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TEPMUWHbI 3) MeTabo/MY4ECKM accouuMmpoBaHHasa XKuposas
XupoBas GonesHb neyeHu (XKBIl) / cTtearo3Has 60n€e3Hb NeYeHn B COYETAHMMU C ynoTpebaeHneM U3bbiTou-
60s1€3Hb Ne4YeHU — OoO6LMN TEPMUH, 0O6bEeAMHSAIOLLNN HOro KOIMYecTBa ankorons;

naTonorMyeckne coCTossHUSA, NMPU3HAKOM KOTOPbIX ABASeT-
€Sl U36bLITOYHOE HaKOoMMEeHMe NMMNNLOB B NeYeHH, BKOYa-
owmnn cnegyowme 3aéonesaHuns / rpynnbl 3a6oneBaHni:
1) meTaboNMYECKM accouumuMpoBaHHas upoBas
60ne3Hb nevyeHn (MAXKBI);
2) ankorofibHas 60/1€3Hb NEeYEHH;

4) xmposas 601e3Hb NeveHn cneumndruyecKon aTMoNoruu;

5) KpunTOoreHHas XupoBas 601e3Hb NeYEHM.

XKupoBas pereHepauus ne4eHu / napeHXMMaTo3HbIX
OPraHoB (CWH.: XXMpoBas ANCTPOdUS, CTeaTol3) — CTPYKTYp-
Hble HapyleHus obMeHa uuTonna3MaTUYyeCKUX NUNuaos,
KoTopble MOP®OSIOrMYECKM MPOSABAAIOTCS YBENMYEHUEM



HaKOMNEHWA TMNNLOB B KNETKaXx, rAe OHU BCTPEYaloTCs B HOP-
MasbHbIX YCNOBMAX, MNOSBNEHWEM WX TaMm, r4e OHM O6bl4HO
He BCTpeyatoTcsl, M 06pa3oBaHUeM KUPOB HEOBLIYHOTO XMMHU-
4eCKoro coctasa.

MeTa6oniM4yecKUn accouuMpoBaHHas XuUpoBasi
6o0ne3Hb neyeHn (MAXKBIT; paHee TepMUH «<HeanKorosbHas
*upoBas 60/Ie3Hb NevYeHn») NnpeacrtaBnsgeT cobomn accouna-
LMIO cTeaTo3a NevyeHn ¢ M36bITOYHON Maccon Tena / oxupe-
HUeM n dpaKTopammn KapanomeTaboInyecKoro pucKa.

MeTa60/M4eCKN accOLMUPOBaHHbIA cTeaTorenaTuT
(MACT; paHee TeEpMUH «HeaNIKoroNbHbIA cTeaTtorenaTtum) —
CM. onpeaeneHne HeanKoronbHOro cteatorenatuTa.

HeankoronbHaa jXupoBas 6oNie3Hb MNeYEeHHu
(HAXKBI) — rpynna saboneBaHui, BKAO4Yawuwaa B cebs
cTeaTo3 MeYyeHu U HeaNnKorofbHblM cTeatorenatuT, obuen
XapaKTEPUCTMKOM KOTOPbIX ABASETCA N36bITOYHOE HaKkone-
HWE XKUpa B NeYeHu.

HeankoronbHbin cteatorenatut (HACI) — dop-
Ma HAMBI, rucTtonorn4yeckn xapakTepusyeTcsi Hanuyu-
€M cTeaTto3a, N06yNsSpHbIM M MOpTaibHbIM BOCMANEHUEM.
bannoHHas guctpodua renaToumToB, ABASOWaAnCS 0693a-
TeNbHbIM TMCTOOMMYECKUM KOMMOHEHTOM CTeaTorenatuTa
y B3POCAbIX, Y A€TEN MOXET OTCYTCTBOBATb.

MapameTp KOHTPOIMPYEMOro 3aTyXaHus yibTpa3ByKa
(controlled attenuation parameter) — oTHocuTCA K ynbTpa-
3BYKOBOM METOAMKE OLEHKM CTeaTo3a MeyeHW, OCHOBaH
Ha CBOMCTBE YNbTPa3BYKOBbLIX CUTHaNOB «3aTyxaTb» B TKa-
HSIX, COAEPKaLLMX XUP (ocnabneHune curHana npoucxoauT
NPOMNoOpLMOHaNbHO CTEMEHN CcTeaTo3a).

Mepunatpuyeckana ¢opma XUPOBOU GONIe3HU nNeye-
HU — OOWMKN TEepMUH, NOAYEPKMBAKOWMMN OCOBEHHOCTU
3TUOJIONUUN KUPOBOK OGONE3HU MEYEHU Yy feTen C BbICOKOM

4acTOTOM BbISIBNEHUS BPOXKAEHHbIX HapyLEHUN / «OlWNBOK

meTabonuamar. BblgensaioT cnegylowme Tunbl neguatpuye-

ckoun XKBIT:

e 1-n TMN — XupoBas 60Ne3Hb MeYeHU KaK cneacreve
BPOXAEHHbIX HapylweHun mMeTabonnama (y B3POCbIX
nauneHToB 3TOMY COCTOSIHMIO COOTBETCTBYET XMpoBas
60/1e3Hb NeYeHn cneundu4ecKom aTMoONOrnn);

e 2-N TMN — MeTaboNMyecKn accoumnmpoBaHHas 601e3Hb
neyeHu;

e  3- TN — XuKpoBas 601e3Hb NeYeHN HeyCTaHOBIEHHOM
3TMONOrMKM (y B3POC/bIX MaLUMEHTOB — KPUMNTOreHHas
*uUpoBas 601e3Hb NeYeHu).

MpoTOHHaAA MJIOTHOCTb XUPOBOW TKAHU NMEYeHu —
onpegensercs nNpu NpPoBeAEeHUU MarHUMTHO-PE30HAaHCHOWM
Tomorpadun (MPT), paccunTbiBaeTcsl KaK OTHOLIEHWE Mpo-
TOHHOM NJIOTHOCTM (KOAMYecTBa MPOTOHOB) NEYEHOYHOro
Upa K o6LEeN NPOTOHHOM MNAOTHOCTU NeYeHu (KonnM4yecTBy
NPOTOHOB }KMpa U BOAbI).

Cteato3 neuyeHn — dopma HAXKBI/MAXBI, koraa
NP aKKYMYNSaLMK XKUpa B NeYeHn UMeeT MECTO HaKoneHne
nunuaoB 6onee 4em B 5% renatountoB (https://cr.minzdrav.
gov.ru/preview-cr/748_2). Mpn 3T0M Ha GOHE MaKpoOBeE3U-
KYNSIPHOTO OTNOXEHUS MUpa OTCYTCTBYIOT MPU3HAKK Bocna-
NIEHUS UM OTMEYaeTCd MUHUMAaIbHO BbIpaXKeHHoe nobynsp-
HOe WK nepunopTanbHoe BocnaneHue.

AUROC — cTaTUCTMYECKMM MeTol, MCMNONb3YIOLWNNI-
Cq ANS OLEHKM KayecTBa MPOrHOCTUYECKUX MOAENEN.
MHTepBanbl 3HavyeHns AUROC yKka3biBatoT Ha YpOBEHb Kaye-
CTBa gnarHoctuyeckon mogenu: ot 0,9 go 1,0 — oTAnYHOE;
ot 0,8 go 0,9 — o4eHb xopouwee; ot 0,7-0,8 — xopoulee;
Huxe 0,7 — yaoBneTBoputenbHoe; Hue 0,6 — HeyaoBneT-
BOpUTENbHOE.
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CLINICAL RECOMMENDATIONS

KIMUHUYHECKUE PEKOMEHOALUU

ONPEAEJIEHUA

HAXBIl — xpoHunyeckoe 3aboneBaHMe MEYEHU MeTa-
60/IM4ECKOr0 reHesa, xapakTepuaylolleecs W36bITOYHbIM
HaKOM/JIEHWEM XUpa (C BbIIBNEHUEM MaKPOBE3UKYNSAPHOIO
cTeato3a 6onee 4yeM B 5% renatouMTOB) NMpY WUCKIKOYeE-
HWUM FEHETMYECKUX 3aboneBaHui, MHOEKLUMIA, BO3AENCTBUSA
3K30reHHbIX PAKTOPOB (3TaHONa, NEKAPCTBEHHbLIX Mpena-
paToB, ronogaHvs u T.4.), Bbi3biBatowmx cteato3. HAXKBI
BKJIIOYAET ABa NaTO/IOMMYECKMX COCTOSIHWUSA: NMPOCTON CcTea-
T03 1 HACT [1].

