-
KYNSIPHOTO OTNOXEHMUS MUpa OTCYTCTBYIOT MPU3HAKK Bocna-
NIEHUS UM OTMEeYaeTCsd MUHUMAaIbHO BblpaXKeHHoe no6ynsp-
HOe WK nepunopTasbHoe BocnaneHue.

AUROC — cTaTUCTMYECKMA MeTo[, MCMONb3YIOLNNI-
Cq AN OLEHKM KayecTBa MNPOrHOCTUYECKUX MOAENEN.
MHTepBanbl 3HavyeHns AUROC yKkasbiBatoT Ha YpOBEHb Kaye-
CTBa gnarHoctuyeckon mogenu: ot 0,9 go 1,0 — OTAMYHOE;
ot 0,8 go 0,9 — oyeHb xopouwee; ot 0,7-0,8 — xopoulee;
Huxe 0,7 — yaoBneTBoputenbHoe; Huxe 0,6 — HeyaoBneT-
BOpPUTENbHOE.
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ONPEAENIEHUA

HAXXBI — xpoHunyeckoe 3aboneBaHWE MeYeHU MeTa-
6ONMYECKOr0 reHesa, xapakTepuaytlolleecs M36bITOYHbIM
HaKOM/JIEHWEM KMpa (C BbIIBNEHUEM MaKPOBE3UKYNSAPHOIO
cTeato3a 6onee 4em B 5% renatoumtoB) Mpu MCKOYe-
HUW FrEeHEeTUYecKux 3aboneBaHui, MHOEKLUMI, BO3AENCTBUS
9K30reHHbIX GaKTOpOB (3TaHoMa, NEKAPCTBEHHbIX Npena-
paToB, ronojaHus v T.4.), Bbi3biBalowmx cteato3. HAMBI
BK/IlOYAET ABa NaTO/0OMMYECKMX COCTOSIHWUSA: NPOCTOM cTea-
T03 1 HACT [1].

MNeyeHb ABASETCA K/OYEBbIM OpPraHoM, y4acTBYHOLWMUM
B MeTabo/In3me 1 TpaHcnopTe NMnuaoB. N36bITOYHOE HaKo-
nneHue NMNUAOB M3-3a HapyLIEHUI perynaumm mx metabo-
nm3ma o6yc/nioBAMBaET pa3BuTUE rpynnbl 3aboneBaHui,
BK/IlOYAlOLLE HEaNKOrofibHY0 XMPOBYHD 60/€3Hb nede-
HW (HAXKBIT) n HeanKkoronbHbi cTeaTorenatut (HACK) [2].
HAMXBIl MOXeT B KOHEYHOM WUTOre npuBECTU K LMppo3y
neyvyeHn u renaToLEeNtONAPHON KapuuHome. C MOBbIWEH-
HbiM puckom HAMXKBIT cBA3aHbl MeTabonmyeckas AUCPYHK-
LUMSA, M3ObITOYHbIA BEC / OXKMPEHME W CaxapHbii Ouabert.
B KOHCEHCYCHOM 3asiBNeHUU MEXAYHAPOAHbIX 3KCNEepToB
oT 2020 r. aTt0 3ab6oneBaHne ObII0 ONPeaeseHO Kak MeTa-
601M4YEeCKM accounnpoBaHHasa 6one3Hb nedyeHu (MAFLD)
[3-6].

Mpu meTabonnyeckoM cuHapome y nogasnstowero 60/b-
wuHcetBa peructpupyetca HAXKBI, koTopas npeactaBnser
COOGON LIMPOKUIM CNEKTP MMCTONATOIOMMYECKUX UBMEHEHWN,
BapbupytoLmx oT npoctoro cteato3da Ao HACI ¢ ¢pnbpo3om
nnu 6e3 HEro 1 B KOHEYHOM CYETE LiMppPO3a NeYeHn u rena-
TOLIE/UIIONIAPHON KapUWMHOMbI, B TO BPEMS KaK MpPOCTOM
CTeaTo3 MNeyeHu, Nno-BnaMMoMy, SBNSETCS AOBOSIbHO 6e3-
06GWAHLIM NPOSIBNEHNEM HAKOMNEHNUS B HEN TPUIMMLIEPUIOB.
TeM He MeHee, HaKoMIeHWe BbICOKOTOKCHUYHbLIX CBOGOAHBIX
UPHbIX KUCNOT, Bbl3BaHHOE WX MacCUMBHOW MoO6GWNIM3a-
LMEN M3 KMPOBOW TKAHW, PE3UCTEHTHOCTBLID K MHCYIWHY,
N YBEIMYEHWE CUHTE3A HUPHbIX KUCNOT de Novo B MeYeHu
M3 NIOKO3bl ABMSETCA «NepBbiM GaKTOPOM pUCKa» pasBu-
Tna HAMXKBI. MporpeccupoBanne HAMXKBI, no-snanmomy,
CBSI3aHO C BO3HWKHOBEHWEM «MapannefibHbiX MHOXKECTBEH-
HbIX MOPa*KeHWw», TaKUX KakK AUCOYHKLUMUS MUTOXOHAPWHA,
Bbl3BaHHAs OKWUC/IUTENbHLIM CTPECCOM, CTPECC 3HAOoMNa3-
MaTU4YEeCKOro PETMKYIymMa, Bbi3BaHHbIA 3HJOTOKCMHAMM,
TLR4-3aBucumoe (TLR4 — toll-nogo6Hble peuenTtopbl 4-ro
TMna) BbICBOGOXAEHWE MPOBOCMANUTENbHbBIX LIMTOKMHOB,
neperpy3Kka »ene3oM M MHOrue apyrve. T naToreHHble
daKTopbl OTBETCTBEHHbI 3@ 3aMyCK psijia CUrHabHbIX NPO-
BOCMaNIUTENbHbIX KacKajoB, BeAyLKMX K rMGenn KneTok
1 GMGPO3Y, KOTOPbIE U ABNSIOTCH NPU3HAKaAMM, OT/IMYAIOLLN-
Mu HAXKBM ot HACT [7].

MpocTon cTeaTto3 — COCTOSHME, NMPU KOTOPOM BbisiB-
naeTcs MaKpPOBE3UKYNSAPHOE OT/IOXKEHWE XUpa B renarto-
LMTax Npu oTCyTCTBMM NPU3HAKOB BocnaneHmsa n ¢uéposa
B MEYEeHW MW NPU HaMYUM HEe3HAYUTENbHOro No6ynap-
Horo BocnaneHus. MNpu coxpaHsaowmxcs GakTopax pucka
NPOCTON cTeaTo3 MOXeT npuobpeTaTb MPOrpeccupyto-
liee TeyeHne ¢ pas3ButMeM ¢GubpoO3a, HO CKOPOCTb €ro
NPOrpeccupoBaHMs 3HaAYUTENbHO MEANIEHHEE, YeM
npu MACI/HACT [8].

HACIT — xapakTepu3yeTcs cTeaTo30M, BHYTPUAO/bKO-
BbIM BOCMaseHueMm, GanioHHOM AereHepauunen renaToum-
TOB W MOXET NpoTeKaTb C Pas3BUTMEM MEPULEHTPANBHOIO
U NepucuHycomnaanbHoOro (pexe nopTtanbHoro) ¢ubposa.
[Ons peten, B OTIM4ME OT B3POC/bIX, 6an/IOHHasa AereHepa-
umMs renatounToB HexapakTepHa. HACI aBnaeTca nporpec-
cupytowen dopmon HAMBIT ¢ puckom pasButmus UMppo3a
neyYyeHu, renaToLeNNIIONSPHON KapLUMHOMbI, a TaKKe cepaey-
HO-COCYANCTbIX 3ab60NeBaHUM U UX OCNIOXHEHWUI [1].

OaHaKo faHHble TEPMUHbBI TPYAHO Ha3BaTb YMECTHbIMU
B NeavaTtpun B CBA3M Ka3YUCTUHECKUMMMU Clly4asMu anKko-
rONIbHOTO NOpa*KeHUs nevyeHun. Ncxoasa n3 aToro, NpeanoxKeH
HOBbIM TEPMUH, NOAYEPKMBAIOLLMI 3HAYEHUE B NaToreHese
MeTaboNMYECKMX HapyLWweHnn, — MeTaboIMYeCKN acCoLnn-
poBaHHas XupoBas 60ne3Hb nedeHn (MAXKBN) [9].

MAXBI (cm. HAXKBI) — BapuaHT HAXKBI (B HacTo-
qulee BpeMs CTeaTO3HOW/XUPOBOW OGONE3HU MNEYEHMU),
XpOoHWYecKkoe 3abonieBaHne NeYeHn, xapaktepuaytoLieecs
M36bITOYHBIM HAKOMEHUEM XMpa, CBA3AHHOE C U36bITOY-
HOM Maccon Tena / OXXUPEeHUeM, WMHCYNUHOPESUCTEHTHO-
CTbl0, CaxapHbiM AuabeTom 2-ro Tuna, AUCAUNUAEMUEN
N XPOHUYECKMM HecneumdPpuyeckMM BOCMNaNEHUEM HU3-
KOW CTeneHW aKTUBHOCTW MPU UCKIIOYEHUN FEHETUYECKUX
3ab60sieBaHn, UHOEKLMI, BO3LENCTBUA IK30rEHHbIX dak-
TOPOB (3TaHONa, NeKapCTBEHHbIX NpenapaToB, ronogaHus
W T.4.), Bbi3biBawowWwmnx cteato3d. MAMXBI npeactaBnser
CO60M MevyeHOYHOoe MPOSIBIEHUE CUCTEMHbIX MeTabonu-
YECKUX HapyLeHUN n aBNaeTcs He3aBUCUMbIM baKTopom
pucKka 6onee TAXKENoro Te4yeHus M HebnaronpusaTHOroO
NPOrHo3a cepaeyHo-coCyanCTbIX (M, BEPOSATHO, MOYEYHbIX)
3a60/1eBaHNI KaK BO B3pOC/IOM, TaK M B IETCKOM BO3pacTe
[10, 11]. MAXKBI (cm. HAXKBI) BKkNtovaeT B cebs ABa naTto-
JIOFMYECKMX COCTOSIHUSA: MPOCTOM CTEaTo3 U cTeaTorenaTmT
(MACT — paHee HACI).

OnardHo3 MAXBIT [12] cTaBUTCS Ha OCHOBaHWKU Hanwu-
4Yus cTeaTo3a NeyeHu (BbIABAEHHOro MNo pesynbratam
ynbTpa3ByKkoBoro (Y3W) unu apyroro Bu3yanansunpyrowero
MeToAa uccnegoBaHms NM60 TMCTONIOMMYECKUMM METOAOM)
y NauneHToB C M36bLITKOM MaccChbl Tena / OXUpPEHUeM
npu HanMyiun AByx n 6onee GakTopoB Kapanmometabonu-
4eCKOro puckKa:
® OKPY)KHOCTb }KMBOTa 6onee 90-ro nepueHTUNa Ans BO3-

pacTa, pocTta v nona;

° HapyweHue MeTabonvM3ma YrneBofoB (MtOKO3a HaTo-
wak > 6,1 mMMonb/n, nocTnpaHauanbHas rnKo3a
> 7,8 mmonb/n, HbAlc > 5,7%) nnm caxapHbli auabet
2-ro TMNa;

° MoBblleHWe apTepunanbHoro gasneHunsa (AL)>130/85 mm
pT. CT. unn 6onee 90-ro nepueHTUNs Ans Bo3pacTa,
pocTa v nona;

° Tpurnuuepuabl B naasme > 1,7 MMOJb/1;

®  XOJIECTEPUH NIMNONPOTEMHOB BbICOKOW MnoTHocTu (JIMNBI)
B nna3me < 1,03 MMob/N — KPUTEPUI METABOTMYECKOTO
cuHapoma (MC) y neter no IDF (cootBeTcTBYeT 40 Mr/an).
MACTI — cm. onpenenenue HACT.

3TUOJIOTUA U NATONEHE3

B HacTtoswee Bpema MAXBIl paccmatpuBaet-
Ccl KaK MynbTudaKTopHaa naTtofiorus, pasBuBaloLascs
B peayfnbTate CMOXHOro B3aMMOAENCTBUS IKONOMMYECKMX,
reHeTUYECKMUX U INUreHeTMYecKux paktopos [13].

[okazaHHble daKTopbl pucKa pa3sutnag MAXKBI npea-
cTaBfieHbl B Tab. 1.

CTeaTo3 neyeHu, SBASIOWUNACS KOYEBbIM NPU3HAKOM
MAMBI, pa3zBuBaeTcs B pe3y/nbraTe HapyLlweHHOro 6anaHca
NIMNUAHOIO romeocTasa neyvyeHn BcneacTaue:

1) M36bITOYHOro MNOCTYMNIEHUS JHEPreTUYECKUX Ccyo-
CTpaToB, MPEWMYLECTBEHHO YrNEBOAOB, XMPHbIX KUCNOT
M xonectepuHa. K OCHOBHbIM MCTOYHMKAM CBOGOAHbIX
(HeaCcTEPUDULMPOBAHHbLIX) XMPHbLIX KUCAOT, MOCTyNatoWwmx
B NeYeHb, OTHOCAT UX NOBbILEHHOE BbICBOOOXKAEHWE U3 aan-
nouuMTOB B pesynbrate aMnonusa (0Kkono 60%), KOHBEPCHUIO
yrneBofloB B nevyeHun (nunoreHes de novo — 26%) n n30bi-
TOYHOe noTpebnerHne }upos B nuuy (14%) [14, 15];

2) AWCOYHKUMKM opraHenn renatouMToB, YHaCTBYIOLLMX
B MeTabo/In3mMe (OKMUCNEeHUN) NUMNO0B;

PEDIATRIC PHARMACOLOGY. 2025;22(2)
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Ta6auuya 1. ®aktopbl pucka pa3sutua MAXKBI B netckom Bo3pacTe [11, 13]

Table 1. Risk factors for developing MALFD in childhood [11, 13]

daKTopbl pUCKa

OcoGeHHOCTH

CewmeiHble GpaKTopbl

e MAXBIly poautenew
° OXwupeHue y matepu

[MpeHaTanbHble GaKTopbI

e [ecTauMOHHbIM Anabet 6epeMeHHOowM
e My)KCKOM Nofl BHYTPUYTPOGHOro pebeHKa
* Hu3kas Macca Tena peGeHKa Npu poXaeHUK

leHeTu4eckune dpaKTopsbl

BbisiBneHve cnepytowmx reHoB:

o PNPLAS3 (patatin-like phospholipase domain-containing
protein 3) — reH 6enka 3, coaeprkallero natatTMHONo406HbIN
nomeH dpocdonunasbl

TM6SF2 (transmembrane 6 superfamily member) —

reH TpaHcmem6paHHoro 6enka 6 cynepcemeincraa 2

MocTHaTanbHble GaKTopbI

e [pynHOe BCKapManBaHWe MeHee 6 mec
e [luTaHue ¢ 36bITOYHbIM NOTpebneHneM GpPyKTO3bl

MeTabonunyeckue GpaKkTopsbl

o LleHTpanbHoe oxu1peHue
MHCYNMHOPE3NUCTEHTHOCTD
* M3MeHeHMe COCTOAHUA KULLIEYHON MUKPOBHOTbI

lMpumeyarHne. MAXKBI — meTabGonn4yecKn accoLMmpoBaHHas xuposas 601e3Hb NeYeHMu.

Note. MALFD — metabolic-associated fatty liver disease.

3) HapyweHHOro BbiBELEHUSA MMNUA0B U3 renaTtoLmToB
¢ 06pa30BaHUEM JIMNONPOTEMHOB OYEHb HU3KOM MIOTHOCTHU
(INoHM) [6].

B oTBET Ha U36bLITOYHOE HAaKOMJIEHUE NUNUAOB B NEYEHU
NPOUCXOAMT aKTUBaLUSA GaKTOPOB BPOXKAEHHOIO UMMYHUTE-
Ta C y4acTMeM pe3naeHTHbIX Makpodaros (knetoKk Kyndepa),
CUHYCOMJANbHbIX 3HAOTENNANbHbBIX KNETOK C BbipaboTKOM
MeAnaTopoB BOCManNeHUs U Nocneayowmnm npusieveHnem
B NevyeHb HenTpodumnos n Makpodaros [16].