MeyeHb SBNSIETCA K/OYEBbLIM OPraHOM, y4acTBYHOLWMUM
B MeTab0o/M3Me M TpaHcrnopTe NMnnaoB. N36bITOYHOE HAKo-
nieHne NMNUOOB M3-3a HapPYLIEHUI perynaumMm ux metabo-
nM3Ma o6ycnoBnMBaET pa3BUTUE Tpynnbl 3aboneBaHui,
BK/IOYaAIOLWEN HeanKOronbHYIO XUPOBYD 60/M€3Hb neye-
HM (HAXKBI) 1 HeankoronbHbi cTteatorenatut (HACT) [2].
HAMBI MOXeT B KOHEYHOM WTOre MpUBECTM K LMppO3y
NeyYeHn M renaToLENONAPHON KapuuHome. C MOBbIWEH-
HbiM puckom HAMKBI1 cBsfizaHbl MeTabonmMyeckas ANCOYHK-
LUMS, M3ObITOYHbIA BEC / OXMPEHME M CaxapHbiM aunaber.
B KOHCEHCYCHOM 3asIBIEHUM MEXAYHAPOAHbIX 3KCNEpPTOB
oT 2020 r. aTto 3aboneBaHne O6blI0 ONPEESIEHO KaK MeTa-
601M4YeCKN accouunpoBaHHaa 6one3Hb nedyeHn (MAFLD)
[3-6].

Mpn MeTabonMyecKkoM CMHAPOME y Nnodasnstowero 60/b-
wuHctBa peructpupyetca HAMXKBI, koTopas npeactaBnsiet
COOGON WMPOKUIM CNEKTP FMCTONATOIONMYECKUX UBMEHEHWN,
BapbuUpyloLMX OT NpocToro creatoda Ao HACI ¢ pnbpo3om
nnu 6e3 HEro n B KOHEYHOM CYETE LMPPO3a NEYEHU U rena-
TOLIE/UIIONINIPHON KapuUMHOMbI, B TO BPEeMS KaK MNpOCTOM
cTeato3 NeyvyeHu, No-BnamMmMoMy, SIBNSeTcs [0BOMbHO 6e3-
06MAHBLIM NPOSIBIEHUEM HAKOMNEHUS B HEN TPUMTMLIEPUAOB.
TeM He mMeHee, HaKoMneHne BbICOKOTOKCHUYHbLIX CBOGOAHBIX
MUPHBIX KUC/IOT, Bbi3BAaHHOE WX MaCCUMBHOW Mo6GWIM3a-
UMEN W3 KMPOBOW TKAHW, PE3UCTEHTHOCTbIO K MHCYMHY,
W YyBENIMYEHUE CHMHTE3A MKUPHbIX KUCNOT de Novo B NEYEHU
M3 IOKO3bl ABASETCA «NepBbiIM GAKTOPOM PUCKa» pasBu-
Tva HAMXKBIL. MMporpeccupoBaHne HAMXKBII, no-Buavmomy,
CBSI3aHO C BO3HUKHOBEHUWEM «MapaseflbHbiX MHOXECTBEH-
HbIX MOPaXkeHUM», TaKUX KaK AUCOHYHKLUMS MUTOXOHAPUNA,
Bbl3BaHHas OKWUC/IUTENbHLIM CTPECCOM, CTPECC 3HAOoMNAa3-
MaTM4YECKOro PETUKYNyMa, Bbi3BaHHbIM 3HAOTOKCUHAMM,
TLR4-3aBucumoe (TLR4 — toll-nogo6Hble peuenTtopbl 4-ro
TMNa) BbICBOGOMXAEHWE MPOBOCMANUTENbHbLIX LIMTOKWMHOB,
neperpysKa »ene3om M MHOrue apyrue. 3T NaTOreHHble
daKTopbl OTBETCTBEHHBI 3a 3anycK psaa CUrHaNbHbIX NPO-
BOCMaNIMTENbHbIX KAacKagoB, BeAyLIMX K TMGenn KeTtok
1 GUGPO3Y, KOTOPbIE U ABASIOTCH MPU3HAKAMM, OT/IMYAIOLIN-
mu HAXKBM ot HACT [7].

MpocTo# cTeaTro3 — COCTOSIHUE, MPU KOTOPOM BbISIB-
NnaeTcs MaKPOBE3UKYNAPHOE OT/IOXKEHME XUpa B renaro-
LUMTax Npu OTCYTCTBUU NPU3HAKOB BOocnaneHusa n ¢nuéposa
B NMEYEHU WAU NPU HaIMYUM HE3HAYUTENIbHOro 106ynsp-
Horo Bocnanenus. lMNpu coxpaHsaolwmnxcs GakTopax pUcKa
NPOCTON CTeaTo3 MOXeT npuobpeTaTb MNpPOrpeccupyto-
liee TeyeHne ¢ pas3ButMeM ¢Gubpo3a, HO CKOPOCTb €ro
NpPoOrpeccupoBaHUa 3HAYUTENIbHO MeANeHHee, YeM
npu MACT/HACT [8].

HACIT — xapakTepu3yeTcsi cTeaTo30M, BHYTPUAO/bKO-
BbIM BOcManeHuem, 6anioHHOW AereHepauunen renatouu-
TOB U MOXET NpoTeKaTb C PasBUTUEM MEPULEHTPANIbHOIO
MU nepucuHycomanbHoro (pexe noprtanbHoro) ¢ubpo3za.
[na geten, B oTaMyne oT B3pOC/bIX, 6annoHHasa aereHepa-
LuMs renatounToB HexapakTepHa. HACI aBnsietca nporpec-
cupytowen dopmon HAXBI ¢ puckom pasBuTUS LMpPpPO3a
neyvyeHu, renaToLE/UTIONAPHON KapLMHOMbI, @ TaKKe cepey-
HO-COCYAMUCTbIX 3a60/1€BAHUIN U UX OCNOXHEHUI [1].

OaHaKo faHHble TEPMUHbI TPYAHO Ha3BaTb YMECTHbIMU
B neavaTpuu B CBSA3U Ka3YUCTMHECKUMM CllydasMu anKko-
rONIbHOMO MOpPaXKeHUs neveHun. Mcxoas U3 aToro, NPeAoXKeH
HOBbIM TEPMWH, NOAYEPKUBAIOWMI 3HAYEHWE B NaToreHese
MeTaboNMYeCKMX HapyweHn, — MeTaboMYeCKn acCcoLnm-
poBaHHas XupoBasa 60ne3Hb neveHn (MAXKEN) [9].

MABI (cm. HAXKBI) — BapuaHT HAXKBI (B HacTo-
aee BpeMs CTeaTO3HOW/XKMUPOBOW 6O0NE3HU MNeYeHW),
XPOHWYecKoe 3abonieBaHne MeYeHn, xapakTepuaytouleecs
M36bITOYHbIM HAKOMJIEHUEM KMpa, CBA3AHHOE C M36bITOY-
HOM MaccoW Tena / OXXWPEHUEM, WMHCYIUHOPESUCTEHTHO-
CTbl0, CaxapHbiM AuabeTom 2-ro Tuna, AUCAUNUAEMUEN
M XPOHUYECKUM HecneumdU4YecKUM BOCMNaneHUem HMU3-
KOM CTEMeHU aKTUBHOCTU MPU UCKIIOYEHUU FEHETUYECKUX
3a60/1ieBaHU, UHOEKL MM, BO3LENCTBUS IK3OMEHHbIX dak-
TOPOB (3TaHoNa, NeKapCTBEHHbIX NpenapaToB, ronogaHus
M T.4.), Bbi3biBawowWwmnx cteato3d. MAMXKBI npeactaBnsaer
co60M MevyeHOYHOoe MPOSIBAEHUE CUCTEMHbIX MeTabonu-
YECKMUX HapyleHUn KU aBnseTcs He3aBUCUMbIM baKTopom
pucKka 6onee TAXKENoro Te4yeHus M HebnaronpusaTHOro
NPOrHo3a cepaeyHo-coCyauCTbIX (M, BEPOSATHO, MOYEYHbIX)
3a60/1eBaHMI KaK BO B3pOC/IOM, TaK M B JETCKOM BOo3pacTe
[10, 11]. MAXKBI (cm. HAXKBIM) BKkNtovaeT B cebs ABa naTto-
NOTNYECKUX COCTOSHUS: MPOCTON CTeaTo3 M cTeaTtorenatuT
(MACT — paHee HACI).

OnarHo3 MAXBIT [12] cTaBMTCSA Ha OCHOBaHWKU Hanwu-
4yus cTeaTo3a neyeHu (BbIABAEHHOro Mo peayabratam
ynbTpa3ByKoBoro (Y3W) unu apyroro BM3yanunsunpyrowero
meToda uccnefoBaHusa MM60 rTMCTONIONMYECKMM METOAOM)
y NauMeHToB C M36bLITKOM MaccCbl Tena / OXUPEHUEM
npu Hanunyinun AByx n 6onee GakTopoB Kapamometabonu-
4eCKoro puckKa:
® OKPY)KHOCTb }KMBOTa 60nee 90-ro nepueHTMNs Ans BO3-

pacTa, pocTa 1 nona;

° HapyweHue MeTabonvM3ma YrneBofoB (M1lOKO3a HaTo-
wak > 6,1 Mmonb/n, nocTnpaHivanbHas [NOKo3a
> 7,8 mmonb/n, HbAlc > 5,7%) nnn caxapHbin gnaéet
2-ro TMna;

° MoBbllWEeHWe apTepnanbHoro gasnenunsa (A)>130/85 mm
pT. CT. uan 6onee 90-ro nepueHTUNa ANa BO3pacTa,
pocTa 1 nona;

e Tpurnuvuepuabl B nnasme > 1,7 MMOSb/1;

®  X0JIECTEPUH NNMNONPOTEUHOB BbICOKOKM MioTHocTH (JIMBIT)
B nna3me < 1,03 MMOJib/N — KpUTEPUIN METABOTMYECKOTO
cuHapoma (MC) y neten no IDF (cooTBeTcTBYyeT 40 mr/an).
MACI — cm. onpeanenenue HACT.

3THOJIONUA U NATOTEHE3

B HacToswee Bpema MAXBIl paccmatpuBaet-
Ccl Kak MynbTudaKToOpHaa naTtofiorusl, pasBuBalollancs
B peaynbTate CMOXHOro B3aMMOAENCTBUS 3KONOTMYECKMX,
reHeTUYECKUX N ANUreHeTMYeckux paxktopos [13].

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

CTeaTo3 ne4yeHu, SBASAIOWUNACS KIOYEBbLIM MPU3HAKOM
MAMBI, paszBuBaeTcs B pe3y/nbraTe HapyLweHHOro 6anaHca
NIMNUAHOro romeocTasa neyeHu BCNeACTBUE:

1) M36bITOYHOro MOCTYMJIEHUS JHEPreTUYECKUX Ccy6-
CTpaToB, MPEWMYLECTBEHHO YrNEBOAOB, XMPHbIX KUCAOT
n xonectepuHa. K OCHOBHbIM MCTOYHMKAM CBOGOAHbIX
(HeacTepPUDULMPOBAHHbBIX) XMPHbBIX KUCAOT, MOCTyNatoWwmx
B NeYeHb, OTHOCAT UX NOBbILEHHOE BbICBOGOXKAEHME U3 aan-
noumnTOB B peaynbTate nunonamsa (0Kkono 60%), KOHBEPCHUIO
yrneBofoB B nevyeHun (nunoreHes de novo — 26%) u n36bi-
TOYHOE noTpebneHne xupos B nuwy (14%) [14, 15];

2) AMCOYHKUMKM opraHenn renaTtouMToB, YyHacTBYHOLWMX
B MeTabo/M3me (OKUCIEHUM) NUNULOB;



Ta6nuua 1. PakTopbl pucka pa3sutua MAXKBI B aetckom Bo3pacTe [11, 13]

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

®daKkTopbl pUCKa

0coGeHHOCTH

CeMeWHble daKTopbl

e MAXBIy poautenen
e OXupeHue y matepu

MpeHaTanbHble GaKkToPbI

e [ecTauUMOHHbIN AnabeT 6epeMeHHOoM
e My)XCKOM Nof BHYTPUYTPOGHOro pe6eHKa
* HusKkasa Macca Tena pe6eHKa npu poXKAeHUH

[eHeTHyeckune daKTopbl

BbisiBNeHue cnefyioLmx reHos:

e PNPLA3 (patatin-like phospholipase domain-containing
protein 3) — reH 6enka 3, cogep)Kallero naTatMHONOA0GHbIN
nomeH pochonunnassbl

TM6SF2 (transmembrane 6 superfamily member) —

reH TpaHcMem6paHHoro 6enka 6 cynepcemeicraea 2

MNMocTHaTanbHble GaKTopbI

e [pygHoe BCKapMuBaHWe MeHee 6 mec
e [lMTaHWe ¢ 36bITOYHbIM NOTpebneHneM GpPyKTO3bI

MeTab6onunyeckue GpaKkTopbl

¢ LleHTpasnbHOe OXupeHne
MHCYNMHOPE3UCTEHTHOCTD
* M3MeHeHWe COCTOAHUA KUILEYHON MUKPOBHOTbI

MpumeyarHne. MAXBI — mMeTabGonn4eCKM accoLMMpoBaHHas KupoBas 601e3Hb NeYeHM.

Note. MALFD — metabolic-associated fatty liver disease.

3) HapyLweHHOro BbIBEAEHUS NUMUA0B U3 renatouuToB
¢ 06pa3oBaHUEM JIMNONPOTEMHOB O4EHb HU3KOM MJIOTHOCTH
(INOHN) [6].

B oTBET Ha U36bITOYHOE HAKOMEHUE NUNUL0B B NEYEHU
NPOUCXOAUT aKTUBaLUUSA GaKTOPOB BPOXKAEHHOIO UMMYHUTE-
Ta Cc y4acTuem pe3unaeHTHbIXx MaKkpodaros (Knetok Kyndepa),
CUHYCOMAANbHbIX 3HAOTENWabHbIX KNETOK C BblipaboTKOM
MeAnaTopoB BOCMaNeHus U NocneayownmM npuBnedyeHnem
B NnevyeHb HenTpodmnos n Makpodaros [16].

MAMBI pa3BuBaeTcs B pe3ynbTaTe KOMMIEKCHO BO3-
[ENCTBYIOWMX OLHOBPEMEHHO MNPOTEKAlOWMX naTonoruye-
CKMX npoueccoB [11, 16], KoTopble BK/OYalOT B ceb4:

1) WHCYNUMHOPESUCTEHTHOCTL (MP) ¢ pa3BUTUEM [IOKO-
TOKCUYHOCTH;

2) NWMNOTOKCUYHOCTb, BbI3BAHHYIO WM306bITOYHLIM HaKo-
nieHvemM TPUIULEPULOB B renatoumTax BCNeaCTBUE [UC-
6anaHca NpoAyKLUUU FTOPMOHOB XMPOBOW TKaHU (CHUXEHUE
NPOAYKLMU afUNOHEKTUHA U YBESIMHEHNE CUHTE3A NIENTUHA),
XapaKTepHOro Ans BUCLEPASIbHOIO OXUPEHHUS;

3) HapyweHue yHKLUOHUPOBAHUS OCU «MUKPOBUOTa —
KULWWEYHUK — NeYveHbr. K xapaKTepHbIM U3MEHEHUSAM CO CTO-
POHbI KMLWEYHON MUKPO6UMOTLI Npu MAXKBI oTHoCUTCS yBeE-
nvyeHne npenctaButenen Proteobacteria w Bacteroidetes
CO CHUXEHWEM 4YucneHHocTu Firmicutes. [loMMMO CUHTE3a
psifia renatoTOKCUYECKMUX CybCTaHLmMM (@MMKnaK, deHon, aTa-
HOJ1 U T.4.), OCHOBHbIM 6aKTepuasbHbIM NPOLYKTOM, BOBIE-
yeHHbIM B natoreHe3 MAMKBI u MACI, asnsetcs nuno-
nofvMcaxapui — aKTUBHbIA KOMMOHEHT 6aKTepuasbHOro
3HAOTOKCHHA, akTuBMpylowmi TLR4 ¢ nocneayowmnm yBenu-
YeHUEeM IKCMPECCUn reHoB, Y4acTBYIOLLMX B CUHTE3E BOCNa-
JINTENbHbIX LLUTOKMHOB, TaKMUX Kak GaKTop HEKPO3a OMNyXo/u
anboda (TNF-a), HTepnenkuH (IL) 1 n IL-6, 4To cnoco6eTBYET
pas3BUTUIO MHCYNTMHOPE3UCTEHTHOCTH, renaTocTearosa, UHK-
LMUpyeT BocnaneHne n dGubporeHes B NeveHuy;

4) BAUAHUSA reHeTUYecKux GaKTopoB — BbIIBNEHUE
BapuauuuM nocnepoBaTtenbHOCTEN (OAHOHYKNEOTUAHBIX
noiMMOP®U3MOB) B reHETUHECKUX IOKyCax reHoB (Tabn. 2).

Hocutenn BapuaHtOoB PNPLA3 [1148M w TM6SF2
E167K nmetoT 605ee BbICOKOE COAEPXKaHME XKupa B nedve-
HM W MOBbIWEHHbIN pUCK pa3suTua MAXKBI. BoigBneHue
nonumoduamon SOD2, IRS1, KLF6 accoummpyeT C PUCKOM
nporpeccupoBaHua dMbposa u pa3BUTUEM cTeaTorenaTuta
y nauuneHToB ¢ MAXKBI1. B HacTosilee BpeMs npexaespe-

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

B pesynsraTte natoreHe3 MAXKBI npeactasnset co6on
KOMMNEKC MaTo/orM4ecKux npoLeccoB, MNPUBOAALLUX
K HapyLleHWio NUNUAHOro roMeocTtasda neyeHu: cBobofa-
Hble XUPHblIE KUCNOTbl, 06pPa3ylolMecs B XUPOBOM TKa-
HWU B pes3ynbraTe AMNoONAM3a W nunoreHesa de novo, npe-
BbILIAIOT CNOCOOHOCTb MEYEHU K UX MeTabonuamy (nytem
[B-oKkuncneHunsa) u aKckpeuun ¢ obpasoBaHuem JIMOHIM [16].
CnencTBveM SBNSIOTCA OKUCIMUTENbHBIM CTPEcC, Bocnasne-
HUE HWU3KOM CTEeNeHW aKTMBHOCTW, aKTuBauua npodubpo-
TUYEeCKMX (aKTOpPOB, OMpeaensowmnx pasBuTUe renatuta
C BO3MOXHbIM WCXOAOM B LMPPO3 / renatoueniofiapHyto
KapuuHoMmy. BucuLepanbHoe OXWpeHue, CyOKIMHUYecKoe
BocnanexHve u WP npeactaBnsoT cobon obuine natoreHe-
TMyeckue 3BeHbs Kak MC, Tak u MAXKBIT, 4To nog4yepkmMBaeT
B3aMMOCBA3b Me¥Jy NaTofiornen nevyeHu U metabonuye-
CKOW Jucperynauven uM aBAfeTca OCHOBaHWMEM paccma-
TpuBaTb MAXKBI1 B KayecTBe nposiBiieHns MC He TONbKO
y B3POC/bIX, HO U B MeanaTpu4ecKomn npakTuke [18].