MAXBI1 pa3BuBaeTca B pe3y/nbTaTe KOMMIEKCHO BO3-
LEeNCTBYIOWNX OJHOBPEMEHHO MpPOTEKAIOWMX NaTonoruye-
CKux npoueccoB [11, 16], KoTopble BKIOYaAlOT B ceb4:

1) MHCYNMHOPE3UCTEHTHOCTb (MP) ¢ pa3BUTUEM [JIIOKO-
TOKCUYHOCTH;

2) NUMNOTOKCUYHOCTb, BbI3BaHHY0 WU36bITOYHLIM HaKo-
nfieHuemM TPUMULEPUAOB B renatoumTax BCNeAcTBUE [UC-
6anaHca NPoAYKLMU FOPMOHOB XMPOBOM TKAHU (CHUXEHUE
NPOAYKLMU aJUNOHEKTUHA U YBENMYEHNE CUHTE3A NIENTUHA),
XapaKTePHOro AN1F BUCLEPaNbHOIO OXUPEHNS;

3) HapyweHue GYHKLMOHUPOBAHUSA OCK «MUKPOBUOTa —
KULIEYHUK — NneYvyeHbr. K xapaKTepHbIM UBMEHEHUSAM CO CTO-
POHbI KMLWEYHON MUKPOGMOTHLI Npu MAMBI oTHoCKTCS yBe-
nuM4eHue npenctasutenen Proteobacteria w Bacteroidetes
CO CHUXEHWEM 4YucneHHocTu Firmicutes. NomMMMO cCUHTE3a
psifia renatoTOKCUYEeCKMX cybCcTaHLmMM (@mMmMnaK, deHon, ata-
HOM U T.4.), OCHOBHbIM 6aKTepuasbHbIM NPOLYKTOM, BOBJE-
4yeHHbIM B natoreHe3 MAMBI u MACI, asnsetcs nuvno-
nofiMcaxapu — aKTUBHbIM KOMMOHEHT GaKTepuanbHOro
3HAOTOKCMHA, akTuBupyowmn TLR4 ¢ nocneayowmnm yBenu-
4YeHUeM 3KCNPeccun reHoB, y4acTBYIOLLMX B CUHTE3E BOCNa-
JINTENbHbIX LLUTOKMHOB, TaKUX KaK GaKTop HEKPO3a OMyXo/u
anbda (TNF-a), uHTepnenkuH (IL) 1 n IL-6, 4To cnoco6eTBYET
pPa3BUTUIO MHCYNMHOPE3UCTEHTHOCTH, renatocteartosa, UHK-
LUMUpyeT BocnaneHne n dGnbporeHes B NeveHuy;

4) BAUAHUS reHeTUYecKux GaKTopoB — BbIBIEHUE
BapuauuuM nocneposaTenbHOCTEN (OAHOHYKNEOTUAHBIX
NoAMMOpP®U3MOB) B FrEHETUHECKUX NTIOKYCax reHoB (Tabn. 2).

Hocutenn BapuaHTOoB PNPLA3 1148M w TMG6SF2
E167K nmeloT 60nee BbICOKOE COAEpXKaHWEe Kupa B nede-
HX W NOBbIWEHHbIN pUCK pa3sutus MAMBI. BoigsneHune
nonumoduamon SOD2, IRS1, KLF6 accoummpyeT C PUCKOM
nporpeccupoBaHua dGMbpo3a n pa3BUTUEM cTeaTorenaTuTa
y nauneHToB ¢ MAXKBI1. B HacTosilee BpeMs npexaespe-

MEHHO FOBOPUTb O LUIMPOKOM MPUMEHEHUU FEHOTUNUPOBA-
HWS B PYTUHHOM NpaKTuke [17].

B pesynbrate natoreHe3 MAXBI npeactasnset co6on
KOMMNEKC NaTo/IOrMY4ECKUX MNPOLLECCOB, MNPUBOASALLMUX
K HapylweHWto NMNMAHOro roMeocTtada neyeHu: cBoboa-
Hble XWPHblIE KWUCNOTbl, 06pas3yloWnecs B XMPOBOW TKa-
HW B pes3ynbraTe AunonuMsa W aunoreHesa de novo, npe-
BbILIAOT CMNOCOBOHOCTb MEYEeHU K UX mMeTabonuamy (nytem
[3-okucneHus) u akckpeuun ¢ o6pazosarHrem JINMOHM [16].
CneactBuem ABNAIOTCA OKUCIUTENbHbIM CTPecc, Bocnane-
HWEe HWU3KOM CTeneHW aKTUMBHOCTW, aKTuBauua npodubpo-
TU4ECKMX (aKTOpPOB, OMpeAenslowmnx pasBuTUe renatuta
C BO3MOXHbIM WMCXOAOM B LMPPO3 / renaToLeniiofsapHyto
KapuuHoMmy. BucuepanbHoe oOxupeHue, CyOKInHWYecKoe
BocnanexHve n NP npeactaBnsaoT cobon obuime natoreHe-
TUyeckue 3BeHbs Kak MC, Tak u MAXKBIT, 4To nog4yepkmMBaeT
B3aMMOCBA3b MeX 4y NaToNorMen nevyeHu u Metabonuye-
CKOM Jucperynaunen u aBigeTca OCHOBaHWEM paccma-
TpuBaTb MAMXKBI1 B KayecTBe nposiBfieHns MC He TONbKO
y B3pOC/bIX, HO U B MeAMaTpu4eCcKomn npakTuke [18].

ANUAEMHONIOrusa

MAXBIT B cBS3M C HEYKNOHHbIM pPOCTOM OXUpe-
HUA Yy JeTe BO BCEM MUpe SBASeTcsS OLHOM M3 Haubo-
flee 4acTbIX MPUYUH XPOHUYECKOIO MOPAXKEHUS MNEYEHMU.
PacnpocTpaHeHHOCTb cTeaTo3a MNe4vYeHu, YCTaHOBNEHHOro
no aaHHbIM Y3W, coctaBnsiet 7,4% cpeav aeTen u nogpoCcTKOB
B 06lWen nonynauuu, gocturas 34% y feTen ¢ OXUPEHUEM
n 80% B rpynne mopbuaHoro oxxuperus [19]. MNokasatenu,
nony4eHHble NO pe3ynbTatam ayToncuu B JETCKOM BO3pacTe,
CBMWAETENbCTBYIOT O BbISIBNIEHWM CTeaTo3a neveHun B 4,2-9,6%
cnyvaeB ¢ yBennyeHueM 1o 38% y geten ¢ oxumpeHunem [20].

Yactota MAXBI yBennynsaetca ¢ BO3pacToMm, MOBbI-
wascb ¢ 0,7% y peten 2—-4 net go 17% y nogpocTros [21].
PacnpoctpaHeHHocTb  MAMBIT 3HauMTeNbHO Bbile
y ManbinkoB — 3,4% (71/2,080), yem y geBoyvek — 2,8%
(58/2,061) [22].

C Bospactom MAXBI y peten wnmeeT TeHAEHUMIO
K NPOrpeccupoBaHmnio, B TOM YUCE U 3a CHET KOMOPOUAHON
C OXMpPEHWEeM NaToNoruu, NPUBOASA K CHUMKEHMIO KadyecTBa
U NPOAOSIKMUTENBHOCTU U3HM [10].

Oona MACI B cTpykType MAXKBI coctaBnset ot 12,5
[0 23,4% B 3aBUCUMOCTH OT BbIPaXEHHOCTU OXUpPeHUs [23].



Ta6nuua 2. BnvsaHue ogHOHYKNEOTUAHbIX MOAMMOPGM3MOB Ha pa3BuTHe 1 nporpeccrupoBaHne MAXKBI [16]
Table 2. The influence of single nucleotide polymorphisms on the development and progression of MALFD [16]

MeTta6onuyeckum apdpeKr

Monumopdusm reHa

DYHKUUU reHa

cynepcemeicTa 2)

TM6SF2 (reH TpaHcmMeMb6paHHoro 6enka 6

YyacTtue B dopmupoBarmm JINMOHIM

Perynauuns nunuaHoro
MeTabonnama

PNPLA3 (reH 6enka 3, cogepallero
naTaTMHONOA06HbIN AoMeH docdonmnasbl)

CuHTe3 6esika aIMNoHYTPWHA, PErynpytoLero
AKTUBHOCTb TPMALMITIMLEPONNASHI,
yyacTBylollein B 06MeHe IUNUI0B B renatoLmTax
M agunoumTax

LPINZ1 (reH, KogupyoLWwmn NMnuH-1)

CuHTe3 6enka nunuHa-1, perynvpytouiero
3KCMNPECCHIO FEeHOB, Y4aCTBYIOLLMX B OKUCTEHUN
KUPHbIX KUCNOT

Perynsama oKUCIUTENbHOTO
cTpecca

SOD2 (reH cynepokcuaancmyTasbl 2)

CWHTE3 cynepoKcuaamcmyTassl — hbepMeHTa,
BXOASILLEr0 B CUCTEMY @HTUOKCUAAHTHOM 3alUWTbI
yenoseka

Perynauua nyten nepenayu

CcUrHana uHcyImHa MHCYNKHA)

IRS1 (reH, Koaupylowmi cyécTpat 1 peuenTopa

CuHTe3 curHanbHoro 6enka cyberpar

1 peuenTopa UHCYINHa, y4acTBYIOLWErO

B nepejaye CUrHanoB OT peuentopa UHCYIUHa

M MHCYIMHOMOA06HOro daKTopa 1 BHYTPb KJIETKM

Perynaumna ¢pubporeHesa dbaxTop 6)

KLF6 (reH, kogupytowmi Kruppel-nogo6Hbin

CuHTe3d 6enka Kruppel-nogo6Hbin dakTop 6,
ABAsoWwerocs saepHbiM GakTopom
TPaHCKPUNLMK, PETYUPYIOLUM Pa3fIMiHble
KNEeToYHble MPOLLECChI, BK/OYas NpoLecchl
andodepeHUMpPoBKU 1 NponndepaLnm KneTok

Mpumeyarme. JITOHM — nuNnonpoTenHbl O4EHb HU3KOW NIOTHOCTH.
Note. VLDL — very low density lipoproteins.

OCOBEHHOCTU KOAUPOBAHUSA

Mo MEXAYHAPOJHOW CTATUCTUYECKOM

KJIACCUOUKALIUM BONE3HENW U NPOBJIEM,

CBAA3BAHHbLIX CO 3JOPOBbEM

K75.8 [pyrne yTo4yHeHHble BOcnanuTenbHble 601e3HU
neveHu

K76.0 upoBas nevyeHb (LereHepauuns nevyeHu), He Knac-
cuduumpoBaHHas B pyrux pybpuKkax

KJIACCUDUKALMUA

Bbigensitot ABe ocHOBHble dopmbl MAMKBIT:
° CTeartos;
e MACI.

K/IMHUYECKASA KAPTUHA
KnuHnyeckaa kaptuHa MAMBI y geten HecneunduyHa
n BapuabenbHa, 60/1e3Hb NpPoTEKAeT B GOMbLUMHCTBE Ciy-
YyaeB 6eCCUMMMNTOMHO. B KAMHMYECKOM KapTuHe Ha nepBoe
MECTO BbIXOAAT NPOSABAEHUA MeTaboNUYeCcKUX Hapylle-
HUA — OXMPEHUE, HapyLleHWe TONePaHTHOCTU K [II0KO3e,
apTepuanbHas runepteHsusa. Kak npaBuno, UHTEHCMBHOCTb
npeabaBASEMbIX Xanob y AeTer He KoppenupyeT co cTene-
HbIO NMOPAaXKEHUSA NapeHXMbl NeYEHMN.
OTcyTCTBME NATOrHOMOHUYHBLIX CUMNTOMOB AenaeT Aua-
rHo3 MAMBIT guarHo30M UCKIIIYEHUS.
B KIMHWMYECKON KapTUHE MOTyT NPUCYTCTBOBATbL CNeayto-
e Hecneunduyeckme KNMHUYEeCKUe NPosBAEHUS:
® aCTEHWYECKUA CUHAPOM: NOBbLIWEHHASA YTOMISEMOCTb,
ObicTpag MUCTOWAaeMOCTb, ocnabfieHne BHUMaHUS,
HEeyCTOM4YMBOE HaCTPOEHUEe, CHUXKeHUEe OU3nYecKomn
N MCUXMYECKOWN aKTUBHOCTH;
® AUCNencu4yecKUm CUHAPOM: METEOPU3M, Kawuueobpas-
Hasg KOHCUCTEHLMA CTyNna;
° ©0neBOoW abAOMMWHaNbHbIM CUHAPOM: Tynble, TAHYLIUE
601 U/WUNKN TAXKECTb B NpaBoM noapebdepbe.

Mpu NanbnaunM WM MNEPKYCCUM KMBOTA Y MNaLMUEHTOB
¢ MAXKBIT MmoryT o6HapynTb yMEPEHHOE YBESIMYEHUE Nneye-
HW, 3aKPYIEHHOCTb €€ Kpas, «TeCTOBaTyto» KOHCUCTEHLMIO.
CuHApOM renaToMerannM Co 3HayuUTeNbHbIM YBENUYEHUEM
pa3MepoB neyeHu (6onee 2—-3 cM U3-NMoJ Kpas pebepHon
Y1) U yBeNMYeHUe pa3mMepoB CeNe3eHKU HexapaKTepHb
ans MAXKBM [1, 17].

KnnMHuyeckne nposiBNeHunst, GUOXMMUYECKNE UK BU3Yya-
NIM3aUMOHHbIE METOAbl MCCIeAOBaHNA He MO3BOMAIOT OT/U-
4uTb cTeaTo3 neyveHn ot MACT [17]. B TO e BpeMs CUHAPOM
LMTONU3a MNpPU BbISBNEHUN CTeaTo3a NevyeHM HEWHBa3WB-
HbIMW BM3Yyann3aUMOHHBIMKU MeToAaMM MNPU UCKIYEHUMU
APYrMX BO3MOXKHbIX MPUYMH cTeaTo3a MOXKET YyKalblBaTb
Ha Hanu4ue cTeaTorenaTuTa.

AUATHOCTUKA

Kputepuu yctaHoBneHUa aMarHo3a/CoCcTosiHUA

Ons yctaHoBneHus guarHosa MAMKBIT yuyuTbiBatoTCH
[aHHble, MEPEYNCTIEHHbIE HUKE.

1. OnNUreHeTU4YecKMe PUCKU — Hanuune U306bITOYHOM
Macchbl Tefla / OXXUPEHUS U/UNK caxapHoro avabeTa y maTte-
pu pebeHKa B nepuoa 6epemMeHHocTH [24] n apyrue dakTto-
pbl PUCKa, YKa3aHHble B Tabn. 1.

2. OcobeHHOCTN 06pa3a XU3HM — M306bITOYHAA Kano-
PUMHOCTb pauMoHa 3a CYET M36bITKa HaCbILWEHHbIX XUPOB,
padUHUPOBAHHbLIX YrNeBOAOB, MOACMALLEHHbIX Caxapom
HanWTKOB, BbICOKOE MoTpebsieHne GPyKTO3bl M Manonoa-
BMXXHbIM 06pa3 X13HK [1, 17].

3. ®dusunKanbHoe obcneaoBaHMe — onpeaeneHne aHTpo-
NOMETPUYECKUX NMOKa3aTeNnen (pocT, MHAEKE Macchl Tena (MMT),
OKPY}KHOCTb }MBOTAa) C OLEHKON GU3MNYECKOr0 PasBuUTHS, TMMNa
OXXMPEHUS, BbISBIEHWE KAMHWUYECKMX CMMMTOMOB WHCYAMHO-
PE3UCTEHTHOCTM (YEPHbIM aKaHTO3), BbISB/IEHWE CUMMTOMOB
TPEBOIW, XapaKTepHbIX 415 3ab6oneBaHnii CoO CXOAHOM CUMMNTO-
MaTuKou [25], onpeaeneHne pasmepoB NeYeHn U CENE3EHKM.