ANUAEMHUONOruA

MAXBIT B cBS3M C HEYKNOHHbIM POCTOM OXUpe-
HUA Yy [eTel BO BCEM MUpe SBASeTCs OLHOM U3 Haubo-
flee 4acTbIX MPUYUH XPOHMYECKOIO MOPAMEHUS MNEYEHMU.
PacnpocTpaHeHHOCTb cTeaTto3a Ne4vyeHu, YCTaHOBNEHHOro
no aaHHbIM Y3MW, coctaBnsieT 7,4% cpeav aeten n nogpocTKOB
B 0o6LWen nonynauuu, gocturas 34% y feTen ¢ OXUPEHUEM
n 80% B rpynne mMopbuaHoro oxxuperus [19]. MNokasaTenu,
nony4eHHble NO pe3ynsTatam ayToncuu B JETCKOM BO3pacTe,
CBUAETENLCTBYIOT O BbIIB/IEHUM CTeaTo3a nevenn B 4,2-9,6%
cny4vaeB ¢ yBenndeHueM 1o 38% y feten ¢ oxumpeHunem [20].

Yactota MAXBI yBennynBaetca ¢ BO3pacToMm, MOBbI-
wascb ¢ 0,7% y peten 2—-4 net no 17% y nogpocTros [21].
PacnpoctpaHeHHocTb  MAMKBIT 3HayuTenbHO BbilWwe
y Manbinkos — 3,4% (71/2,080), yem y aeBoyek — 2,8%
(58/2,061) [22].

C Bospactom MAMBI y peter nmeeT TeHAEHUMIO
K NPOrpeccupoBaHuio, B TOM YUC/E U 3@ CHET KOMOPOUAHON
C OXMpPEeHWeM NaTonoruu, NPUBOASA K CHUMKEHUIO KayecTBa
M NPOAOC/IKUTENBHOCTHM XM3HM [10].

Oona MACT B cTpyktype MAXKBI coctaBnser ot 12,5
[10 23,4% B 3aBUCUMOCTH OT BbIPAXXEHHOCTU OXUPeHUa [23].
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CLINICAL RECOMMENDATIONS

KIMUHUYHECKUE PEKOMEHOALUU

Ta6auua 2. BansiHne 0AHOHYKNEOTUAHbIX NOAMMOPPU3MOB Ha pa3BuUTHe U NporpeccupoBatne MAXKBI [16]
Table 2. The influence of single nucleotide polymorphisms on the development and progression of MALFD [16]

MeTta6onnyeckum appeKT

NMonnmopdunsm reHa

®DYHKLU MU reHa

cynepcemMeincTsa 2)

TM6SF2 (reH TpaHcmeM6paHHoro 6enka 6

YyacTtue B dpopmupoBaHum JINMOHM

Perynsiums nunuaHoro
meTabonuama

PNPLA3 (reH 6enka 3, cogepaliero
naTatMHonofo6HbIn fjoMeH docdonmnasbl)

CuHTE3 6esika afMmnoHyTPMHA, PErynMpyioLLero
aKTUBHOCTb TPHALIMATIMLEPONNNAsbI,
yyacTBylollein B 06MeHe UNua0B B renaTtouuTax
W agunoumTax

LPIN1 (reH, KOgMpYIoLWMIM NMnuH-1)

CuHTe3 6enka nunuHa-1, perynupytouiero
3KCNPECCHIO FEHOB, YHaCTBYIOLLMX B OKUCIIEHUH
UPHBIX KUCNOT

Perynaums oKUCIMTENbHOTO
cTpecca

SOD2 (reH cynepoKkcuaanucmyTasbl 2)

CWHTES cynepoKkeuaamcmyTasbl — GepMeHTa,
BXO/SILLEr0 B CUCTEMY aHTUOKCUAAHTHOM 3allnTbI
yenoseka

Perynauua nyten nepegayu

CUrHana uHcynuHa MHCYNMHA)

IRS1 (reH, Koaupylowun cyéeTpat 1 peuenTopa

CuHTe3 curHanbHoro 6enka cyb6erpar

1 peuenTopa UHCYNUHA, yHacTBYIOLWErO

B Nepejaye CUrHanoB OT peLenTtopa UHCYMHa

W MHCYNIMHOMOAO06HOro paKTopa 1 BHYTPb KIETKU

Perynauua pubporeHesa baKTop 6)

KLF6 (reH, Kogupytowmi Kruppel-nogo6HbIn

CuHTed 6enka Kruppel-nogo6Hbiv dakTop 6,
ABAsoLWeroca aaepHbIM GakTopom
TPaHCKPUNUUK, PETYIUPYIOLLUM Pa3fiuyHble
KJ1IeTOYHbIE MPOLLECCHI, BK/OYas NpoLEecchl
anddepeHUMpoBKY 1 NponndepaLumn KneTox

Mpumeyarme. INOHM — nunonpoTenHbl 04eHb HU3KOM MNAOTHOCTH.
Note. VLDL — very low density lipoproteins.

OCOBEHHOCTU KOAUPOBAHMUA

Mo MEXXAYHAPOQHOM CTATUCTUYECKOH

KNACCUDUKALUM BONE3HEW U NPOBJIEM,

CBAA3AHHbLIX CO 3JOPOBbEM

K75.8 [lpyrve yTo4YHEHHble BOcnanutenbHble 601e3HU
neyeHu

K76.0 XXupoBas neyeHb (fereHepauus nevyeHu), He Knac-
cuduumpoBaHHas B Apyrux pyopurax

KJIACCUDUKALUA

Bbigenstot aBe ocHoBHble dopmbl MAXKBIT:
° CcTeartos;
* MACI.

K/IMHUYECKASA KAPTUHA
KnuHuyeckasa kaptuHa MAMKBI y feTten HecneunduyHa
n BapuabenbHa, 601€3Hb NPOTEKAET B GOMbLIMHCTBE CAy-
4YaeB 6eCCMMNTOMHO. B KAMHMYECKON KapTuHe Ha nepBoe
MECTO BbIXOAAT NPOSABAEHUA MeTaboNMYeCcKUX Hapylle-
HUA — OXXMPEHUE, HapyLleHe TONEePaHTHOCTU K MIOKO3e,
apTepuansbHas runepTeH3uns. Kak npaBuno, UHTEHCUBHOCTb
npeabaBnseMbIX )anob y AeTen He KoppenupyeT co cTene-
HbIO NMOPa*KEHUA NapeHXUMbl NEYEHM.
OTcyTCTBME NATOrHOMOHMYHbLIX CUMNTOMOB AenaeT aua-
rHo3 MAMBI agnarHo30M UCKIOYEHUS.
B KNIMHWMY4ECKOM KapTUHE MOTYT MPUCYTCTBOBATb Cleayto-
Wwue HecneunduyecKkme KIMHUYECKUE NPOSBIIEHUSA:
® acCTEeHWYECKUW CUHAPOM: MOBbIWEHHAs YTOMASEMOCTb,
O6blCTpas MUCTOWAEMOCTb, ocnabfieHne BHUMaHUS,
HEeyCTOM4MBOE HacCTpoeHue, CHUXeHue OGU3nYecKon
N MCUXUYECKOW aKTUBHOCTH;
° AMCnencu4ecKMin CMHAPOM: METEOPU3M, KawunLeobpas-
Hasi KOHCUCTEHLMA CTYyNa;
° 06071eBON abAOMWHaNbHLIN CUHAPOM: TyMble, TAHyLIUE
6011 U/UNn TAXECTb B NpaBoM noapebdepbe.

Mpu nanbnauun M MNEPKYCCUU KMBOTA Y MNaLMEHTOB
¢ MAXKBIT MmoryT o6HapyuTb YMEPEHHOE yBENNYEHHME NneYye-
HW, 3aKPYrNEeHHOCTb ee Kpas, «TeCTOBaTyl» KOHCUCTEHLMIO.
CuHApPOM renaToMerannn CO 3Ha4YUTENbHbIM YBENUYEHWEM
pasMepoB nevyeHu (6onee 2—-3 cM MU3-noj Kpas pebepHon
OYrY) U yBENUYEHWE pPa3MepoB CENe3eHKU HexapaKTepHbl
ans MAXKBN [1, 17].

KnnHnyeckne nposBieHunsl, GUOXMMUYECKNE UK BU3Ya-
IM3aLUMOHHbIE METOAbl UCCNeAoBaHMSA He MO3BOSAIOT OT/IU-
YUTb cTeaTod neyveHn ot MACT [17]. B TO »ke BpeMsi CUHAPOM
LMTONM3a MNpU BbISBNEHUW CTeaTo3a NevyeHU HeWHBa3WB-
HbIMW BM3yanN3aLMOHHbBIMKM METOAaMWU MPU UCKIOYEHUU
APYrMx BO3MOXHbIX MPUYMH CcTeaTo3a MOXEeT YyKalblBaTb
Ha Hanu4yue cteatorenaTuTa.

AUATHOCTUKA

Kputepum yctaHOoBNE€HUA AUarHo3a/CoCcTosiHUA

Ons yctaHoBneHua auarHosa MAMBIT y4yuTbiBatoTCA
[laHHble, MepeyYnCneHHbIE HUXKeE.

1. OnNUreHeTU4ecKUe PUCKU — Hanudme M36bITOYHOM
Macchbl Tefa / OXUPEHUS U/UNK caxapHoro anabeTta y mate-
pu pebeHKa B nepuoj 6epemeHHocTH [24] n apyrue gakTto-
pbl pUCKa, yKa3aHHble B Tabn. 1.

2. 0OcobeHHOCTU o6pa3a KM3HU — M36bITOYHAas Kasno-
PUAHOCTb paLMOHa 3a CHET M36bITKA HaCbIWEHHbIX }XUPOB,
paduMHUPOBAHHbLIX YrNeBOAOB, MNOACNALLEHHbLIX Caxapom
HanMWTKOB, BbICOKOE NoTpebneHne GpPyKTO3bl M Manonoa-
BUKHbIN 06pa3 Kn3uu [1, 17].

3. ®PusunKanbHoe o6ecneaoBaHMe — onpeaeneHne aHTpo-
NOMETPUYECKMNX MOKa3aTenen (pocT, MHAEKE Macchl Tena (MMT),
OKPYHOCTb XMBOTA) C OLleHKOM PU3MYECKOro pa3BuUTHS, TUNa
OXMPEHUS, BbISBNEHWUE KJIMHUYECKMX CUMMMTOMOB MHCYAMHO-
PE3UCTEHTHOCTM (YEPHbIM aKaHTO3), BbIIBIEHWE CUMMTOMOB
TPEBOrW, XapaKTepHbIX 415 3a6oneBaHui CO CXO4HON CUMMTO-
MaTuKoM [25], onpeaeneHne pasmepoB NeYeH U CENE3EHKMN.




4. JlabopaTopHoe ob6cnegoBaHue, HanpaBieHHoOe
Ha BbIIBNEHWE LMTONN3a, X0necTada, MeTaboNMYeCKMX Hapy-
LWEHWW (HapyLEeHWN yrNeBoaHOro U TIMNNMAHOro 0OMEHOB).

5. WHcTpymeHTanbHoe o6cnefoBaHue, HanpaBaeHHoe
Ha BbiSBNeHne cteato3a (Y3U nedveHun, MPT), ¢pubposa
nevyeHun (anactorpadus), nposegeHne OUOMNCUU MNEYEHMU
B C/IOXHbIX M HEOAHO3HAYHbIX CUTYaLUAX.

B cBsi3u c oTcyTcTBMEM chneundUYEeCcKUX CUMNTOMOB
anarHo3 MAXKBI 6asunpyeTtcsa Ha BbIIBAEHUU KPUTEPUEB
OMarHoCTUKM (CM. onpeaeneHune) u OTCYTCTBUM CUMMNTOMOB
TPEBOMW, Hanuyume KoTopbix TpebyeT npoBegeHus And-
depeHuManbHOM AMArHOCTUKKM ¢ 3aboneBaHUAMU, UMe-
IOWMMK CXOAHble nabopaTopHble U MHCTPYMEHTaNbHble
npPosiBAEHUS.

CUMNTOMbI TPEBOIU

K cumntomam TpeBoru («KpacHblM dnaram») OTHOCATCS
[10, 12] nepeyncneHHble HUXKe.

1. PaHHMM BO3pacT NosBMIEHUS MPU3HaAKOB cTeaTo3a
nedvexn (y aeten mnagwe 10 net). MAXKBI, Kak npaBuno,
He BCTpevaeTca y AeTen Mnajwe 3 neT v peKo BCcTpeyaeTcs
y neten mnaguwe 10 net.

2. TuNnYHbIR BO3pacT NoABMAEHMA cTeaTo3a (cTaplie
10 nerT), xapakTepHbit ang MAXKBIT, Ho npw:

1) HanuMuuu nabopaTopHbIX/yNbTPa3BYKOBbIX M3MeEHe-

HUW, KOTOpble HexapaKTepHbl ang MAMBIT;

2) OTCYTCTBWM NONOMKUTENBHON AUHAMUKKN HA GOHE CHU-

KEeHUst Maccol Tena.

3. OCOBGEHHOCTU KAMHWYECKOM KapTWHbI, HexapaKTep-

Hble ang MAMBI, ykasbiBaloume Ha apyrme 3aboneBa-

HUS NeYeHu:
® CMMMTOMbI OCTPON NEYEHOYHON HEAOCTATOYHOCTH;
® CMMMTOMbI X0N€CTasa;

° BbIpa)KeHHas renatomeranus.

Mpn BbIABAEHMM CMMNTOMOB TPEBOIMM HEOBGXOAUMO
UCKAoYaTb NaToNOrM4yecKMe COCTOSHMSA, NpeacTaBaeHHble
B Tabn. 3[12].

Xano6bl U aHamMHe3
C6op ¥anob M aHaMHe3a HanpaBfeH Ha BbiiBEHUE
3aboneBaHuni, accounmpoBaHHbix ¢ MAMBIT, U UX OCnoXKHe-

HUI: N36bLITOYHOW MaccCbl Tena / OXUpPeHUs, apTepunanbHON
rMNepTeH3nn, caxapHoro guabeta 2-ro tvna, gucaunuge-
mun [1, 12, 17].

Mpn nogo3perHnn Ha MAXKBIT pekomeHayeTcs:
® WU3Yy4YUTb aHaMHe3, BK/Yad CEMENHbIN aHaMHes,

ONns BbliBNeHus pakTopoB pucKa pa3sntug MAXBIT;
® BbIIBUTb 3NUrEHETUYECKNE PUCKU — HaNUYne U36bITOY-

HOW Maccbl Tena / OXUpEeHUs n/unun caxapHoro anabeta

y Matepu pebeHKka B nepuog 6epemeHHocTu [6, 18].

YpoBeHb y6eauTenbHOCTU pekomeHaauun — C (ypo-

BEHb JOCTOBEPHOCTHU JOKa3aTenbCcTB — 5).

Mpy n3y4yeHWM aHamHe3a y naumeHTa C MOAO03PEHMEM
Ha MAXKEI cnegyet 06paTtuTb BHUMaHWE Ha Hanu4mMe NHAUBU-
nyanbHbIX U cEMENHbIX GaKTOPOB pUcKa (cM. Tabn. 1) [11, 13].

Mpn nopgosperHnn Ha MAMKBI pekomeHayeTcs npose-
CTU OLLEHKY AMETUYECKMX npennoyTeHun (ynotpebnexue
BbICOKOKa/IOPUMHbIX MPOAYKTOB, M36bITOYHOE noTpebne-
HWE HaCbIWEHHbIX WPOB, padUHUPOBAHHBLIX YrNeBOLOB,
noAcnalleHHbIX HaNUTKOB, GPYKTO3bl) U OLLEHUTb YPOBEHb
dun3nyeckon aktMBHoCcTM [1, 17]. YpoBeHb yb6eaUTENDb-
HOCTU peKomeHpauun — A (ypoBeHb AOCTOBEPHOCTH
AOKasartenbcTB — 1).

BbiCOKOKanopuinHoe nutaHue C¢ M36bITOYHBIM YMnoTpe-
6neHneM GPYKTO3bl HaAPSAY CO CHUMKEHMEM [BuUratefibHOW
aKTMBHOCTU cnoco6CeTByeT nporpeccupoBaHuio MAMXKBI
N ABNASETCA MULLEHbIO TepaneBTUYECKUX CTpaTeErMin y AaHHOM
rpynnbl nauneHTos [17].

dusuKanbHoe o6cnefoBaHne

PebeHKy ¢ nogospeHvem Ha MAMKBIT pekomeHayetcs
NPoOBOAWTL NOMCK CUMNTOMOB, XapaKTEPHbIX ANS nposBne-
HUn MC [17]. B cBolo o4epeab, y NauMeHTOB C M36bITOYHON
Maccon Tena / OXMUPEHWEM, HapyLeEHUAMW YrneBOAHOro
o6MeHa / caxapHblM AnabeTtoM 2-ro Tuna, HapyleHUsMu
nmMnuaHoroobmeHaHeo6x0ANMMO OLLEHNBATL COCTOSHNE NEYe-
HU. YpOBEHb YOeAUTENbHOCTU peKoMeHaauun — B (ypo-
BEHb AOCTOBEPHOCTU fJOKa3aTeNbCTB — 2).