PEDIATRIC PHARMACOLOGY. 2025;22(2)

N
ol
z
\
I\
N
=
o
=
~
Te}
I
o
1Y
~
[
=
C
o
=
o
x
<
=
o
<
e
[+
<
x
[$]
w
T
=
=
<
=
=3
w
=



CLINICAL RECOMMENDATIONS

=Y

52

KJIMHUYECKUE PEKOMEHAALUUU

4. JlabopaTopHoe o06cnegoBaHue, HarnpaBieHHOe
Ha BbISIBNIEHWE LMTONM3a, X0necTa3a, MeTaboNnYeCKnX Hapy-
LEHWM (HapyLLEHWI YINEBOAHOMO U IMMUAHOMO OGMEHOB).

5. MHcTpymeHTanbHOoe obcnefoBaHue, HanpaBieHHoe
Ha BbiaBneHne cteato3a (Y3WU nedvenn, MPT), dubposa
neyeHun (anactorpadus), nposegeHne OUOMNCUU NEYEHMU
B C/IOXHbIX U HEOAHO3HAYHbIX CUTYaLUAX.

B cBS3M c oTCcyTCTBMEM cneundrUyYecKUx CMMNTOMOB
anarHo3 MAXKBIT 6a3upyeTcs Ha BbIIBNEHUU KpUTEPUEB
AMarHoCTUKM (CM. onpejenieHne) u oTCYyTCTBMM CUMNTOMOB
TPEBOrM, Hanau4yme KoTopbix TpebyeT npoBeaeHus aud-
depeHUnanbHOW AMArHOCTUKM € 3aboneBaHUs MK, UMe-
IOWMMK CXOAHble nabopaTopHble U MHCTPYMEHTalbHble
NPOoSIBNEHUS.

CUMNTOMbI TPEBOIU

K cumnTtomam TpeBoru («kpacHblM dnaram») OTHOCATCA
[10, 12] nepeyncneHHble HUKe.

1. PaHHMW BO3pacT NosABIEHUS MNPU3HaKOB CTeaTo3a
nedexu (y aeten mnagwe 10 net). MAXKBI, Kak npaBuno,
He BCTpevaeTca y AeTen mnajwe 3 neT v pefKo BCcTpeyaeTcs
y aeten mnaawe 10 ner.

2. TunnMYHbIR BO3pacT NosIBJEHMSA cTeaTo3a (cTapule
10 neT), xapakTepHblii ang MAXKBI, Ho npu:

1) HanuMyum nabopaTopHbIX/YyNbTPa3BYKOBbLIX M3MEHe-

HWI, KOTOpble HexapaKTepHbl ang MAMBIT;

2) OTCYTCTBWUM NONOXKMUTENBHON AUHAMUKKN HA OHE CHU-

YKEHUs Macchbl Tena.

3. OCOBEHHOCTU KAMHUYECKOW KapTWUHbI, HeExapaKTep-

Hble ang MAXBI, yKasbiBaloume Ha gpyrue 3aboneBa-

HWUS NeYeHu:
® CMMMTOMblI OCTPOM NEYEHOYHOM HEAOCTaTOYHOCTH;

° CMMMTOMbI X0NEeCcTasa;
° BblparKeHHas renatomeranus.

Mpu BbISBAEHUM CMMNTOMOB TPEBOrM HEO6XOAMMO
UCKAoYaTb NaToNoOrMYeCcKMe COCTOSIHWSA, NpPeacTaBieHHble
B Tabn. 3 [12].

Mano6bl U aHamMHe3
C6op »anob M aHaMHe3a HanpaB/leH Ha BbiBAEHWE
3aboneBaHui, accouumpoBaHHblix ¢ MAXBIT, 1 nx ocnoxkHe-

HWUI: N3BBLITOYHOW MaccCbl Tena / OXUpPeHUs, apTepuanbHON
rMNepTeH3nn, caxapHoro guabeta 2-ro tuna, gucauvnuae-
vuun [1, 12, 17].

Mpn nogo3perHnn Ha MAXKBI pekomeHayeTcs:
® U3Yy4YnTb aHaMHe3, BK/OYass CEMENHbIH aHaMHes,

ON9 BbIsiBNeHUa GdaKTopoB puUcKa passutus MAXBIT;
® BbISIBUTb AMUreHETUYECKNE PUCKMU — HaNnyne U36bITou-

HOWM Maccbl Tena / OXXUpeHus U/mnun caxapHoro gunabeta

y mMatepu pebeHKka B nepuoa 6epeMeHHocTn [6, 18].

YpoBeHb y6eauTenbHOCTU peKomeHaauuin — C (ypo-

BEHb OCTOBEPHOCTU fOKa3aTenbCcTB — 5).

Mpy M3y4yeHnn aHamHe3a y naumeHTa ¢ Nojo3peHUeMm
Ha MAXEBIT cnegyet 06patuTb BHUMaHWE Ha Hann4mMe UHAUBU-
[lyanbHbIX U ceEMeNHbIX GaKTOPOB pUcKa (cM. Tabn. 1) [11, 13].

Mpn noposperHnn Ha MAXKBI pekomeHayeTcs npose-
CTW OUEHKY AMETUMYECKMX MNpeanoyTeHun (ynoTpebneHue
BbICOKOKaNOPUIMHbIX MPOAYKTOB, M36bITOYHOE noTpebne-
HME HaCbIWEHHbIX WUPOB, PaPUHUPOBAHHbIX YrNeBOAOB,
noAcnalleHHbIX HanuTKoB, GPYKTO3bl) U OLLEHUTbL YPOBEHb
dusnyeckon aktmBHoctu [1, 17]. YpoBeHb y6eaUTENb-
HOCTU peKomeHpauun — A (ypoBeHb AOCTOBEPHOCTH
AOKa3aTenbcTB — 1).

BbICOKOKanopuinHoe nuTaHne C M36bITOYHLIM YyMnoTpe-
61eHneM GPYKTO3bl HaAPSAYy CO CHUMKEHWEM ABuUratefbHOM
aKTUMBHOCTM crnocobceTByeT nporpeccuposaHuio MAMBI
U IBNSIETCA MULLEHbIO TepaneBTUYECKUX CTpaTerMin y faHHON
rpynnbl nauneHTos [17].

dusuKanbHoe o6cnefoBaHue

PebeHKky ¢ nogospeHnem Ha MAMKBEI pekomeHayeTcs
NPOBOAMTL MOUCK CUMNTOMOB, XapaKTEPHbIX 418 NposBe-
HUI MC [17]. B cBoto o4yepeab, y NaUMEHTOB C U36bLITOYHOM
Maccon Tena / OXUPEHWeM, HapyLEeHUSMWU YrNeBOAHOrO
ob6MeHa / caxapHblM AnabeTtoM 2-ro Tuna, HapylleHusaMu
aMnuaHoroobmeHaHeo6xo0AMMO OLLEeHMBATbL COCTOSIHME NeYe-
HU. YpoBEeHb yoeAUTEIbHOCTU peKoMeHaauun — B (ypo-
BEHb OCTOBEPHOCTU fOKa3aTeNnbCcTB — 2).

MC 1 ero KOMMNOHEHTbI KOPPENUPYIOT C COAEPKAHUEM
Upa B nevyeHu He3aBucnmo oT UMT, Hannune MC yBenunyu-
BaeT pUCK nporpeccupoBaHna MAXBI [1, 11, 17]. K komno-
HeHTam MC oTHoCsTCSA:

Ta6nuuya 3. CocTosiHUS, KOTOPbIE MOTYT CONMPOBOX/AaTbCs CTEaTO30M NeYeHn u/wnu TpaHcammHazemueit [1, 10, 26]
Table 3. Conditions that may be accompanied by liver steatosis and/or transaminasemia [1, 10, 26]

Mpuy4nHbI, CBA3aHHbIE C 0COGEHHOCTAMMU
MUTaHUSA, raCTPOUHTECTUHANIbHON
U Ne4YeHOYHOW naTonorunen

FeHeTHYecKue 3a6oneBaHus
MNMpenapaTtbl ¥ TOKCUYECKUE areHTbl

U MeTtabonuvyeckue pedeKTbl
HapyweHus umkna MoYyeBHHbI dTaHon
HacnenctBeHHas HenepeHoCUMOCTb JKcTasu
GPYKTO3bl / TUPOSUHEMUS / FTalaKTO3EMUS Hudbeannuu
nukoreHossbl, Tmn |, 1, VI, IX Ountnazem
JedeKTbl CUHTE3a KeNUYHbIX KUCNOT KokauH
MykoBucumMao3 PactBoputenu
Jednunt unMTpuHa MecTnunabl
CuHapom LLiBaxmaHa — laimoHAaa [MIOKOKOPTUKOMUAbI
BbonesHb BunbcoHa JCcTporeHsbl
BonesHn HaKoNEeHUs NMMNUA0B Banbnpoat HaTpusa
bonesHb HumaHHa — Muka, Tvn C MeToTpekcaTt
A6eTa-/runobeTanmnonpoTenHemMus AMMWOAaPOH
[edeKTbl a- U B-OKUCNEHUS KUPHbIX KUCNOT | TeTpaunKInH
HapyweHns obmeHa 6enKoB L-acnaparnHasa
BbonesHb WepeweBcKkoro — TepHepa AcnupuH
Jedununt al-aHTMTpMNCKHa AHTUMCUXOTUKM
Jiunogmnctpodusa AHTMAEenpeccaHTbl
CemeiHas runepavnonpoTenHemus AHTMPETPOBUPYCHbIE Npenaparhbl
[Mo3aHaa KoXXHasa nopodupus ButamuH E
[TopTOCUCTEMHDbIN WYHT
OTaenbHble MMONaTUYeCcKMe paccTponcTea

Llennakus

BocnanutenbHble 3a60/ieBaHNs KULWEYHUKA
KuweyHasa HeloCcTaTo4YHOCTb

Ancéunos

BupycHble renatutbl (HCV, HBV)
AYTOMMMYHHbIE renatuTbl
KBalumMopKop/ronogaxHve

HepBHas aHOpeKcus

BbicTpoe CHMKeHWe macchl Tena
MapeHTepanbHOE NUTaHMe

OXunpeHue

CUHAPOM NOMMKUCTOBHbIX IMHHUKOB
CUHAPOM OBCTPYKTUBHOIO anHoa cHa
MnoTtnpeos
MnoTanamo-runodusapHble HapyLeHUs
[Owna6et 1-ro TMna

Cencuc




®  OKPYXHOCTb MBOTa 60nee 90-ro nepueHTUns ans Bo3-
pacTa, pocTta v nona;

° HapyweHue MeTabonuama yrneBofoB (M/lOKO3a HaTo-
wak > 6,1 mMMonb/n, noctnpaHauvanbHas rNKo3a
> 7,8 mmonb/n, HbAlc > 5,7%) nnn caxapHoii auabet
2-ro TMna;

° nosbleHne AL > 130/85 mm pT. CT. unn 6onee 90-ro
nepueHTMNa 4ng Bo3pacTa, pocta v nona;

® ypOBEHb TPUIMMULEPUIOB B Nnazme > 1,7 MMONb/1;

° ypoBeHb xonectepuHa JIMNBI B nnasme < 1,03 mmonb/n.
Pe6eHKy ¢ BbISIBNEHHbIM CTEAaTO30M MeYeHn Npu oTCyT-

CTBMW XapaKTepHbix npossiaeHun MAMBI HeobxoaMmo

WCKloYaTb BPOXKAEHHbIE AedeKTbl meTabonuama (1-m Tun

neguatpudeckon bBI), cBA3aHHbIE C yrneBOAHbIM, BENKOo-

BbIM M IMNUAHBIM OGMEHOM, MUTOXOHAPMaNbHblEe Hapylle-

HUSA U HapylweHus aMmuHoauun-TPHK-cuHTeTasbl [12, 27].

YpoBeHb y6eaUTEeNIbHOCTU peKomMmeHgauun — B (ypo-

BEHb JOCTOBEPHOCTU fOKa3aTeNbCTB — 2).

B cBa3K ¢ oTcyTCTBMEM MATOrHOMOHKUYHbIX ans MAMBI
CMMNTOMOB criegyet 06paTtuTb BHUMaHWe Ha CUMNTOMbI Tpe-
BOMM, HanM4ymMe CUHAPOMAasbHbIX MPOSBAEHUI, Y4TO TpebyeT
nposeaeHns auddepeHuManbHOW ANMArHOCTUKKU C ApYru-
MW NaTONOrMYECKUMKU COCTOSAHUAMM, UMEIOLMUMU CXOLHYIO
¢ MAXKBI cumnTomatuKky, npexge BCEro ¢ BPOXKAEHHbI-
MU MeTabonnm4yeckumu 3aboneBaHnaMn (CM. «KnnHuyeckas
KapTuHa»; Tabn. 3).

Bcewm getsm gns onpegeneHus Hannyus, CTeneHun n tuna
OXMPEHUA PEKOMEHAYeTCs NMPOBOAUTbL M3MEPEHWE pocTa,
mMaccol Tena ¢ pacyetom UMT c onpeaeneHnem ctaHaapT-
HbIX OTK/JIOHEHWI (SDS) aTMx NokasaTenen u nocneayowen
WMHTepnpeTaumen. CornacHo deaepanbHbiM KAMHUYECKUM
peKkoMeHaaumusaMm, ¢ y4eToM pekomeHgaunn BO3 oxupeHue
y 4eten v nogpocTtkos oT O Ao 19 net cneayet onpeaensitb
KaKk MT, paBHbIt unun 6onee +2,0 SDS VMT, a 36bITOYHYIO
mMaccy Tena — ot +1,0 go +2,0 SDS MUMT. HopmanbHas mac-
Ca Tena guvarHocTupyeTtcs npu 3HavyeHusax MMT B npegenax
+1,0 SDS UMT. AunarHo3 a6a0MUHANbHOIO OXUPEHUS CBSI-
3aH C MoKasaTefieM OKPYKHOCTHU xuBoTa (> 90-ro nepLeHTH-
N15) NPU CpaBHEHWMM C BO3PacTHOM HOPMOW Noka3aTens [28].
YpoBeHb y6eAUTENIbHOCTU peKomeHaauunm — A (ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNnbCcTB — 1).

[N AMarHoCTUKM M36bITOYHOM MacChbl Tena 1 OXKMPEHMS
y AeTen AONKHbI MPUMEHATLCA NporpaMmHble cpeactea BO3
Anthro (ana Bo3pacta 0-5 net) n AnthroPlus (ans Bo3pacTta
5-19 neT) AN nepcoHanbHbIX KOMMbIOTEPOB. YBENN4eHne
3HaYEHUM OKPYIKHOCTHU KMBOTa ABASETCS NPU3HaKom abao-
MMUHaNbHOIO OXMPEHUS, ABASOWErocs KomnoHeHTom MC.

Bcewm getsam c nogo3peHnem Ha MAXKBI pekomeHayeTcs
NPOBOAMTL NafbNaLnio U NEPKycCcuio (Npu HEOBX0AUMOCTH)
KMBOTa ANA onpefeneHns pa3MepoB NeYeHn U Cene3eHKu.
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU fJOKa3aTeNbCTB — 5).

Y nauuneHtoB ¢ MAMBI 6e3 npu3HakoB BblparKEHHO-
ro ¢vMbpo3za MOXKeT oTMevaTbCs YMepeHHOe yBeSM4yeHue
pas3MepoB MeyeHW, Kpaw NeyeHu 3aKpyrieH, KOHCUCTEH-
UM He n3MeHeHa. 3HayuTeNbHOe YBeNnyeHne pasmepos
neyvYeHn n ceneseHkn (renaTocnyieHoOMeranus) HexapakTep-
Hbl ans MAMKBI 1 oTHOCcATCS K cMMNTOMam TPEBOIU (CM.
«KnuHnyeckas KapTuHa») [10, 12].

Bcem getsam c nogo3peHnem Ha MAXKBI pekomeHayeTcs
nposoauTb namepeHue A[. lMosbilweHHoe A duKcupyeT-
csl Npu 3HavyeHusax > 130/85 mm pT. cT. uam 6onee 90-ro
nepueHTMNa Ang Bo3pacTa, pocTa M nosa. YpoBeHb yo6e-
AUTENbHOCTU peKomeHaauun — B (ypoBeHb focTOBEp-
HOCTHU AOKa3aTe/IbCTB — 2).

MoBbiweHHoe A/l aBnsetcs KomnoHeHTom MC “ noBblI-
WwaeT puck nporpeccuposanHnsg MAXBIT [17].

JlTaGopaTopHble AUarHoCTU4eCKue uccresoBaHus

PekomeHaoBaHO npoBedeHMe 06uero (KJIMHUYECKOrO)
aHanM3a KPoBM Pa3BEPHYTOr0 A5 OLIEHKM YPOBHS reMorioou-
Ha, TPOMOOLMTOB, IEMKOLIMTOB C LIENIbI0 MCKIIIOYEHUS MHDEK-
LLMOHHOM MPUPOAbI CUMNTOMOB M BbISIBIEHWNS COMYTCTBYHOLLMX
COCTOSIHWUM / OCNIOXKHEHWN, XapaKTEPHbIX AN CUHAPOMaJsIbHbIX
NPOSIBNEHUIA BPOXAEHHbIX HapyweHuin metabonuama [1, 17].
YpoBeHb y6eanuTeNbHOCTU peKoMmeHaauun — C (ypoBeHb
AOCTOBEPHOCTH JOKa3aTenbCTB — 4).

Ona MAXBIT oTK/IOHEHMS B 06LEM (KITMHUYECKOM) aHa-
/IU3€ KPOBW Pa3BEPHYTOM HeXapaKTepHbI.

PexkomeHgoBaHo Bcem naumeHtam ¢ MAXKBI ans oueH-
KW COCTOSIHMSI MevyeHu (BbIIBEHWMS MPU3HAKOB Bocnane-
HUS, XxonecTasa, HapyLlweHnn 6eIKOBO-CUHTETUYECKON PYHK-
UuM) npoBeAeHUe aHanM3a KpPoBU OUOXMMUYECKOIO
o6LieTepaneBTUYECKOr0, BK/IOYAIOLLErO Takne nokasaTtenu,
KaK anaHuHamuHoTpaHcdepasa (AJIT), acnapTaTamMuHO-
TpaHcdepasa (ACT), wenoyHas docdartasa (LLUP), ramma-
rnyTamuntpaHcdepasa (ITT), obwnn 6uUnnpybuH, npsiMmon
o6unnpybuH, obwmn 6enokK, anbbymuH [1, 29]. YpoBeHb
y6eauTeNIbHOCTU peKoMmeHaauun — B (ypoBeHb gocTto-
BEPHOCTHU JOKa3aTenbCTB — 2).

B 6MOXMMMYECKOM aHann3e KpPoBM MOXET OoTMevaTbCs
MOBbIWEHNE aKTUBHOCTU CbIBOPOTOYHbIX TPaHcamuHas (AJTT
nACT), I'TT, LD n ypoBHS 6unnpy6urHa. Mpu MAXKBI akTmBe-
HOCTb TPaHCaMMWHa3 B CbIBOPOTKE KPOBM 06bIYHO HE MPEBbI-
LIAET BEPXHIOO rpaHuLLy HOpMaJsibHbIX 3Ha4YeHUn 6onee 4em
B 4-5 pas.

e QOueHKka nokazatend AJIT pgo/mKHa OCHOBbIBATbCA
Ha BEPXHWX FpaHuLLax HOpMbl, cneumMdUYHbIX ANs AETCKO-
ro Bo3pacTta B 3aBMCUMOCTM OT nona (22 Ea/n onsa aeso-
YyeK 1 26 En/n ons ManbyYnMKoB), @ HE Ha BEPXHUX FPaHu-
Llax HOpMbl OTAENbHbIX NabopaTopuK [1].

e [locTosiHHOe (> 3 mec) noBblweHne yposHa AJIT 6onee
4yeM B [1Ba pas3a MO CPaBHEHWIO C BEPXHEW IpaHULIEN
HOpMbl TpebyeT obcnepoBaHua Ha npeametr MAXKBI
WKW APYruX NPUYMH XpOHMYeCcKoro renatumTa [1].

e [lpun ypoBHe AJ/IT > 80 EA/n Heo6XoAMMO WMCKOYaTb
MACT wnu gpyrue npuynHbl XPOHUYECKMX 3abosieBa-
HUIM MevyeHun, Tpebytolme CBOEBPEMEHHOIO NPOBEAEHNUS
[JOMONMHUTENbHbBIX MCCNeAOBaHUI, BKO4as GMOMCUIO
neyenu [1].

* YBenuyeHue cooTHolleHuss ACT/ANIT 6onee 1 xapakTtep-
Ho ana MAXKBI [27].

e AKTMBHOCTb ITT y mauneHToB MOXET OblTb NOBbILEHA,
HO, KaK npaBuo, He 6onee 4eM B 2—3 pasa, a y HEKOTO-
PbIX U3 HUX 3TO MOXET B6blTb €AMHCTBEHHbIM OTKJIOHEHMU-
eM B GMOXMMMUYECKOM aHanu3e.

e AKTMBHOCTb LLI® noBbilaeTcsa pexke u 06bI4HO HE NPEBbI-
lwaeT pedepeHCHbIX 3Ha4YeHun 6onee 4em B 2 pasa [30].
1. PeKOMEeHAOBaHO ANS BbIIBAEHUSA HapylWeHWn yrie-

BOAHOroO obmMeHa u WP onpepeneHne ypoBHA [OKO3bI,

WMHCY/IMHA KPOBM (Mna3Mbl) HATOWaK ANS pacyeTa MHAEKca

MHCynnMHopesuncteHTHocTM (HOMA-IR) [11]. YpoBeHb yGe-

AUTENIbHOCTU peKoMeHaauun — B (ypoBeHb focToBep-

HOCTMU JOKa3aTenbCTB — 2).

CornacHo Kputepuam MAMBI, HapylweHusa yrneBogHO-
ro o6MeHa AMarHOCTUPYIOTCS MpPU YPOBHE [OKO3bl HATO-
wak > 6,1 Mmonb/n, NOCTNPaHAManbHOM YPOBHE M1OKO3bI
> 7,8 mmonb/n, HbAlc > 5,7%.

HOMA-IR gaBnsetca cypporaTHbiM noKa3atenem WP
M MOXET 6blTb PEKOMEHAOBAH A1 BbISIBJEHUS MaLMEHTOB
¢ puckom pa3sutns MACI, KapaMomeTabonM4ecKMMN pUCKa-
MuU. HOMA-IR paccuutbiBaetcs no ¢opmyne: HOMA-IR = nHcy-
NWH na3Mbl HaTowaKk (MKed/mMna) X T[OKO3a Mja3Mbl
HaTtowak (mmonb/n) / 22,5. 3HayeHne HOMA-IR > 2,5
yKa3blBaeT Ha Hanunyme WP [17, 31].
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KJIMHUYECKUE PEKOMEHAALUUU

PekomeHfoBaHO onpeaeneHne nokasaTenen NMNUEHOro
obMeHa (06wWwmn xonectepuH, xonectepud JIMHI (nMnonpo-
TEUHOB HW3KOW MNNOTHOCTH), xonectepuH JIMBI, Tpurnuue-
puabl) nauymeHtam ¢ MAXKBI gns BbIIBNEHUS HapyLllEeHWR
meTabonmMama AMNMLOB, OLLEHKM KapAMOMeTabOoNInyeCcKux
daKkTopoB pucka [17, 31]. YpoBeHb y6ejuUTe/IbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbCcTB — 2).

Ona MAXBIT xapakTepHO yBeIMYEHWE YPOBHSA TPUMULE-
puaoB B nna3me > 1,7 MMOJb/N, CHUKEHUE YPOBHSA XonecTe-
puHa JINBM B nna3me < 1,03 mmonb/n [9].

PekomeHaoBaHO nccnegoBaHue obwero (KIMHUYeCKOoro)
aHanu3a mo4u naumeHTam ¢ MAXKBIT Ha nto6on ctagnmn 3a60-
NneBaHus € NONYKOIMYECTBEHHBLIM OMNpeaeneHnemM anbbymu-
Ha/6eflka B MOYe B LIeSIAX CKPUHUHIA XPOHUYECKON 6ONE3HM
noyeK, ANS MCK/OYEHWS NaToNorMM MOYEBbIAENUTENBHON
cuctembl [29]. YpoBeHb y6eauTeNbHOCTU pEeKoMeHpa-
uuh — B (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeNbCTB — 2).

UHCTpyMeHTaNbHbIe AUarHocTUYecKue

uccnepoBaHus

AnarHocTnKa crearosa

PekomeHgoBaHo npoBegeHne Y3W opraHoB 6ptoll-
HOM NMONOCTU (KOMMNEKCHOE) nNpu nogo3peHnn Ha MAXKBI
KaK MHCTPYMEHTa NepBON IMHUKU ANS BbISIBAEHWUS cTeaTo3a
B KJIMHWYECKON npakTuKe [32]. YpoBeHb y6eAUTENbHOCTH
peKomMmeHaauuin — A (YpoBeHb JOCTOBEPHOCTU AAOKa3a-
TenbcTB — 1).

[ns BbiABNEHMSA cTeaTo3a NevyeHn NPUMEHSETCS TpaHC-
abaomuHanbHoe Y3M KaK WMPOKOAOCTYMHbIN U 9bPEeKTUB-
HbIM MeToa. B meTaaHannse 34 nccnegoBaHWin COBOKYMNHas
4YyBCTBUTENBHOCTb M cneundunyHocTb Y3U B BbiBNEHUHU
cTteatos3a cocTtaBunin 85% (c kKonebaHuamu ot 60 go 96%;
95% [ON: 80-89%) 1 94% (84-100%; 95% AN: 87-97%)
COOTBETCTBEHHO (CpaBHEHME NPOBOAMNOCH C pe3dynbTataMu
6uorncum neyvexn) [17].

OCHOBHble OrpaHuyeHus metoda Y3M 3akntoyatoTcs
B BbISIB/IEHWM CTeaTO3a TONbKO MPU HAKOMNEHUN KX1pa Bbllle
12,5-20%. YyBCTBUTENBHOCTb M cneunMdUYHOCTb MOBbILIA-
0TCA C YyBENMYEHUEM THKECTU CTeaTo3a M B onpeseneHHOoN
mMepe 3aBUCAT OT OnblTa Bpaya, NPOBOASLWLEro Uccneaosa-
Hue [33].

K ynbTpasBykoBbiM Npu3Hakam MAMXKBI1 oTHocATcs:

o anddy3Has rMNepaxoreHHoCTb MapeHXUMbl MNeyvYeHu

M HEOAHOPOAHOCTb €€ CTPYKTYpbl;
® HeYyeTKOCTb W/MAM MNOAYEPKHYTOCTb COCYAWUCTOrO

PUCYHKa;

° JucTaNnbHOE 3aTyxaHuwe axocurHana [34].

Y3M no3BonsieT UCKAYUTb ApyrMe natonornyeckue
M3MEHEHUS CO CTOPOHbI MEYEHU W KENYHOro ny3blps —
KUCTbI, BPOXAEHHbIE aHAaTOMUYECKME HapyLeHNs n 06paso-
BaHuga [11, 17].

PeKkomeHfoBaHa oLeHKa napameTpa KOHTPOIMPYEMOro
3aTtyxaHus (controlled attenuation parameter) ynsTpasByKa
B KayecTBe WMHCTPYMEHTa BTOPOM NWMHUM ANS MOATBEPHK-
[LeHUs cTeato3a Ne4vyeHn B Crneunanu3npoBaHHbIX eyeb-
HO-NMpodUNakTUYeckmx yupexkaeHuax (JIMY) npu goctynHo-
CTW AaHHoOro metoaa [35, 36]. YpoBeHb y6eaAUTeNIbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AAOKa3a-
TenbCcTB — 2).

BO3MOXHOCTb KONMYECTBEHHOW OLIEHKM CTeaTo3a NyTem
M3MepeHns 3aTyxaHUs YNbTPa3BYKOBOW 3XOBOJHbI 6Gblna
peanu3oBaHa Ha ycTponcTBe FibroScan («PubpocKaH»).
MeTton o6nagaeT BbICOKOW YYyBCTBWUTENbHOCTbIO WM Creuu-
GUYHOCTBIO NpY BbISIBAEHWM CTEaTO3a MUHUMAsbHON U yme-
PEHHON CTENEeHW Bblpa)KeHHOCTW. MeTaaHanns, NpoBeaeH-
HbIM NO pe3ynbTaTaM UCcnefoBaHuii Y B3POC/bIX NaLMEeHTOB

B CPaBHEHWWU C AaHHbIMW GMOMCUM, NMOKa3an YyBCTBUTESb-
HocTb MeToaa 0,790 u cneuynduyHocTb 0,740 [36]. Y neten
onpegeneHne KOHTPOIMPYEMOro 3aTyXaHus yAbTPa3ByKOBOM
BOJIHbI ANl AMArHOCTUKM cTeaTo3a nevyeHn npesocxoant Y3U
OopraHoB GpPIOLWHON NONoCTH (KomnneKcHoe). O Hanuyuu cte-
aTo3a neyeHu CBUAETENLCTBYIOT 3HAYEeHUs, NpeBblLlaowmne
249 nb/m, ¢ yyBcTBUTENBHOCTLIO 0,72 U CneundUYHOCTbIO
0,98-1,00 [35]. MeTo OrpaH1yeH B NPUMEHEHWM NS OLLEH-
KM cTeneHnu cTeatosa y geteit ¢ UMT > 30 kr/m?2 [37].

PeKomMeH40BaHO OLLEHUTb NMPOTOHHYO MJIOTHOCTb XMPO-
BOM TKaHWM neyeHun (proton density fat fraction; PDFF)
¢ nomoubto MPT (MPT-PDFF) B Ka4ecTBe MHCTPYMEHTa BTO-
pPOW NMHWUK ANs NOATBEPIKAEHUS cTeaTo3a NeYveHu, a Takke
€ro KOJIMYECTBEHHOM OLEHKM NauueHTaM C nogo3peHueM
Ha MAXBIT B cneunanuaupoBaHHbix JIMY npu OOCTYNHO-
CTW YyKasaHHoro metoga [38]. YpoBeHb y6eaAUTEeNIbHOCTHU
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU fOKa3a-
TeNnbCcTB — 2).

Metoa MPT-PDFF nossonsetr Haubonee TO4YHO pac-
CYMTaTb KONMYECTBEHHOE M 06bEMHOE COoAepKaHue Xupa
B NeyeHu (MUHUMabHbIA NOPOr ONpPeAe/ieHNs HaKoMIeHns
upa coctaBnsetr 5%). ConoctaBneHne ahpdOeKTUBHOCTH
MPT-PDFF ¢ rucTtonorM4eckum uccnejoBaHMeM B BbIIB-
NIeHUN cTeaTo3a y B3POC/blX MauMEHTOB, MO pe3yibraTam
MeTaaHannada, NnoKasano cregyloune cpefHue 3HayeHus
AUROC B 3aBMCMMOCTM OT KONMYECTBa MWPOBOM TKaHW
B neyeHun: 0,98 (KOMYECTBO KMUPOBOMN TKaHN 5-33%), 0,91
(33-66%) 1 0,9 (> 66%). CymmapHasa 4yBCTBUTENbHOCTb
n cneumduyHocTb coctaBnnm 93 n 94%, 74 n 90%, 74 n 87%
COOTBETCTBEHHO [39].

B neauaTpuyeckom npakTMKe mMoKa3aHa Xxopolas
Koppenauus B BbiBNeHUW cTeaTo3a metogom MPT-PDFF
W rucrtonornyecknum metogom. CpeaHune 3HadeHus AUROC
49 nauneHToB 6e3 cTeaTo3a M CO CTeaTO30M JierKowm
ctenenn (5-33%) BapbupoBanu ot 0,69 go 0,82. O6ulas
TOYHOCTb MPOrHO3MPOBAHMUS TUCTONIOTMYECKON CTEMEHM
cTeato3a npu npumeHeHun MPT-PDFF coctaBuna 56%.
[narHocTnyeckas TO4YHOCTb CHUXKANacb NPU HaNU4YnK Bblpa-
YEHHbIX GUBPOTUYECKNX M3MEHEHMN [38].

lMpUMeHeHne B KAMHMYECKOM MNPaKTUKE OrpaHuyeHHO
B CBSI3W C BbICOKOM CTOMMOCTbIO M HELWMPOKOW AOCTYMHO-
CTbto MeToAa.