MC 1 ero KOMMOHEHTbI KOPPENUPYIOT C COAEpPHKaHUEM
upa B neyeHn HesaBucrumo ot UMT, Hannume MC yBenuiu-
BaeT pUCK nporpeccupoBanna MAXBI [1, 11, 17]. K komno-
HeHTaM MC oTHocsTCSA:

Ta6nuua 3. CoCTOSAHUSA, KOTOPbIE MOTYT COMPOBOXAATbCA CTEAaTO30M NeYeHn u/unu TpaHcaMuHasemuen [1, 10, 26]
Table 3. Conditions that may be accompanied by liver steatosis and/or transaminasemia [1, 10, 26]

FeHeTHYecKne 3ab6oneBaHUA
U meTabonnyeckKkue aedeKTbl

MpenapaTbl U TOKCUYECKUE areHTbl

MpuYnHbI, CBA3aHHbIE C 0COGEHHOCTAMM
MUTaHUSA, FaCTPOUHTECTUHANIbHON
U Ne4eHO4YHOW naTosoruen

[edeKTbl a- 1 B-OKUCNEHUSA UPHBIX KUCNOT | TeTpauMKANH
HapylweHua obmeHa 6enkoB L-acnaparvnHasa

BbonesHb LWepewesBckoro — TepHepa AcnunpuH
Nednumnt al-aHTUTpUNCHUHA AHTUMCUXOTUKKN
Nvnoanctpodusa AHTMAEnpeccaHThb

CemelHas runepannonpoTenHemMums
Mo3gHaa KoxkHas nopdupusa
MopTOCUCTEMHbIN LWYHT

OTaenbHble MMonaTUYecKMe paccTponcTea

ButamuH E

AHTMPETPOBUPYCHbIE Npenaparsl

HapyleHuns unKna MoYeBUHbI dTaHon Llennaknsa

HacnepctBeHHas HeNepeHOCMMOCTb dkcTasun BocnanutenbHble 3a60n1eBaHNS KULWEYHUKA
GPYKTO3bl / TUPOBUHEMUS / TaflaKTO3EMUS Hudeannuu KuweyHaa HegocTaTo4yHOCTb
mukoreHo3ssbl, Tun |, 11, VI, IX Ountnazem Ancénos

[edeKTbl CMHTE3a XeNYHbIX KUCNOT KokawuH BupycHble renatutbl (HCV, HBV)
MyKoBucLNOO3 PactBoputenu AYTOMMMYHHbIE renatuTbl

NednunT unMTprHa Mectnumabl KBalumopKop/ronogaxHve

CuHapom LLBaxmaHa — lanmoHaa [MIOKOKOPTUKOCTEPOUbI HepBHas aHopeKcus

BbonesHb BunbcoHa AcTporeHsbl BbbICTpoOe CHUXeHne Macchl Tena
bonesHu HakonneHns NMNUAoB Banbnpoat HaTpua MNapeHTepanbHOE NUTaHKe

BonesHb HumaHHa — Muka, Tun C MeToTpeKkcaT OxunpeHue
A6eTa-/rnnobeTtanMnonpoTemHemMmums AMunogapoH CUHAPOM NONUKUCTO3HbIX ANYHUKOB

CUHAPOM O6CTPYKTUBHOMO @anHo3 CHa
Mnotnpeos
Mnotanamo-runodusapHblie HapyLweHns
[Ounabet 1-ro Tuna
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CLINICAL RECOMMENDATIONS

KIMUHUYHECKUE PEKOMEHOALUU

® OKPY)KHOCTb }KMBOTa 60nee 90-ro nepueHTMNs Ans BO3-
pacTa, pocTa 1 nona;

° HapyweHue MeTabonvM3ama YrneBofoB (M/1lOKO3a HaTo-
wak > 6,1 Mmonb/n, nocTnpaHivanbHasa [NlOKo3a
> 7,8 mmonb/n, HbAlc > 5,7%) unu caxapHbli gnaéet
2-ro TMna;

° noBblweHne AL > 130/85 mm pT. cT. unn 6onee 90-ro
nepLeHTUNa 4N Bo3pacTa, pocTa 1 nona;

® YypOBEHb TPUIMMLEPUAOB B Nna3me > 1,7 MMOb/T;

° ypoBeHb xonecTtepuHa JIMBIM B nnasme < 1,03 mmonb/n.
Pe6eHKy C BbISIBNEHHbIM CTEATO30M MeYeHu Mpu OTCyT-

CTBMKU XxapaKTepHblx nposasaeHnn MAMKBI Heo6xoanmo

UCKtoYaTb BPOXAEHHbIE AedeKTbl MeTabonnama (1-n tvn

neguatpuydeckon XbI), cBA3aHHbIE € YrNeBOAHbIM, 6GEKO-

BbIM U IMNUAHBIM OBMEHOM, MUTOXOHAPWaNbHblE Hapylle-

HUS W HapylleHua amuHoauun-TPHK-cuHTeTasbl [12, 27].

YpoBeHb y6eauTe/IbHOCTU peKomeHaauun — B (ypo-

BEHb JOCTOBEPHOCTU flOKa3aTeNbCTB — 2).

B ¢BA3K ¢ oTCyTCTBMEM NATOrHOMOHMYHbIX Ans MAXBI
CUMMNTOMOB cnefyeT o6paTtuTb BHUMaHMUE Ha CUMNTOMbI Tpe-
BOMM, HanuynMe CUHAPOMasbHbIX MPOSBAEHUN, YTO TpebyeT
nposeaeHna anddepeHunanbHOM ANArHOCTUKU C ApYru-
MU MaTONOrMYECKUMKU COCTOSHUAMM, UMEIOLMUMU CXOLHYIO
¢ MAMKBI cumnTomaTtuKy, npexae BCEro ¢ BPOXKAEHHbI-
MU MeTabonuyeckumu 3aboneBaHusMu (CM. «KnnHuyecKkas
KapTuHa»; Tabn. 3).

Bcem getam ans onpegeneHus Haanyuus, CTeneHn u tuna
OXMPEHNA PEKOMEHAYETCH NPOBOAUTL U3MEPEHWe pocTa,
maccol Tena ¢ pacyetom UMT c onpeaeneHnem ctaHaapT-
HbIX OTKNIOHEHUI (SDS) aTMx NnokasaTtenen u nocneayroLien
nHTepnpeTtaumen. CornacHo deaepanbHbiM KIAMHUYECKUM
peKkoMeHAauMsaMm, ¢ y4eToM pekomeHgaumn BO3 oxupenue
y aeten n nogpocTtkoB ot O Ao 19 net cneayet onpeaenstb
Kak UMT, paBHbit unun 6onee +2,0 SDS UMT, a U36bITOYHYO
maccy Tena — ot +1,0 go +2,0 SDS MMT. HopmanbHas mac-
ca Tena gnarHocTtupyetcs npu 3Hadenuax MMT B npegenax
+1,0 SDS UMT. AnarHo3 a6a0OMUHANbHOIO OXWUPEHUS CBS-
3aH C NoKa3aTenieM OKPYXHOCTH KuBoTa (> 90-ro nepueHTH-
N19) NpU cpaBHEHMM C BO3PacTHOM HOPMOW noka3laTens [28].
YpoBeHb y6eaUTENbHOCTU peKomeHaauunm — A (ypo-
BEHb JOCTOBEPHOCTU fOKa3aTeNbCcTB — 1).

[ns aMarHoCTUKM M36bITOYHOM MacChl Tena U OXUPEHUs
y AeTeNn AOMKHbI MPUMEHATLCA NPOrpaMmHble cpegctea BO3
Anthro (ana Bo3pacTta 0—5 net) n AnthroPlus (ans Bo3pacTta
5-19 net) ons nepcoHaNbHbIX KOMMbIOTEPOB. YBENnyeHme
3HAYEHUM OKPYKHOCTH KMBOTA ABNSETCSA NPU3HaKoOM abao-
MUHaNbHOIO OXKUPEHUS, ABASIOWErocs KomnoHeHTom MC.

Bcem getam ¢ nogospeHnem Ha MAXKBI pekomeHayeTcs
NPOBOAMTL Manbhaunio U NepKyccuio (Npu HeoBXoaAUMOCTH)
MBOTa 4N19 onpejeneHns pasmepoB NeYeHU U CeNe3eHKM.
YpoBeHb y6eauTeNIbHOCTU peKomeHaauun — C (ypo-
BEHb OCTOBEPHOCTU fOKa3aTenbCcTB — 5).

Y nauyumeHtoB ¢ MAMKBI 6e3 npu3HaKkoB Bblpa*KEHHO-
ro ¢orMbpo3a MOXET OTMevaTbCHd YMEPEHHOE yBenuveHue
pa3MepoB MevyeHu, Kpaw MneyeHu 3aKpyrineH, KOHCUCTEH-
UM He M3MeHeHa. 3HayuTenbHOE yBenunyeHwe pa3mepos
neyYeHn U ceneseHKu (renaTocnieHoMeranus) HexapakTep-
Hbl ang MAMKBIT 1 oTHOCATCA K cMMNTOMam TPEBOTU (CM.
«KnuHuMyeckasa KaptuHar) [10, 12].