AnarHocTuka cTtearorenatura

PekomeHaoBaHO npoBeaeHWe MNyHKUWMOHHOM 6GMOMNCUK
neyYyeHun c NocneayoLmMm NnaTonoroaHaTOMMYEeCKUM UCcneno-
BaHWeM 6MOMNCUUHOro (onepaumMoHHOro) Martepuana nauu-
eHTaM ¢ MAXKBI npu nogo3peHun Ha MACT, npu nporpec-
cupylolem Gubpose U B MAarHOCTUHECKM HEACHbIX Ciay4Yasnx
ana npoBefeHna auddepeHumanbHoOM guarHocTuku [17, 31,
39]. YpoBeHb y6eauTeNnbHOCTU peKomeHaauun — A (ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbCcTB — 2).

buoncua neyvyeHn He pekomeHayetcsa npu MAMXKBI
B popMe cTeaTo3a, BbIABAEHHLIM MPU MHCTPYMEHTabHOM
o6cnefoBaHnK, B cnyyae OTCYTCTBMS MPU3HAKOB MU CUM-
NTOMOB MeYyeHOYHOro 3aboneBaHns, HopMasbHbIX GUOXK-
MUYECKMX MOKa3aTeNsax u OTCYTCTBMM NPU3HAKOB Nporpec-
cupytowero Te4eHus (Gnbposa) No AaHHbIM HEMHBA3UBHbIX
MeToaoB (6uomMapKepbl, anactorpadusa). K noteHuuanb-
HbIM KJIMHUYECKMM MpU3HaAKaM pUCKa NporpeccupoBaHms
dunbposay geter ¢ MAXBI oTHocaTea [1, 17]:
e yposeHb AJIT > 80 Ex/n;
° chnneHomeranus;
e cooTHolweHune ACT/ANT > 1;
® caxapHbli anabeT 2-ro Tuna.

Mpu ™Mopdonornyeckom wuccaegjoBaHun 6GuontaTa
nevyeHn oLueHMBaOTCA HaIN4YMe U CTEMEHD BbIPaXKEHHOCTH



cTeaTtosa, BocnaneHus, 6anioHHON gucTpodumn renatoum-

TOB 1 GUbpo3a. buoncusa neyeHu B psge cnyvyaeB Nno3Bo-

NA€eT BbIABUTb/UCKIOYUTL APYrME MPUYMHBI MOpaxKeHus

neYyeHu.

BbipaxkeHHOCTb cTeaTto3a oueHuBaeTcs no gone (%)
renaTtoumMToB, COAEpPXKALWMX XMPOBble MaKPOBE3UKYIbI
NpPU OKpacKe remMaToKCUAIMHOM M 303MHOM: O cTeneHb —
< 5%; 1-9 cteneHb — 5-33%; 2-9 cTeneHb — 34-66%
n 3-9 cTeneHb — > 66% [40].

Mopdonormyeckas KapThHa cTeatorenaTuTa
npu MAXKBI y geten xapaktepuayeTcs cneaylowmmm name-
HEHUAMMU:

e BOCMNaneH1We HOCWUT MNPEUMYLLECTBEHHO MOpPTabHbIV
xapakKrtep;

® CTeaTo3 MOXET MMETb NepunopTanbHOe pacnpocTpaHe-
HWe, NOKanuM3yeTcs B auMHapHOM 30He 3 uUnWM naHauu-
HapHO;

e OGannoHHas gucTpodusa BcTpevaeTcsa peako [41];

° Mpu NporpeccupoBaHuMM cTeatorenatuTa nosiBnseTcs
MHTPanobynspHOe BOCnaseHne ¢ NoBpexaeHnem rena-
TOUMTOB B BMAE BanioHHOW ANCTPODUN.
buoncus neyeHn B HacTosilee Bpemsi OocTaeTcs 3Ta-

JIOHHbIM CcTaHAapToM Ans auarHocTukn MACT y 60MbHbIX

MAMBIN. B oTcyTCcTBME TMCTONOMMYECKOro MUccnefoBaHus

TKaHW Ne4vyeHu, HO ybeauTeNbHbIX AaHHbIX HEMHBa3UBHbIX

TEeCTOB O Mporpeccupylolem Te4eHnun 3aboneBaHus (Hanpwm-

Mep, NOBbIWEHWE CypporaTHbiX MapKepoB BOCNaNeHUs —

TpaHCamMuHa3s, AaHHble HeWHBa3MBHbIX METOAO0B, CBMAe-

TenbcTByOWMUX 0 Gnbpo3e 1 T.M.) LONYCTUMO, MO MHEHUIO

9KCMEePTOB, paboTaloLLMX CO B3POCAbIMU NaLMEHTaMK, yCTa-

HaBAMBATb AMarHos: «<BepoaTtHbii MACH [29].

CylLecTBYIOT pasnnMyns B TUCTONOrMYECKOM KapTuHe
MAMBINy aeTen 4OWKOBHOMO, PaHHEro WKO/bHOIo Bo3pac-
Ta M y NOAPOCTKOB/B3pPOCAbIX. B nepBom cnyvae Hexapak-
TepHa 6annoHHas gereHepauus renatouMToB, OTMEYaTes
npeo6najgaHne NOpTanbHOro, a He 40/IbKOBOIr0 BOCManeHms
W MeaneHHoe nporpeccupoBaHne 3ab6oseBaHns ¢ pa3BUTH-
eM ¢pubposza [10].

AmnarHoctuka puoposa

Y neter MAXKBEI B dopme npocToro creato3a Xxapak-
TepuayeTcs MeaseHHONPOrPeECCUPYIOWNM TeYeHeM ¢ Anu-
TeNbHbIM OTCYTCTBMEM NpU3HaKoB Gnbpo3a. YcTaHOoBNEHME
cTtagmm Gubpos3a akTyanbHo Ans nauneHToB ¢ MACT 1 1-m
TUNOM NeanaTpU4YecKonm CTeaTO3HOW/KMPOBON 6GONE3HMU
nevexu [12, 41].

PekomeHgoBaHO NpoBeAeHWe TpPaH3UEHTHON anacTorpa-
dun nevyeHun ana yctaHoBneHus ctagun Gpubposa, BbigBie-
HUSA/UCKIOYEHNS BblpaxeHHoro ¢ubposa/unpposa neve-
HM B cneunanuaupoBaHHbIX MEAWLMHCKUX OpraHuM3aumax
Npu 4OCTYNHOCTK YKa3aHHoro metoaa [5, 10]. YpoBeHb y6e-
AUTENbHOCTU peKoMeHaauun — A (ypoBeHb AOCTOBEp-
HOCTHU JOKa3aTe/NIbCTB — 2).

TpaH3neHTHaa anactorpadus — Haubonee LWUPOKO
npMMeHsieMoe WccneaoBaHMe ANs OnNpeaeneHus KecT-
KOCTM MEeYeHOYHOW TKaHW, BbLINOMHSAETCA Ha annaparte
«PubpocKaH». MeToa OCHOBaH Ha CpPaBHUTENIbHOM OLIEH-
Ke YKeCTKOCTM HOpPManbHOM M NaTONOrMY4EeCKN M3MEHEHHON
TKaHu opraHa. lNpu conocTaBneHnn nokasaTenen anactuy-
HOCTU MEeYeHW NO AaHHbIM TpPaH3WEHTHOW anacTtorpadum
C pesynbrataMn Mop@ON0rMyecKomn OLLeHKU cTeneHn Gunbpo-
3a no wKane METAVIR 6bina nony4yeHa cnegytou,as oLeHou-
Has wKana [42]:

° uHTepBan 5,9-7,2 kMa — cragua ¢éunbpo3a F1 (nerkun
$1n6po3);
° uHTepBan 7,3-9,5 klMa — ctaaus pnbpo3a F2 (ymepeH-

HbIM GUOPO3);

* uHTepBan 9,6-12,5 klMa — ctaausa ¢ubpo3a F3 (Bbipa-

YEHHbIN GUBpPO3);

* nokaszaTenu 6onee 12,5 KlMa — crtagua Gubpoza F4

(urppoa3).

YyBCTBUTENBHOCTL U CNeundUYHOCTb MeToda MOBbI-
LalTecs No Mepe yBennvyeHuns ctenenn ¢ubpoasa. Mpu cta-
amn eubposa F3 4yBCTBUTENbHOCTb M CNEeUUdUYHOCTb
npuénuxatotca K 90% [17, 42]. Ha pe3ynbTat TpaH3MEHT-
HOM anactorpadun MOoXKeT BAUATb aKTUBHOCTb BOcnane-
HWUA — pe3ynbTaT HEAOCTOBEPEH MPU BbICOKOM YpPOBHE
ANT.

PekomeHaoBaHo naumeHTam ¢ MAXKBIT ¢ Lenbio OLEHKKU
KECTKOCTU TKaHM NeYeHn NPUMEHNATb YIbTPa3BYKOBYIO 3na-
cTtorpaduio c4BMIroBOM BOSTHOM NPW AOCTYNMHOCTH YKa3aHHO-
ro MeToga B MeAMLIMHCKON opraHu3aunn u HeAoCTynHOCTH
TpaH3ueHTHOM 3anacTtorpadun [43]. YpoBeHb y6eauTeb-
HOCTU peKomMeHaauum — A (ypoBeHb JOCTOBEPHOCTU
AOKasaTenbCcTB — 2).

Pe3ynbTaTbl M3MEpPEeHUs KEeCTKOCTM TKaHW neye-
HWM NOCPEACTBOM METOAMK CABUIOBOM BOJIHbI, KOTOPbIMU
pacnonaraloT COBPEMEHHbIE YNbTPa3BYKOBble annaparthl,
COMOCTaBMMbl MO CBOEN TOYHOCTHU C TPAH3WEHTHOW 3nacTo-
rpaduen, ogHaKo AaHHble no nauyuveHtam ¢ MAMXKEBI orpa-
HUYEHHbI [17].

Camble To4YHble pe3ynbTaTbl ONpPeAeneHUs KEeCTKOCTH
TKaHW nonyvyaloT MeTo4OM MarHWMTHO-pe30HaHCHOW ana-
ctorpaduun, HO 3TOT METOA MMEET BbICOKYD CTOMMOCTb,
OrpaHWYeHHYI0 AOCTYMHOCTb B MeauaTpUYyecKOn NpaKTuKe
M UCNONb3YeTCs NPEeUMYLLECTBEHHO B KJIMHUYECKUX MUCChe-
foBaHusax [29].

Apyrne metoabl AuarHOCTUKKU puopoOo3a
HenHBa3nBHbIE HE3anNaTeHTOBaHHbIE TECTbI NaLUMeHTam
¢ MAXKBI1 ¢ uenbilo UCKIOYEHUS BblpaXKeHHoro ¢ubpo3a

M LUMppO3a UCMNOoNb3YIOTCS NPEUMYLLECTBEHHO BO B3POC/ON

NpPaKkTUKe U He BannuanpoBaHbl B neanatpum [43].

Y neTten gna nporHo3uMpoBaHus cteneHn ¢ubposa 6biIn

npeanoxeHbl TECTbI, NPUBEAEHHbIE HUXKE [44].

e [MepunaTpuyeckun uHaekc ¢uo6posa npu HAXKBN
(Pediatric NAFLD Fibrosis Index; PNFI), ans pac4yeTta
KOTOPOro MCNONb3YIOTCH creaylolme nokasartenu: BO3-
pacT, OKPYXHOCTb TaiuW W YpPOBEHb TPUIIULEPWULOB.
PNFlI = 9 n 6onee yka3biBaeT Ha ¢$MOBPO3 nevyeHun co
cpeaHumu 3HaveHmnamm AUROC 0,74 [45].

e LWkana oueHkun ¢uoposa npu HAXKBIN y perten
(Pediatric NAFLD Fibrosis Score; PNFS). O6nanaet 6onee
BbICOKOM YYBCTBUTENbHOCTbIO AN AMArHOCTUKKM Bblpa-
YEHHOoro, nporpeccupytowero ¢nbposa. na pacyeTa
oueHuBatoTca Bo3pact, UMT, AJIT, ACT, KonuyecTtBo
TPOMOOUMTOB, YpoBEHb anbbymuHa [44]. Ana ynob6cTBa
pacyeta OLEHKM GUOPO3a PEeKOMEHYeTCs MCMonb30-
BaTb OHNanH-kanbkynatop (https://www.pediatriconcall.
com/calculators/nafld-fibrosis-score).

B HacTosiulee BpeMsi OTCYTCTBYIOT y6eauTeNnbHble AaH-

Hble 06 apdeKTnBHOCTM PNFI n PNFS B KNIMHU4YEeCKOM nNpaK-

TuKe [46].

UHble guarHocTtuyeckue uccaesoBaHus

PekomeHayeTca No nokasaHuMaM (MpU  BbIBEHUMU
npu3HaKoB cTeaTo3a MeyeHW y MauMeHToB B BO3pac-
Te 0o 10 neT) KOoHcynbTauus reHeTuka C NpoBeAeHUEM
nccnenoBaHUin aAna BbISBNEHUA reHeTUYEeCKUX AedeKToB —
BPOX/JEHHbIX 3abofeBaHW Oo6MeHa BellecTB (geduuuta
al-aHTUTPUNCUHA, MYKOBMUCLIMAO3a@, ranakTo3eMun, TUPO-
3MHEMWUN 1-ro TuNna, FMKOreHO30B, HapyLWeHUN MepoKCH-
COMasiIbHOro OKWUcneHus, 6one3Hn BunbcoHa, abetanuno-
NPOTEUHEMUK, TMNOGETaNnUNONPOTEUMHEMMUU, BPOXKAEHHON
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KJIMHUYECKUE PEKOMEHAALUUU

MNOAUCTPODUK, CEMENHOW runepaunuaeMuun, geduuuta
JIN30COMHOW KWUCNOW nunasbl, geduunta KUCIon COUHro-
Muenasbl, UMTPYSIMHEMUU 2-TO TMNa U T.4.) [47]. YpoBeHb
y6eauTenbHOCTU pekoMmeHaauun — C (ypoBeHb AOCTO-
BEPHOCTU JOKa3aTenbCTB — 5).

JIEYMEHME
K ocHoBHbIM Lienam Tepanun HAXBI oTHocsATeS:

1) npodunakTMKa nporpeccrpoBaHuns 3aboneBaHus neve-
HW WM perpecc umeloweroca creatosa, creaTorenatuta
n Gnbposa;

2) CHUXKeHue KapaumomeTabonumyecknx GaKTopoB pUCKa
(KOppeKLUMns M36bITOYHOM Macchl Tena ANs yayyleHus
nokazatenen AUCAUNUAEMUU, PESUCTEHTHOCTU K UHCY-
nuHy, ALl), KoTopble TecHo cBA3aHbl ¢ MAXKBI [13, 17].
Neyvenne MAMBI BKoYyaeT B cebd HeMeaMKaMeHTO3-

Hble MeToabl (AMETY U GU3UYECKUE Harpy3KHM), aBnsioLmecs

OCHOBHbIMU, U bapmaKkoTepanuto [27].

HemeaukameHTO3Haa Tepanusa

B KayectBe Tepanuu nepBou nuHuM getam ¢ MAMKBI
PEKOMEHAYETCSH M3MEHUTb 006pa3s KWM3HW, MpPUAEPHKUBATb-
csl HOpPM c6anaHCMpPOBaHHOIO MWUTaHWUSA C y4eTOM BoO3pacT-
HbIX OCOBGEHHOCTEW W YBENUYUTb DU3MYECKYID aKTUBHOCTb
[4, 11, 16, 17]. YpoBeHb y6eauTe/bHOCTU pPeKoOMeHAa-
uuii — B (ypoBeHb A,OCTOBEPHOCTU JOKa3aTeNnbCcTB — 1).

OCHOBHbIM HanpaBfieHWeM Tepanuu ABASETCA CHUXKe-
HUEe unu ctabunmnsauunsa nokalzarensa UMT ¢ nomoulblo ane-
ToTEpPaAnUU U PU3NYECKMUX ynpaxHeHun [1, 17]. CoyeTaHue
GU3NYECKMX Harpy30K C guetoTepanmen NpUBOAMUT K 3HAUU-
MOMY CHUMEHMIO MOLKOXHOIO U BHYTPUMNEYEHOYHOI0 XHnpa,
CHUXEHMIO ypOoBHSA AJIT 1 yny4lEeHUIo T’MCTONIOrMYECKON Kap-
TUHbI NeYeHun y Aeten n noapocTkoB ¢ MAXKBI [25].

[MocKonbKy poauTenn aBngTCcA Ana pebeHka obpas-
LOM ANS noAparkaHusl, U3MeHeHne obpasa *KU3HWU JONKHO
3aTPOHYTb HEe TONbKO MaUMEHTOB, HO W WX GAMKaWwee
OKPYXKEHNE — YNEeHOB MX CEMbM. BaXKHO y4nTbiBaTb paLMoH
NUTaHUS U ypoBeHb GU3MYECKOW aKTUBHOCTM poauTenen
4NS KOMNIEKCHON paboTbl C AETbMU Y NOAPOCTKAMMU.

dusnyecKkas akTUBHOCTb

MauymeHtam ¢ MAMKBI 1 KomopbuaHon nartonornen
4NS YMEHbLUEHUS COAEPKAHUS MUpa B NEYEHN PEKOMEHAY-
eTcs perynspHas Guandeckas akTMBHOCTb B BUAE ad9POOBHbIX
yNpaxHeHUN U CUNOBbIX TPEHMPOBOK [48]. YpoBeHb y6eau-
TEe/NIbHOCTU peKkomeHaauun — A (YypoBeHb JOCTOBEPHO-
CTHU fOKa3aTtenbcTB — 1).

K yMeHbLUEHNIO BUCLEPaNbHOMO XMUpa U K1Upa B NeYeHu
NPUBOAAT a3pobHble GU3UMYECKME HArpy3Ku U CuUIOBble
TPEHUPOBKMU CpefHEN U BbICOKON MHTEHCUBHOCTU HE MeHee
60 MUH B aeHb 3 pa3a B Hegento [11, 48].

dusnyeckas akKTUBHOCTb YMEPEHHOW WMHTEHCWMBHOCTHM
XapaKTepusyeTcs yBelMYeHUeM 4acToTbl cepaeyHblX COKpa-
WeEeHUA, NPU 3TOM COXPaHAETCS BO3SMOXHOCTb KOM®OPTHO
BecTn 6eceny. lNpumepsbl: 6bicTpas xoabba, TaHubl, pabo-
Ta B cagy, pabota No AOMY U XO3SMCTBY, aKTUBHbIE UIpPbI
M CMOPTUBHbIE 3aHATUA C AETbMW, NPOTYJIKM C AOMALIHUMMU
KMBOTHbBIMM U T.1M.

dusnyeckas aKTUBHOCTb BbICOKOW WMHTEHCUMBHOCTHM
3HAYUTENIbHO MOBbLIWAET YacTOTy CEPAEYHbIX COKpaLLEeHWUN,
4acToTy AblXaTe/bHbIX ABUXKEHUIN W Bbi3blBAeT NOTOOTAENE-
Hue. MNMpumepsbl: 6er, aapobuKa, 6uicTpas e3ha Ha Benocune-
[le, noabeM B ropy v T.n. [49].

PekomeHgaunn no ¢Gu3MHECKOM aKTMBHOCTWM LOJKHbI
y4uTbiBaTh MHAMBUAYaANbHbIE OCOOEHHOCTM NauueHTa (BO3-
pacT, GU3M4ECKYIO NOATOTOBKY) U KOMOPOUAHbLIE COCTOSAHMS.
[eTam v nogpocTkaMm, BefylMM ManonoaBWMKHbIM 06pas

KW3HW, PEKOMEHAYETCA HayuMHaTb C HU3KUX DUIUYECKMX
Harpy30K 1 NOCTENEHHO YBENNYMBATL UX YACTOTY, UHTEHCHB-
HOCTb M MPOAOMIKUTENBHOCTL. B cuctemaTnyeckmnx o63opax
YCTa@HOBJIEHO, YTO YMNPa)XHEHWs C OTArOWEHUAMM (CUNo-
Bbl€ TPEHUPOBKM) MOryT 6bITb NPeAnoYTUTENbHEE a3POBHbIX
ynpaxHeHun y nauneHToB ¢ MAXKBI 1 HU3KOW KapauoTtpe-
HMPOBAHHOCTbIO UMM Y TEX MALMEHTOB, KTO M0X0 NEPEHOCUT
a3po6Hble ynpaxkHeHus [50].

PekomeHgyeTcs BcemM JeTsM M NOAPOCTKaM COKpPaTUTb
BpeMms, MPOBOAMMOE 3a 3KpaHaMu ragXKeToB, — MeHee
2 4acoB B AeHb [51]. YpoBeHb y6eaUTENbHOCTU PEKO-
mMeHaauMn — B (ypoBeHb JOCTOBEPHOCTU [AOKa3a-
TenbcTB — 1).

CHUWKEHMEe 3KPaHHOro BPEMEHW Yy AeTen HanpaBaeHo
Ha KOPPEKLMIO ManonoABUKHOro obpasda XM3HU U MOBbI-
lweHne dGnsnyeckom akTuBHoCTH [B51].

AueTta

[OuneTtoTepanus 9BaseTca OgHUM U3 IPDEKTUBHBIX HEME-
OWKaMEHTO3HbIX CpPeACTB JieyeHuss He Tonbko MAMKBIN,
HO M M36bITOYHOM Macchl Tena / oxuperusa [1, 17].

[etam n nogpoctkam ¢ MAXKBI pekomeHgoBaHa AMeTo-
Tepanus C Leblo CHUXKEHUS U nocneaytoLen ctTabunmsauum
Maccbl Tena, HopManu3aunm 06MeHHbIX MPOLLECCOB U MPOo-
PUNaKTUKK KapamomeTabonnyeckmx puckos [52]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauun — B (ypoBeHb foCTO-
BEPHOCTU AOKa3aTenbCcTB — 1).

B HacTosiLee Bpems OTCYTCTBYIOT y6eauTenbHble aH-
Hble, NOATBEpKAallWmMe NpeumyllecTBa onpeaesieHHON
onetbl B nedyeHun MAXKBI (Hanpumep, AMETbl C HUBKUM
rMUKEMUYECKUM MHAEKCOM MM C HU3KMM COAEpKaHWEM
*npos). OCHOBHbIM TpeboBaHWEM K AMETUHECKUM PEKO-
MeHJauuaMm aBnseTca cobogeHne BO3pacTHbIX GU3MO-
JIOFUYECKUX NOTPEOHOCTEN OEeTeENn B MaKpo- U MUKPO-
HYyTpUeHTax, 4To6bl n3bexatb pPas3BUTUA AePULMTHBIX
COCTOSAHMM [1].

K 06WmM npuHUMnam gnetotepanum OTHOCATCS:

° perynsgpHbin npuvem nuwu, 4-5-pa3oBoe MNuTaHue,
cocTosiee U3 3 OCHOBHbIX NpMemMoB nuwum 1 1-2 nepe-
KyCOB;

° BBeJeHWE B paLMOH OBOLLEN (4N9 AeTel Mnajwero BO3-
pacta — 300 r/cyT, nogpocTkoB — 400 r/cyT, UCKtoYas
13 3aToro o6bema Kaptodenb), MULLEBbIX BOJIOKOH, Liefb-
HO3epPHOBbIX NMPOAYKTOB;

* ¢dopmMHUpoBaHME NPABUIbBHOMO MULLEBOro NoBeaeHnUs —
NPUEM MULLKN HE «Ha XOAY», MeaneHHo, 6e3 Ucnonb3oBa-
HUSI NEKTPOHHbIX ragXeToB, OTB/IEKAOWMX BHUMaHKE
OT npouecca ynotpebneHuns nuum [53].

MauyneHtam ¢ MAXKBI pekomeHgoBaHO u3beraTb yno-
TpebneHnsa NPoAyKTOB WM HaMWTKOB, cOoAepxKalwux gobas-
NEHHYI0 GPYKTO3Y, ANS YMEHbLUEHUS HaKOMIEHUs Xupa
B neyeHun [54-56]. YpoBeHb y6eauUTEeNbHOCTU PEKO-
mMeHpauun — A (ypoBeHb [AOCTOBEPHOCTU [OKa3a-
TenbcTB — 1).

MeTaaHanu3bl KOHTPOAMPYEMbIX MCCNedOBaHWUN NOKa-
3bIBaloT, YTO NoTpebneHne nobaBneHHOW GPYyKTO3bl (Npea-
cTaB/leHa MPEUMYLLECTBEHHO B MOACNALEHHbIX HanWTKax)
NPUBOAMUT K 3HAYUTENIbHOMY YBENMYEHUIO KONIMYECTBA Kupa
B nevyeHu v nosbiweHunto AJIT. HeratusHbi addeKT fob6aB-
JIEHHOW PPYKTO3bI BbI3BaH:

1) yBenMYeHUEM KalOPUMHOCTU MUTaHUS;

2) 0CO6GEHHOCTIMU MeTabonn3ma GpPyKTO3bl.

B oTanyune oT rnokosbl, GpyKTO3a nerye npespawiaet-
CSl B XWMpHble KWUCNOTbl Gnarofaps MOBbIWEHUIO 3KCMNpec-
CUM NIUNOTEeHHbIX depMeHTOB B ne4veHun [55, 57]. Y peten
¢ MAXKBI1 1y 300poBbIX AeTen ¢ HOpMalbHOM Maccon Tena
MeTabonmamM GpyKkTo3bl pasnundaetcs: getn ¢ MAXKBI nme-



0T NOBbIWEHHYI0 abcopbLmo GPYKTO3bl U 6ONEE BblparKeH-
Hble MeTabo/IMYeCKMe CABUIM B OTBET Ha ee NoCTynneHue
c nuwen [55]. EcTecTBEHHbIE MCTOYHUKKM GPYKTO3bl (Me[d,
GPYKTbI, CyXODPYKThI) NpU YCNOBUKU COBGNOAEHUA afeKBaT-
HOM 3HEepProLeHHOCTU paLMoHa OTpULATENbHOIO BAWUAHWUS
Ha TedyeHne MAXKBIT He oka3biBaloT [57]. KpomMe Toro, Bax-
HO orpaHunyeHue nob6aBneHHOro caxapa [56, 58].

MeaukameHTo3Hana tepanus HAXKBI

B HacTosillee Bpemsl, HECMOTPS Ha nporpecc, KoTo-
pbl JOCTUIHYT B MOHMMaHWUK NaTtoreHesa, 0CO6EHHOCTEN
KNMHUYEeCKoro TevyeHus n nporHoda MAMKBI, nokasaHus
4Na NpUMeHeHns dapMakoTepanun NPOAOKAKT 06CYK-
fatbcs. Kpome Toro, nekapcTBeHHas Tepanus MOXeT npu-
MEHATLCSH B KOMMJIEKCHOM fle4eHUN KOMOPOUAHbIX COCTO-
AHUN.

He pekomeHayeTcs pyTUHHOE Ha3dHa4YeHe MefuKaMeH-
TO3HOW Tepanuu (leKapCTBeHHble npenapatbl U 6UMONoru-
yecKne gob6aBKM K nuwe) getam ¢ MAMXKBI ns-3a oTcyT-
CTBUSA yb6eauTesnbHbIX AoKa3aTenbCTB adpdeKTuBHoCcTM [1].
YpoBeHb y6eauTeNbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fJOKa3aTeNbCTB — 2).

PesynbtaTbl 60/bWKWHCTBA MMEIOLLMXCS UCCNeaoBaHUM
noJly4eHbl Ha HeGONbLUMX Fpynnax NauuMeHToB U UMEIOT NPo-
TUBOpPEYMBbIE N HeybeauTeNbHble BbIBOAbI, TaK KaK OLleHKa
3bdPEeKTUBHOCTM MNpenapaTtoB OCHOBbIBanacb npeumylle-
CTBEHHO Ha onpegeneHuvn anHamuku yposHs AJIT nocne
KpaTKOCPOYHOro BMellatenbcTea [1].

PekomeHfoBaHO coyeTaTb Hal3HavyeHue MepuKa-
MeHTo3HOoM Tepanun MAMKBI (Mpy HanMyuuM nNoKalaHWK)
C UBMEHEHUEM obpasa KU3HU (GUBNYECKOM aKTUBHOCTbIO
n auetotepanuen) [59]. YpoBeHb y6eaUTEIbHOCTU PEKO-
mMeHaauun — B (ypoBeHb [AOCTOBEPHOCTU [JOKa3a-
TeNnbcTB — 2).

BO3MOXHOCTb Ha3HayeHus NneKapCcTBEHHOW Tepanwuu,
0CO6EHHO MpY KOMOPOWMAHOM MaToNoruMu, npeaycmMoTpeHa
B C/ly4yae HefoCTaTO4YHOM 3bdEKTUBHOCTHU TOSIbLKO U3MeEHEe-
HUSi o6pasa KU3HWU U/UAK NPU NPOrPECCUPYIOLLEM TEYEHUM
3a60neBaHns. JTO CBA3AHO C TeM, 4YTO 3DPEKTUBHOCTb
M3MeHeHns obpasa KMU3HW ocTaeTcst HM3KOW. o AaHHbIM
uccnepgosaruit, meHee 10% NaUMEHTOB LOCTUIalOT CHUXKE-
HWSi Maccbl Tena B Te4YeHue roga, U3 HMUX MeHee NOoNOBUHbI
YAEPKMBAIOT AOCTUIHYTLIN pe3dynbTaT B TeyeHue NATU net
[38]. Kpome TOro, mMetaaHanM3bl NocneaHux net ceBuae-
TeNbCTBYIOT O HEOMNPEeAENEeHHOCTU BAUSHUS BMeLlaTeNbCcTB
B 06pas xu3Hu nauyueHtoB ¢ MAMBIT Ha OONTOCPOYHbIN
NPOrHO3 M Ucxofbl 3aboneBaHns B CBA3U C OTHOCUTENbHO
KOPOTKMMU (He 6onee 2 NeT) CpoKkaMu NPoBeAEHHbIX Uccne-
[OBaHWIM U X HeoHopoaHocTbto [20, 38].

PeKkomeHayeTcst Ha3HayeHne omera-3 NoMHEHacChILWEeH-
HbIX UpHbIX Kncnot (MHXKK) (kog ATX: C10AX06) ageTsam
n noapoctkam npu MAXKBI [60]. YpoBeHb yGepuTeb-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AoKasaTtenbcTB — 3).

Owmera-3 MHXK (3ko3aneHTaeHoBas M [JOKo3arekca-
eHoBas (ArK) »WMpHble KUCNOTbI) yny4ylwalT MeTaboan3m
NIMNUAOB B Ne4YeHun, a Takxe obnagatoT NpoTMBOBOCNANM-
TenbHbIM 3apdeKTom [61]. B ABOMHOM cnenom paHaoOMMU3u-
poBaHHOM NnaLebo-KOHTPONMPYEMOM UCCNELOBAHUN BbINO
nokasaHo, 4yto npuem ArK B cytouyHon gose 250 n 500 mr
B Te4eHne 6 Mec y aeTen ¢ M36bITOHHOM MacCcon Tena v OXu-
pPEHMEM NPUBOAMN K YMEHbLUEHWIO NPOSBAEHUI cTeaTo3a
B MNeYyeHun, CHWKeHuto ypoBHS AJIT u Tpurnnuepuaos [59].
B paHZoOMW3MpOBaHHOM ABOMHOM cinenom niauebo-KoHTPOo-
nupyeMmom nccnegoBarHunmn npumerHenune Ak (500 mr) ¢ Buta-
MuHom D (800 ME) y neten ¢ 0OXXMPEHUEM M TMCTOSIOMMYECKHU
noareepxaeHHon MAMBIT cnoco6cTBOBaN0 YMEHbLUEHWUIO

cofepraHua GUOPUANAPHOro KoanareHa B napeHxume
nevyeHn [60]. Takum o6pa3om, HEOOGXOAMMO [AalnbHewnllee
n3y4yeHne BO3MOXHOCTM ucnonb3oBaHua omera-3 MHXK
y aeten ¢ HAXKBIT.