Bcem getam ¢ nogospeHnem Ha MAXKBI pekomeHayeTcs
nposoauTb namepeHue A/. MNosblweHHoe ALl duUKcUpyeT-
csl npu 3HayeHuax > 130/85 mm pT. cT. unmn 6onee 90-ro
nepueHTUNa gns Bo3pacTa, pocTa M nona. YpoBeHb y6e-
AUTENbHOCTU peKomMeHaauun — B (ypoBeHb focToBEp-
HOCTHU flOKa3aTeNbCTB — 2).

MNoBblweHHoe A/l aBnaeTca KoMmnoHeHToMm MC ¥ noBbl-
LaeT puUcK nporpeccuposanms MAXBI [17].

JlaGopaTopHble AUarHoCTU4EeCKUe UccsiegoBaHusa

PekomeHgoBaHO npoBeaeHue 06Lero (KIMHUYECKOro)
aHa/M3a KpoBW Pa3BEPHYTOrO AJ151 OLLEHKM YPOBHS reMorio6u-
Ha, TPOMOOLMTOB, NIENKOLIMTOB C LIESIbIO UCKTIOYEHUS UHPEK-
LIMOHHOW MPUPOAbI CUMNTOMOB M BbISIBIEHWS COMYTCTBYHOLLIMX
COCTOSIHUM / OCNOXHEHWUN, XapaKTePHbIX 471 CUHAPOMAaJSIbHbIX
NPOsiBNEHNN BPOXAEHHbIX HAapyleHMn MeTabonuama [1, 17].
YpoBeHb yoeauTesnibHOCTH peKoMeHaauuMn — C (ypoBeHb
AOCTOBEPHOCTH J0OKa3aTenbCTB — 4).

Ansa MAMBIT oTKNIOHEHWS B 06LLEM (KTMHUYECKOM) aHa-
/IN3€ KPOBW Pa3BEPHYTOM HEXAPAKTEPHbI.

PexkomeHngoBaHo BceM naumneHtam ¢ MAXKBI ang oueH-
KM COCTOSIHMSI MeyvyeHu (BbIIBNEHMS MPU3HAKOB Bocnasne-
HUS, XoNnecTasa, HapylleHU 6e/IKOBO-CUHTETUYECKOM DYHK-
uMM) npoBedeHUEe aHanuM3a KpoBM OUOXMMMUYECKOTO
o6LLeTepaneBTUYECKOro, BK/IIOYAIOLLErO Takue NoKasaTesnu,
KaK anaHuHamuHoTpaHcdepasa (AJIT), acnapTaTaMMHO-
TpaHcdepasa (ACT), wenoyHaa ¢ocdartasa (D), ramma-
rnyTamuntpaHcdepasa (IMTT), o6wmmn 6UAMPYOUH, NpaMown
6unnpybuH, oblwmn 6enok, anbbymuH [1, 29]. YpoBeHb
y6eanuTeNbHOCTU peKoMeHpaauun — B (ypoBeHb AOCTO-
BEPHOCTHU JOKa3aTenbCTB — 2).

B 6MoxnmMMyecKomM aHann3e KpPoBM MOXKET OTMevaTbCs
NMOBbIWEHNE aKTUBHOCTU CbIBOPOTOYHbIX TpPaHCaMuHa3 (AJIT
n ACT), I'TT, LD n ypoBHS 6unnpy6urHa. Mpu MAXKBI akTne-
HOCTb TPAHCaMMHa3 B CbIBOPOTKE KPOBM 06bIYHO HE MPEBbI-
LIaeT BEPXHIOO rPaHULYy HOpManbHbIX 3HA4YeHUM 6onee YeMm
B 4-5 pas.

e QOueHKka nokazatena AJIT [o/mKHa OCHOBbIBATbCH
Ha BEPXHMX FPaHMLLax HOPMbI, cneuMdUYHbIX 419 AETCKO-
ro Bo3pacTta B 3aBUCMMOCTU OT nona (22 Ea/n ang geso-
4yeK u 26 Ea/n ons ManbyYnKoB), @ HE Ha BEPXHUX FPaHU-
Lax HOpMbl OTAENbHbIX TabopaTtopun [1].

e [locTosiHHOE (> 3 mec) nosblweHWe yposHa AJIT 6onee
4yeM B [Ba pa3a Mo CPaBHEHWIO C BEPXHEW rpaHuLEN
HOpMbl TpebyeT ob6cnepoBaHua Ha npeameTr MAMKBI
UK APYrux NpUYMH XpOHMYECKoro renatuTa [1].

e [lpun ypoBHe ANIT > 80 Ef/n Heo6XoAMMO WCKIOYaTb
MACT wnn apyruve npuynHbl XPOHMYECKMX 3aboneBa-
HUIM NeYyeHu, Tpebytowme CBOEBPEMEHHOIO NPOBEAEHNS
[OMONHUTENbHbIX MUCCNEeAOBaHWI, BKOYas GMOMCUIO
neyenu [1].

* YBenuyeHue cooTHouweHus ACT/AJIT 6onee 1 xapakTtep-
HO ana MAXKBI [27].

e AKTMBHOCTb ITT y naunMeHToB MOXeT OblTb NOBLILEHA,
HO, KaK nNpaBuo, He 6onee YeM B 2—3 pasa, a y HEKOTO-
PbIX M3 HUX 3TO MOXET BbITb €JMHCTBEHHbIM OTK/IOHEHM-
€M B GMOXMMMYECKOM aHau13e.

* AKTMBHOCTb LLI® noBbilaeTcs perxe n 06bI4HO HE NPEBbI-
LaeT pedepeHCHbIX 3Ha4YeHU 6osee Yem B 2 pasa [30].
1. PeKOMeHAOBaHO A5 BbIBJEHUS HapylWeHWn yrie-

BOAHOro obmeHa v MP onpepeneHne ypoBHS [JIOKO3bI,

MHCY/IMHA KPOBWM (Ma1a3Mbl) HaTOWaK A8 pacyeTa MHAEKca

MHCYNnHope3ncteHTHocTn (HOMA-IR) [11]. YpoBeHb y6e-

AUTENbHOCTU peKoMeHpauun — B (ypoBeHb poctoBep-

HOCTM JOKa3aTenbCTB — 2).

CornacHo Kputepuam MAMBI, HapyweHusa yrneBogHo-
ro o6MeHa AMarHOCTUPYIOTCS MpPU YPOBHE [IOKO3bl HaTo-
wak > 6,1 mMmonb/n, NnocTnpaHanaibHOM YPOBHE MOKO3bI
> 7,8 mmonb/n, HbAlc > 5,7%.

HOMA-IR gaBnsetcs cypporaTHblM nokasatenem WP
M MOXET 6blTb PEKOMEHAOBAH A/ BblSIBJIEHUS MaLMEHTOB
¢ puckom passutnsa MACI, KapanomeTaboMYecKUMU pUCKa-
mu. HOMA-IR paccuntbiBaetcs no ¢opmyne: HOMA-IR = nHcy-
JINH nna3Mbl HaTowak (MKea/mMna) X T[OKOo3a Mia3Mmbl
Hatowak (mmonb/n) / 22,5. 3HadyeHne HOMA-IR > 2,5
yKa3blBaeT Ha Hanudmne UP [17, 31].



PekomeHgoBaHO onpeaeneHne nokasatenemn MMNULHOro
obMeHa (06wmn xonectepuH, xonectepuu JIMHM (nMnonpo-
TEMHOB HU3KOW MIOTHOCTH), xonecTtepuH JIMNBI, Tpurnvuye-
puabl) nauymveHtam ¢ MAXKBI anga BbIIBNeHUS HapyLUEHWK
MmeTabonM3ama AMNUAoOB, OLLEHKM KapanomeTabonnyecKux
dakTopoB pucka [17, 31]. YpoBeHb y6eaUTeNIbHOCTHU
peKomMeHaauun — B (ypoBeHb JOCTOBEPHOCTU JOKa3a-
TeNnbCcTB — 2).

Ons MAXKBI xapaKTepHO yBENNYEHUE YPOBHSA TpUrnLe-
puaoB B nnasme > 1,7 MMONb/N, CHUXKEHME YPOBHS XonecTe-
puHa JINBN B nnasme < 1,03 mmonb/n [9].

PekomeHaoBaHO uccnegoBaHue o6uero (KJIMHUYEeCKOoro)
aHanu3a mo4n naumeHTam ¢ MAXKBIT Ha nto6on cTagmmn 3ab60-
NleBaHnsa € NMONYKONMYECTBEHHBLIM ONpeaeneHneM anbbymu-
Ha/6eNka B MOYe B LIENIIX CKPUHUHIA XPOHUYECKON BONE3HMU
noYeK, ANs MCKNOYEHUS MaToNorMnM MOYEBbILENUTENBbHON
cuctembl [29]. YpoBeHb y6eauTENbHOCTU pPeKoMeHAa-
uun — B (YypoBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB — 2).