PekomeHayemas nMpoAO/KUTENbHOCTb JieyeHua —
He MeHee 6 mec.

He peKomeHayeTca Tepanus TUNOrMUKEMUYECKUMMU
cpeacteamu y geten n nogpoctkos ¢ MAXKBIT [1]. YpoBeHb
y6eauTenbHOCTU pekoMmeHpauuin — C (ypoBeHb AOCTO-
BEPHOCTU AOKA3aTe/NIbCTB — 2).

HecmoTpss Ha 3HayeHue WP B passutun MAXKBI,
B KPYNHOM MHOFOLEHTPOBOM PaHAOMU3NPOBAHHOM KJIMHU-
yeckom nccnegosaHmum TONIC npuem metdopmuHa 500 mr
[Ba pa3a B [eHb HEe COMPOBOXKAaICA CHUXEHUEM YPOBHS
AT, HOMA-IR # npaKTU4YEeCKM He BAWUAN Ha rMCTONoruye-
CKYIO KapTHHY neyexu [62]. Henb3sa UCKNOYUTb, 4TO NOBbI-
weHne Jo3bl METHOPMUHA MOMKET MPMBECTU K MOBbIWE-
HWIO YYBCTBUTENBHOCTU K UHCYNIMHY W YNYYLIEHUIO TEYEHUS
MAXKBI.

PekomeHayeTca Tepanusa npobuoTukamu Lactobacillus
rhamnosus wtamm GG wmAM MynbTUNPOGUOTUKAMHU, UMe-
IOWMMKU B cocTaBe KOMOUHaAUMIO NakTobaKkTepun, 6udu-
foGaKTepun U CTpenToOKOKKa (Lactobacillus acidophilus,
Lactobacillus plantarum, Lactobacillus caseiv Lactobacillus
delbrueckii subsp. bulgaricus, Bifidobacterium breve,
Bifidobacterium longum, Bifidobacterium infantis,
Streptococcus salivarius subsp. thermophilus — VSL#3)
B KOMMneKcHon Tepanun MAXBI [63, 64]. YpoBeHb y6e-
AUTENbHOCTU peKomeHaauuin — C (ypoBeHb JOCTOBEP-
HOCTM flOKa3aTeNbCTB — 2).

Bbll0 NpoBefeHO HECKONbKO pPaHAOMW3MPOBAH-
HbIX KJWMHWMYECKUX UCCNefoBaHWi, OLEHMBAIOWMX BAKUS-
HWEe MyNbTUNPOOGUOTMKE M3 8 MPOBUMOTUYECKUX LITAaMMOB
(VSL#3) Ha PyHKUMOHANbHOE COCTOSIHWE NMeYeHu y aeTten
¢ MAXBI. Ha ¢oHe npnema npobmnoTuKa 6bI0 BbiIBEHO
CHWeHne UMT un Y3U-npusHakoB cTeato3a MNpu OTCyT-
CTBWM CYLLECTBEHHbBIX UBMEHEHUN CO CTOPOHbI TUMUAHOIO
CMEeKTpa M YPOBHS TpaHCaMWHa3 N0 CPaBHEHUIO C TPynnom
nnaue6o [65].

B 4pyrom 4BOMHOM CNenom KAMHUYECKOM NCCnefoBaHuN
Tepanus NpobuoTUKOM, cofepxalnm wrtamm Lactobacillus
rhamnosus GG, npuBoaMna K CHUXeHWo ypoBHS AJlT
Nno cpaBHEHWIO ¢ rpynnow nnaue6o [66, 67]. 3Tn pe3ynbTaThl
YKa3blBaloT Ha TepaneBTUYECKY0 aKTUBHOCTb NPOBGMOTUKOB
B nievyeHmn MAXKBI.

He pekomeHayeTcs NpUMEHeHWe ypcoae30KCUMX0NeBOon
kucnotbl (YAXK) B Tepanun MAXKBI y aeten [68]. YpoBeHb
y6eauTenbHOCTU pekoMmeHpauun — C (ypoBeHb AOCTO-
BEPHOCTU AOKa3aTe/NbCTB — 3).

YOAXK (kog ATX AO5AA02) aBnaeTcs OAHUM U3 Hanbo-
niee WKUPOKO MCNONb3yeMblX LLUTONPOTEKTOPHbLIX U @HTU-
OKCMAAHTHbIX CPEACTB, CNOCOOBHbLIX 3aluMaTb renaTtoum-
Tbl OT MOBPEXAEHNS MUTOXOHAPWM, BbIBBAHHOIO CONSIMM
KENYHbIX KUCNOT, @ TaKXe aKTUBMPOBaATb aHTMANONTOTU-
YEeCKUEe CUTHa/bHble MyTW, BbINONHAA Pa3MyHble UMMY-
HoOMoAynupyowme GYHKUUKU U CTabunn3npys KneTouyHble
MeM6paHbl y naunveHToB ¢ MACI. Umetowmecs nceneno-
BaHua apdperktnuBHoctn YOXK B Tepanun MAXKBI y neten
NPOAEMOHCTPUPOBAAN MPOTUBOPEYUBLIE pe3ynbTaTbl
C OTCYTCTBMEM MONOXKUTENBHOIO addPeKTa OT NpumeHe-
HMS KaK MOHOTepanuu, Tak W codveTaHus YOAXK ¢ aue-
TOW. Pe3dynbTaTthbl, NONy4YEHHbIE Y B3POC/bIX, MOKa3blBalOT,
yT10 YOXK CcHuXKaeT ypoBeHb AJIT, HO He OKa3blBaeT cylle-
CTBEHHOIO BAUAHUSA Ha FMCTONOMMYECKYIO KapTUHY nede-
HUK [69]. Takum o6pa3om, noTeHumnan YOXK B ycTpaHeHnu
nospexaeHun nedyeHun npu MAXBI y neten TpebyeT aasb-
HEeNLWero n3y4yeHus.

PEDIATRIC PHARMACOLOGY. 2025;22(2)

N
ol
z
\
I\
N
=
o
=
~
Te}
I
o
1Y
~
[
=
C
o
=
o
x
<
=
o
<
e
[+
<
x
[$]
w
T
=
=
<
=
=3
w
=



CLINICAL RECOMMENDATIONS

=Y

58

KJIMHUYECKUE PEKOMEHAALUUU

He pekomeHayeTCcs MpUMEHEHUE BbICOKMX J03 TOKobde-
ponay aeten n nogpocTtkoB ¢ HAXKBI [8]. YpoBeHb y6eau-
TEeNbHOCTU peKoMeHpauuin — C (ypoBeHb LOCTOBEPHO-
CTU fO0Ka3aTtenbcTB — 3).

OKWCAUTENBHBIN CTPECC CYMUTaAETCH MYyCKOBbIM GaKTo-
POM MEPEKUCHOI0 OKUCNEHUSA NUMNAOB M NOCAEeAYIoLLEero
nospexaeHua renatoumto npu MAMBIL. MMpumeHeHne
Tokodepona (BMTamuHa E) B BbicOKMx pgo3ax (400-
1200 ME/cyT) HanpaBfieHO Ha CHUXEHWEe YPOBHS TpPaHC-
aMuUHa3 B KPOBW BHE 3aBUMCUMMOCTU OT nameHeHun UMT
M 3XOreHHOCTU neyeHun npu Y3WU. OgHaKo uccnenoBaHue
TONIC nokasano, 4To BUTamMuH E He npeBoCXoaMT nnaue-
60 B JOCTUXEHMUU OCHOBHOIO pe3ynbrata — yCTOMYMBOrO
CHWMXeHus ypoBHA AJIT y naumeHToB ¢ HAXKBI B geTckom
Bo3pacTe [8].

EcTb fJaHHble, CBMAETENbCTBYOWME O CBA3KM npuema
60nblMX JO3 BUTaMMHa E ¢ pucKom passutua Hebnaro-
NPUATHBIX CEPAEYHO-COCYAUCTbIX COObITUMA U NOBbLILEHHON
cmepTHocTh [70, 71]. HecmoTps Ha To, 4TO y AeTen, nony-
YaBLWMKX BbICOKME [03bl BUTaMuHa E, He 6bi10 OTMEeYeHOo
3HAYUTENBHOIO YBENIMYEHUS PUCKa HexenaTenbHbIX sBfe-
HWW, 4ONITOCPOYHbIE MPEUMYLLECTBA M PUCKM OCTAIOTCH HENS-
BeCTHbIMU [56, 62].

MauneHtam ¢ MAMXKBIT 1 oupeHnem peKkoMeHaoBaHOo
NPUMEHEHWE aroHUCTOB PeLenTopoB MIOKaroHonog06HOro
nentuga 1 (FMM-1) ¢ uenblo CHUXKEHUS MaccChl Tena, yMeHb-
WeEeHUS MHCYIMHOPE3UCTEHTHOCTHU, NPU3HAKOB BOCManeHus
M NoBpeXAeHus neyeHn [66]. YpoBeHb y6eaUTENbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU lOKa3a-
TenbCcTB — 2).

O6UWKMM nonoxuTenbHbiM adpdekTom aronmucTtos [MM-1
ABNAETCS 3HAYUTENIbHOE CHUXKEHWE MaccCbl Tena, 4YTo Cno-
COBCTBYET YMEHbLUEHUIO NoBpexaeHns nedeHn npu MAXKBI
N CHWUXKaET PUCKM pa3BUTHUS CePaEYHO-COCYANCTbIX COObITUI
M MOYEYHbIX OCMIOXKHEHNH.

BO3MOXHO NpUMeHeHWe MNOAKOMHbIX WMHBEKLMA aro-
HucTta MMN-1 nuparnytnaa (Koa ATX 10BJ02) 1,8 mr exe-
nHeBHo y aeter ¢ MAXKBI ¢ 12 neT. B MHOroueHTpoBOM
ABOMHOM C/NenoM paHAOMWU3MpOBaHHOM MniaLebo-KoH-
TPOAMPYEMOM MUCCNELOBaHWM NUparnyTuh nokasan CBOI
6e30nacHOCTb U 3dbEKTUBHOCTL B nedyeHun MACIT [72].
BaxHO noAyYyepKHyTb, YTO, COMMacCHO KAWHWYECKUM PEKO-
MeHaaumam 2024 1. N0 OXWPEHUIO Yy AeTen, nuparnytug
MOXKeT 6bITb Ha3dHayeH «Npu HeAPDEKTUBHOCTU MEPOMNPUSA-
TUI, HanpaBfeHHbIX Ha GopMUpOBaHMe 340POBOro o6pasa
MW3HW, ANUTENbHOCTb KOTOPbIX COCTaBnsina He MeHee
1 roga». ITOT TE3UC aKTyaNeH U B KOHTEKCTE paccMmaTtpu-
Baemon natonoruun [73].

Cpean Apyrux aKTMBHO M3yYaloWwMxcs CpeacTs
ona Tepanun MAMKBIT y geten ¢ HEM3MEHEHHbIM YpPOB-
Hem AJ[l — aHTaroHWCTbl peuenTopa aHrvoTeH3unHa Il.
Mpenapat nosaptaH B Ao3e 50 Mr B AeHb NepopalbHO
B TeyeHne 6-8 Hea CHWXKaeT MNPOAYKLMIO MHrMGMTOpa
aKTMBaTopa nnasmuHoreHa-1 (PAl-1) — 6enka ocTpou
dasbl, ypoBEHb KOTOPOrO MOBLIWEH Yy AETEN C XMPOBbIM
renato3oM W KOppenupyeT ¢ BblpaxkeHHocTbio MP 1 npo-
rpeccMpoBaHueM GUOPOTUHECKUX UBMEHEHWUIH B MEYEeHMU.
bnoknpoBaHne aKTMBHOCTM PEHUH-AHTMOTEH3WH-aNbAo-
cTepoHoBoM cuctembl (PAAC) NPUBOAUT K CHUXKEHUIO IKC-
npeccun PAI-1 B nevyeHu n ymeHbwaet UP. B umetowmnxcs
nccnegoBaHusax 66110 06HaPYKEHO, YTO N03apTaH XOpoLLOo
nepeHocutcsa getomu ¢ MAXKBI, HecMoTps Ha HOpMalib-
Hble 3HavyeHunsa AL [74].

XupypruuecKkoe neyeHume
bapuaTtpuyeckas xvpyprua He peKoMeHayeTcs B Kave-
ctBe cneundunyeckon tepanum MAMKBI n3-3a oTCyTCTBUSA

[JaHHbIX O JONrOCPOYHbIX pelynbTatax onepaTMBHOro BMe-
lwaTtenbcTBa y NoApoCTKOB [75]. YpoBEeHb yoeAUTENbHOCTHU
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AAOKa3a-
TenbcTB — 1).

bapuatpuyeckas xvpyprusa MoxeT OblTb paccMoTpeHa
B KayecTBe meToda Tepanuu AN OTAeNbHbIX NOAPOCTKOB
¢ UMT > 35 Kr/m2, y KoTopblix BbisiBneHbl MAXKBI 6e3 Bepu-
GUUMPOBAHHOrO LMPPO3a U Apyrue cepbe3dHble CONyTCTBYIO-
e 3aboneBaHus (Hanpumep, caxapHbl anabeT 2-ro Tmna,
TSKenoe anHod BO CHe, MaMonatMyecKas BHyTpu4yepen-
Hasi rMNepTeH3us), CO CTOPOHbI KOTOPbIX, BEPOSATHO, ByaeT
HabnaaTbCs ynyylweH1e nocne NpoBeaeHUs onepaTtMBHOroO
BMellaTenbcTBa [76].

lNMokasaHua M MeTo4 GapuaTpUyYeCcKOro BmellaTeb-
CTBa AO/KHbI ONpeAensaTbcs B UHANBUAYANBbHOM NOpPsSAKe
MYNbTUAMCLUMNANHAPHON KOMaHAOM, BK/tOYaloLen Bpada-
Xxupypra.

MEQULIMHCKASA PEABU/IMTALIUA

U CAHATOPHO-KYPOPTHOE JIEHEHME

Cneunduryeckne Mepbl peabunutauum nNauMeH-
T0B ¢ MAMBIT oTcyTcTBYlOT. MOXET OblTb PEKOMEH-
[OBaHO CaHaTOPHO-KYpPOPTHOE JedyeHue no npoduiio
«[acTpoaHTEPONOrKsA» C NPUMEHEHUeM du3noTepanesTm-
YeCKMX MpoLeayp, perynsipHon GU3n4ecKom aKTUBHOCTbIO,
nporynkamuv Ha cBexeM Bo3ayxe. [loKazaHO neyeHue
Ha 6anbHEONOrMYECKUX U rPA3EBbIX KYpopTax B CO4eTaHMK
C NUTbEBbIMW MUHEpPaNbHbIMW BogaMK. MeaguLmMHCKas pea-
OuUAnTaLmMa B CTaLMOHAPHbIX YCI0BMUAX NPOBOAMTCS B MHO-
ronpodUNbHbIX OTAENEHUAX MEAULMHCKON peabunutauuu
UK OTAENEHMAX MELULMHCKOM peabunutaumu ana geten
C COMaTM4eCKOoMn naTonornen.

NMPO®UNTIAKTUKA

U QUCNAHCEPHOE HABJIIOAEHUE

MpodunakTnyeckme meponpuatna npu MAXKBIN Hanpas-
NeHbl Ha:

° npodunakTnky dopmmposaHua MAXKBIT;
° cBoeBpemeHHoe BbiiBneHne MAXKBIT n MACT;
° npodunakTuky nporpeccupoBanna MAXKBIN/MACI

00 uMppo3sa neyenu [1, 17].

Ana npodunnaktnkun passutus MAXKBI pekomeHgoBaHbI
MEepPOoNpPUATUS, HanpaBeHHble Ha GopMUPOBaHMeE 340POBO-
ro o6pasa XM3HU, KOPPEKLMIO NULLEBLIX NPUBLIYEK, GU3K-
YecKylo aKTuBHocTb [49, 53, 59]. YpoBeHb y6eauTeib-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTeNnbCcTB — 5).

Oetam ¢ MAMBI 6e3 npusHakoB (nabopaTopHbIX
MAN  WUHCTPYMEHTaNbHbIX) MPOrpeccupylollero Teye-
HUS / dnbpo3a, 6e3 KIMHUYECKUX MPOSABNEHUN MeTa-
60/1MYECKOro CUHAPOMa PEeKoOMeHAyeTcs AucnaHcepHoe
HabnogeHne 1 pa3 B 2 roga ¢ OLEHKOW CKPUHUHIOBbIX
OUOXMMHUYECKNX NOKa3aTenien KpoBu (AJIT), a TaKxKe MeTo-
nos Bu3yanusaunn (Y3U, MPT) U HeMHBA3WBHbIX UHAEKCOB
dGubpo3a AN CBOEBPEMEHHOIO BbISBIEHUA MPOrpeccuu
3ab60sieBaHua (N0 nokasaHuam) [1]. YpoBeHb yo6eauTeb-
HOCTU peKomeHpauun — C (ypoBeHb AOCTOBEPHOCTHU
AOKa3aTenbCTB — 5).

Mo gaHHbIM MeTaaHann3a KAMHUYECKUX UCCefoBaHuM,
COMPOBOXAABLUMXCH NAPHbIMKU BUOMNCUAMM, Y TPETHU NaLUEH-
ToB ¢ MAXKBI Habnogaetcsa nporpeccupoBaHme ¢ubposa,
npu aTom nporpeccupoBaHune ¢unbpos3a oT ctaguun FO go F1
npPoOMCXoanT B cpefHem 3a 14,3 roga npu UCXOAHOM Mpo-
cToM cTeato3e 1 3a 7,1 roga npu HACI [77]. OnTumanbHas
YyacToTa AMcnaHCepHoro HabnlaeHus He ycTaHOBEHa,
HO, COrNMacHO MHEHWUI0 EBPONENCKUX IKCNEPTOB, NaLUEHTHI
¢ MAXKBI1 6e3 nabopaTopHbIX UKW MHCTPYMEHTAJIbHbIX MNPU-



3HaKOB NPOrpPECcCHUpPYIOLLEro TEYEHUS LOMKHbI HabnoaaTbCs
1 pa3B2rogal[l, 11].

MaumeHtam ¢ MAXKBIT ¢ npegnabetom, caxapHbiM Ana-
6eToM 2-ro TMna u 6onee 4yem ABYMS GaKTopamMu Kapauo-
MeTaboNMYEeCKOro pMUCKa PEKOMEHAyeTcs AucnaHcepHoe
HabnoaeHne 1 pas B rof ¢ OLLEHKOW HEMHBA3MUBHbIX UHAEK-
coB ¢nbpo3a AN CBOEBPEMEHHOIO BbISIBIEHUS NPOrpeccu-
pylowero te4yeHns 3abonesaHus [1]. YpoBeHb yoeaUTE b-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbCcTB — 5).

PekomeHgoBaHO Habnwaatb AeTel C  OXUPEHUEM
M NpU3HaKaMn MeTaboNnyecKoro CUHApoOMa MynbTUAMC-
LUMNIMHAPHON KOMaHAoW cneuuanncToB AN CBOEBPEMEH-
Horo BbiBneHns MAMKBIT ¢ OLEeHKOM CKPUHUHIOBbIX G6UO-
XMMUYECKUX NOoKazaTtenen kKposu (AJ1T), a TakKKe METoA0B
Bu3yanusauun (Y3WU, MPT) n HeuHBa3WBHbIX WUHAEKCOB
dnbpo3a ANs CBOEBPEMEHHOrO BbiiBAEHUSA 3aboneBa-
HMA (No noka3aHusam) [30]. YpoBeHb y6eauTesibHOCTU
peKomeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TeNnbcTB — 2).

PekomeHA0OBaHO MPOBOAWUTb CKPUHWHI ANS BblfiBhe-
HMa MAMBI y Bcex geten ¢ 9-11 neT ¢ OXUPEHHEM
(MUMT >95-ro nepueHTUNs), C M36bLITOYHOM Maccon Tena
(UMT > 85-r0 U < 94-ro NnepueHTUNS), C AONOHUTENbHbIMU
daKTopamMu puUCKa (LEeHTpanbHOE OXMPEHWUE, PE3UCTEHT-
HOCTb K WHCYNuHY, npeaavabeTr vnu guabeT, gucaunuae-
MUS, anHO3 BO CHE UM CEMENHbIN aHaMHe3, OTArOLEeHHbIN
no MAXBIN/MACI) [1, 17]. YpoBeHb y6eauTesibHOCTH
peKomeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AAOKa3a-
TeNnbcTB — 2).

CaxapHblt AuabeT 2-ro TMnNa u apyrune Gaktopbl Kap-
anomeTabonnyecKoro pucka cnocob6CTBYIOT NPOrpeccupy-
touiemy TedyeHuto MAXKBI u passutnio MACT. MpumepHo
y 4yeTBepTU nauuneHtoB co chopmupoBaBwmnmcs MACT
3aboseBaHWe NPorpeccmupyeT 4o LMppo3a c PUCKOM pas3Bu-
TUS renaTtouennioNapHon KapumnHomsl [8, 78, 79]. Mo MHe-
HUWIO IKCNEPTOB, Y NaLMEHTOB € caxapHbiM gMabeTom 2-ro
TMNa WA HECKONbKMMKU daKTopamu KapauomeTtabonuye-
CKOro puCKa OLleHKa BO3MOXHOro pasBuTUS/nNporpeccu-
poBaHua dnbpo3a AoMKHaA BbINONHATLCA 1 pa3 B 1-2 roaa
[25, 31].

HOetam ¢ MAXKEBI Tak)Xe noKazaHo n3MeHeHne obpasa
KMU3HU (KOPPEKLIMS MUTAHUS C UCKIIOYEHUEM Caxapocoaep-
KalKnX HanWTKOB, yBenunyeHne GU3NYECKON aKTUBHOCTH
C YMEHbLUEHWMEM 3KPaHHOr0 BpeMeHH) ANna npobunakTnkm
nporpeccupoBanus HAXKBI, B TOM 4yucne ¢ Ucnosb3oBa-
HWEM CEMENHbIX NPorpamMmmM peabunuTaumm u ncuxonoruye-
CKOM Koppekuuu [1, 25, 59]. YpoBeHb y6e[UTeIbHOCTHU
pekomeHaauun — B (ypoBeHb JOCTOBEPHOCTHU JOKa3a-
TenbCcTB — 2).

Mepbl N0 M3MEHEHUID obpas3a KWU3HW, NOAPOBHO pac-
CMOTpEeHHble B pasgene «HemeauMKameHTO3Hasa Tepanus»,
He TonbKo cnyxat ang nedyenns MAMBI, HO M OTHOCAT-
cA K Hanbosnee adpdeKTUBHON Mepe ee npeaoTBpalleHns
M NPOrpeccupoBaHus, a TakKe NO3MTUBHO BAMSIOT Ha 60/b-
LLIMHCTBO KOMOPBUAHBIX COCTOAAHWUI [49, 59].

MauneHtam ¢ MAMXBIT pekomeHayeTcs MeauKaMeH-
TO3Has W HeMeAMKaMeHTO3Has KOoppeKuus KomMopoua-
HbIX COCTOSIHMM ANA NPOPUAaKTUKKM MPOrpeccupytollero
Teyenns MAXKBI [35, 41]. YpoBeHb y6eaAUTENbHOCTHU
pekomeHaauuin — C (ypoBeHb JOCTOBEPHOCTHU AOKa3a-
TenbCTB — 5).

MAMXBI n mMHOrMe Komop6uaHble 3abofieBaHUSA OTSH-
rowialoT TeyeHue Apyr Apyra. 9To MNo3BONSET cyuTaTb,
YTO KOPPEKLMSA KOMOPOUAHbIX 3a601€BaHNIN MOXKET OKa3aTb
NoNIOXKUTENbHOE BO3AENCTBME Ha NpeaoTBpalleHne Hebna-
ronpuaTHoro tedeHns MAXBI [17].

OPFrAHU3ALIUSAA OKA3AHUA
MEJWULIMHCKOMW NOMOLLH
BonbwurHcTBO NnauneHtoB ¢ MAMXKBI nognexar Habno-

[EHUIO M NIeYEHNIO B aMOByNaTOPHbIX YCOBUSIX.
lMoKasaHWSMK K NNaHOBOW rocnutanmMaaumm nalumeHToB

¢ MAXKBI cnyxar:

e oTcyTcTBME addeKTa OT nevyeHnss Ha aMbynaTopHOM 3Ta-
ne UAn HETUNMYHoe TeyeHne 3aboneBaHus;

*  Heob6X0AMMOCTb MPOBEAEHUS AMArHOCTUYECKUX MpoLe-
Zlyp, KOTOpble HEe MOTYT GbITb BbIMO/HEHbI B amGynaTop-
HOM nopsiiKe (Hanpumep, MeToabl BU3yanusalmu ¢ npu-
MEHEeHWEM aHecTe3MO/I0rMYecKoro nocobusa y aetew
Mnajllero Bo3pacTta, 61Morncus neyeHu);

°  HeobXoAMMOCTb NpoBeaeHUs AnddepeHLManbHO-ANarHo-
CTUYECKMX MEPONPUATUIA ANS UCKIOYEHUS APYTMX MPUYMH
NopaeHUs NeYeHn, KOTopble HE MOTYT GbiTb BbIMO/HEHbI
B ambynaTopHOM MopsiaKe (Hanpumep, MeToabl BU3yasu-
3aUun ¢ NMPUMEHEHUEM aHECTEe3MONOrM4ecKoro nocobus
y AeTen mnajwero Bo3pacta, 6MONcus nevyeHn);

* coyeTaHne MAXKBI ¢ nposBneHUIMM MeTaboNMYECKOro
CUHAPOMA, OCNOMHALWMMKN Te4YeHe 3abosieBaHus, Tpe-
6ytollee MynbTUAUCLMNIMHAPHOIO BEAEHWUS MalueHTa
W/WUNKN KPYr0CyTOYHOro HabntoaeHus.
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MpunokeHuna

LKanbl OLLeHKKU, BOMPOCHUKHU U Apyruve oueHo4YHbie UHCTPYMEeHTbl COCTOAHUA NaLlUueHTa,
npuBeaeHHble B KIMHUYEeCKUX peKoMeHJauuax

Mpunoxenue 1. likana NAS (NAFLD activity score) [71]

Supplement 1. NAFLD activity score [71]

Ha3BaHue Ha pyccKkoM a3blke: LLkana oueHkn aktnBHoct HAMKBI

McTouHuK: KoHceHcyc akecnepTtoB-mopdonoroB CRN (Clinical Research Network), 2005 1.

HasHauveHue: ans NoayKoaMyecTBEHHOM OLLEeHKMU TsxecTu u ctagmum HAXKBI

CopaepxkaHue (wabnoH): Likana oueHUBaeT cteneHb MOPdON0OrMYecKknx nameHeHum B 6annax (ot O oo 8): BbipaxKEHHOCTb
cTeato3a neyeHu, BHYyTPMAONIbKOBOTO (106yNsipHOro) BocnaneHus, 6anioHHOW AUCTpodum renatoumnToB u ctaguio Gnubposa

Crearto3, %

JloGynsapHoe BocnajieHue*

BannoHHas guctpodusa

<5 (0 6annoB) otcyTtcTByeT (O 6anno.)

otcyTtcTByeT (O 6anno.)

5-33 (1 6ann) < 2 doKycoB B none 3peHus (1 6ann)

cna6as (1 6ann)

34-66 (2 6anna) 2-4 dokyca (2 6anna)

yMepeHHasi/BblpaxkeHHas (2 6anna)

1a, b: 30Ha 3 auuHyca

1c: nopTanbHbIi GU6pO3
dnbpo3 neveHu (ctagmm)
3: dn6pPO3HbIE CENTHI

2: 30Ha 3 auuMHyca + nopTtanbHbli/nepunopTanbHbii GUbpPo3

4: NOXKHble A0NbKK, HapyLWEHWE apXMTEKTOHMKM TKaHU NeYeHu (LMppoa)

MpumeyaHue. <*> — Hanuyme CKONNEHU KNEeTOK BoCNanuTenbHOro nidunstpaTa npu ysennyenunm 20.

Note. <*> — the presence of clusters of inflammatory infiltrate cells with an increase of 20.

Knioy (MHTepnpeTauus):
e NAS 0-2 — amnarHo3 HACI/MACI manoBeposiTeH;

e NAS 3-4 — «cepasi 30Ha», BO3MOXHO Hannyme HACI/MACT y naumeHTa;

e NAS >5 — BeposATHbIM agnarHo3 HACI/MACT.

MpunoxxeHue 2. likana SAF (Steatosis, activity, and fibrosis) [2]

Supplement 2. Steatosis, activity, and fibrosis [2]

HazBaHu1e Ha pyccKoMm a3blKe: LLKkana ang nonykonn4yectBeHHom oueHKu Tsectr HAMXKBI

McTouHuK: FLIP pathology consortium, 2014 r.

HazHayeHue: Ang nosiyKosIM4eCTBEHHOM OLLEeHKU TsxecTn HAMBI
CopeprkaHue (wabnoH): Lkana BKAOYaeT B cebsl Takne rucrtonormyeckme xapaktepuctukn HAXKBI, Kak BbipaxeH-
HOCTb cTeaTo3a (S, steatosis), 6annoHHasn agucTpodusa n nobynspHoe BocnaneHue (A, activity) u ctagusa d¢nbpo3a neyveHu

(F, fibrosis)



MapameTp Bbipa)K€HHOCTb U3SMEHEHUN OueHka
<5 0
5-33 1
S: cteaTo3 (0-3)
33-66 2
> B66* 3
BannoHHasa guctpodua
Het 0
CKonfieHnsa renatoLumnToB HOPManbHOMO pa3Mepa, HO OKpyrion Gopmbl 1 ¢ 6egHoON 1
uutTonnasmom
To e, HO BCTpeYaloTCs U YBENUYEHHbIE KNETKU, U UX KaK MUHUMYM B 2 pa3a 6onblue, 2
A: aKTUBHOCTb (0—-4) 4eM HOpManbHbIX
Jlo6ynapHoe BocnaneHune > 2 BocnanuTenbHble KNETKU NpK yBenudeHnmn 20
Het 0 S
&
< 2 hOKycoB B npeaenax 1 4oNbKu 1 %
N
> 2 GpoKycoB B npegenax 1 AoNbKu 2 g
Het 0 G
S
MepucuHyconpansHbii UJTW noptanbHbin Gr6po3 1 °
Q
F: dn6po3 (0-4) MepucuHyconaanbHbi M nopTanbHbii Grbpo3 6€3 MOCTOBUAHOIO 2 ‘Et
[
To »ke M mocToBUAHbBIN GUBPO3 3 g
o
Linppos 4 =
©
Cymma 6annos: 0-11 ]
a
MpumeyaHue. <*> — Hanunuue (cy6)ToTasbHOro cTeaTo3a NevYeHn y Moobix NaLlueHToB, 0COGEHHO 63 NPU3HAKOB METAG0/IMYECKOTO CHUH- u

poMa, TpeByeT OLlEHKM aKTUBHOCTM JIM30COMHOW KUCION NMNasbl 4S9 UCKOYEHUS 60/1€3HM HaKoMeHUs 3GUPOB XonecTepuHa / 60ne3Hu
BonbmMaHa nnu o6cnegoBaHmsa naumeHTa Ha npeamet 6one3Hn BunbcoHa. bonee pekon NpUYMHOM MOXET 6bITb HOCUTENLCTBO PeLLeCCUB-
HbIX MyTauui POLG, DGUOK nnn MPV17, xapaKTepHbIX 4719 MUTOXOHAPUWabHbIX 3a601eBaHUN.

Note. <*> — the presence of (sub)total liver steatosis in young patients, especially without signs of metabolic syndrome, requires an
assessment of lysosomal acid lipase activity to exclude cholesterol ester accumulation disease / Wolman disease or examination of the
patient for Wilson disease. A rarer cause may be the carriage of recessive mutations POLG, DGUOK or MPV17, characteristic of mitochondrial
disease.
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