UHcTpyMeHTaNbHble AUarHocTu4ecKkmue

nccnepoBaHus

[AnarHocTnka ctearosa

PekomeHaoBaHo npoBegeHue Y3WM opraHoB 6ptoLl-
HOW MOJIOCTU (KOMMJIEKCHOE) Npu nogo3peHun Ha MAXKBIN
KaK MHCTPYMeHTa NepBOM IMHMK ANS BbISIBNEHUS cTeaTo3a
B K/IMHMYECKON npakTuKe [32]. YpoBeHb y6eaAuTeNbHOCTH
peKomMmeHaauuin — A (YpoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 1).

[ns BbIABNEHUA cTeaTo3a NevYeHn NPUMEHSETCS TpaHc-
abaoMuHanbHoe Y3M KaK LWMPOKOAOCTYMHbIN U 3hdEeKTUB-
HbIh MeToa. B meTaaHanuse 34 nccnegoBaHUi COBOKYMNHas
YyBCTBUTENBbHOCTb M cneuudunyHocTb Y3M B BbIIBAEHWUHU
cTeaTo3a coctaBunmn 85% (c KonebaHusmu ot 60 no 96%;
95% [ON: 80-89%) n 94% (84-100%; 95% AUN: 87-97%)
COOTBETCTBEHHO (CpaBHEHME NPOBOAMNOCH C pe3ynbTataMu
éuorcum neyvexn) [17].

OcHOBHble orpaHuy4eHus meToga Y3WM 3aknovaloTcs
B BbISIBJIEHWM CTeaTO3a TONIbKO MPY HAKOMIEHUU XMUpa Bbllle
12,5-20%. YyBCTBUTENBHOCTb M CNeunMdUYHOCTb MOBbILLA-
I0TCS C yBENMYEHMEM TAKECTU CTeaTo3a v B onpeaeneHHON
Mepe 3aBWCAT OT OnblTa Bpaya, NPOBOASLWEro UccneaoBa-
Hue [33].

K ynbTpa3ByKkoBbIM npudHakam MAXKBIT oTHocaTcs:

e andody3Hasa ruNepaxoreHHOCTb MNapeHXMMbl MnevyeHu

M HEOAHOPOAHOCTb €€ CTPYKTYpbI;
® HeYeTKOCTb W/MAM NOAYEPKHYTOCTb COCYAUCTOrO

PUCYHKa;

° [ucTaNbHOe 3aTyxaHue axocurHana [34].

Y31 no3BonseT UCKAYUTb Apyrve natonornyeckue
M3MEHEHUS CO CTOPOHbI MEYEHU W KENYHOro nysbips —
KWUCTbI, BPOXXAEHHbIE aHaTOMUYECKME HapyLLEeHNs n 06paso-
BaHua [11, 17].

PeKkomeHoBaHa oueHKa napameTpa KOHTPOIMpyeMOro
3artyxaHus (controlled attenuation parameter) ynbTpasByKa
B KayecTBe WMHCTPYMEHTa BTOPOM NWHWUM ANS MOATBEPK-
[EeHUs cTeato3a NeyvyeHu B CrneunanusanpoBaHHbIX neyeb-
HO-NMpodUNaKkTUYecknx yupexkaeHuax (JIY) npu gocTynHo-
CTW OaHHoro metoaa [35, 36]. YpoBeHb y6eaUTeNIbHOCTH
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AAOKa3a-
TeNnbCcTB — 2).

B0O3MOXHOCTb KONMMYECTBEHHOW OLLEHKM cTeaTo3a nyTem
M3MePEHNs 3aTyxaHUs YAbTPa3BYKOBOW 3XOBO/HbI 6Gblna
peanu3oBaHa Ha ycTtponctBe FibroScan («PubpocKaH»).
MeTton obnagaeT BbICOKOW YYBCTBWUTENbHOCTbIO WM Cneuu-
GUYHOCTBIO NP BbISBNEHWM CTEaT03a MUHUMaNbHON U yme-
PEHHON CTEMeHW Bblpa)KeHHOCTU. MeTaaHanus, nNpoBeaeH-
Hbl NO pe3ynbTaTaM UccnefoBaHuni Y B3POC/bIX NaLMeHTOB

B CPaBHEHWWU C AaHHbIMW GMOMCUK, NMOKa3an YyBCTBUTENb-
HocTb MeToaa 0,790 u cneundunyHocTb 0,740 [36]. Y neten
onpegeneHne KOHTPOMPYEMOro 3aTyXaHus yNbTpa3ByKOBOWM
BOJIHbI 4719 AMArHOCTUKM CTeaTo3a nevyeHun npesocxoant Y3
opraHoB GpPIOLWHOM NOAOCTH (KoMNeKcHoe). O Hannyum cTe-
aTo3a MevyeHn CBUAETENbCTBYIOT 3HAYEHUS, NpeBbIWatowme
249 ab/m, ¢ 4YyBCTBUTENBLHOCTbIO 0,72 M cneundUyYHOCTbIO
0,98-1,00 [35]. MeToa orpaH14eH B NPUMEHEHWM AN OLLEH-
KM cTeneHu cTeaTosa y aeteit ¢ MMT > 30 kr/m2 [37].

PeKoMeH40BaHO OLLEHUTb MPOTOHHYO NAOTHOCTb XWUPO-
BOW TKaHuM ne4yeHun (proton density fat fraction; PDFF)
¢ nomouibto MPT (MPT-PDFF) B Ka4yecTBe MHCTPYMEHTa BTO-
POM NMHMK ANS NOATBEPIKAEHUS cTeaTo3a NevyeHu, a TaKKe
€ro KONMYEeCTBEHHOW OLEeHKM nauueHtTam € MoAo3peHuem
Ha MAMKBIN B cneuunanuaupoBaHHbix JIMY npu goctynHo-
CTM YKasaHHoro metoga [38]. YpoBeHb y6eauTeIbHOCTH
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU fOKa3a-
TeNnbCcTB — 2).

Metoq MPT-PDFF nossonsetr Haubonee TOYHO pac-
cyYMTaTb KOMMYECTBEHHOE M O06BbEMHOE COAEpXKaHue Xupa
B NeYeHW (MUHUMaNbHbIA NOPOr ONPeAeeHNs HaKoMIeHNs
*upa coctaBnsetr 5%). ConoctaBneHne 3adpdEKTUBHOCTH
MPT-PDFF ¢ rmMcTtonorMyeckMm uccnegoBaHMEM B BbiSIB-
NIeHUN cTeaTo3a y B3POC/blX NaUMEHTOB, MO pe3ynbTaTam
MeTaaHanu3a, Nnokasano cnegylowne cpefHue 3HayveHus
AUROC B 3aBMCMMOCTM OT KO/NMYECTBa MWPOBOM TKaHWU
B neyeHun: 0,98 (KOIMYECTBO HUPOBOMN TKaHU 5-33%), 0,91
(33-66%) 1 0,9 (> 66%). CymmapHas 4yBCTBUTENbHOCTb
n cneumduyHocTb coctaBnnm 93 n 94%, 74 n 90%, 74 n 87%
COOTBETCTBEHHO [39].

B neauaTpuyecKon npakTMKe MoKa3aHa Xxopowas
Koppensauus B BbiiBNEHWW cTeaTo3a metogom MPT-PDFF
W ructonorumyeckum metogom. CpeaHune 3HadveHus AUROC
4NA nauneHToB 6€3 cTeaTo3a M CO CTeaTO30M JIErKown
ctenexn (5-33%) BapbupoBanu ot 0,69 go 0,82. O6uas
TOYHOCTb MPOrHO3MPOBAHWUS TUCTONIOTMYECKON CTEMEHM
cTeato3a npu npumeHeHun MPT-PDFF coctaBuna 56%.
[unarHoctnyeckas TOYHOCTb CHUXKaNachb NP HanU4YnM Bbipa-
HeHHbIX GUBPOTUYECKMX M3MeHeHMH [38].

MpUMeHeHne B KIMHMYECKOM MNPaKTUKE OrpaHuyeHHO
B CBSI3W C BbICOKOW CTOMMOCTbIO U HELWMPOKOW AOCTYMHO-
CTbt0 MeToAa.

[AnarHocTnka ctearorenaTtuta

PekomeHgoBaHO npoBeaeHWe MNYyHKUMOHHOM 6GMOMNCUK
neyYeHun c nocneayoLwmMm NaTonoroaHaTOMMYECKUM UCCNefo-
BaHWeM OGMOMNCUUHOro (onepauMoHHOro) Matepuana nauu-
eHTtaMm ¢ MAXKBI npn nogo3pennn Ha MACT, npu nporpec-
cupyolem GprMbpose U B UArHOCTUHECKM HESACHbIX Cay4Yasnx
ana npoBeaeHns anddepeHunanbHOM anarHocTukm [17, 31,
39]. YpoBeHb y6eauTenbHOCTU peKomeHaauun — A (ypo-
BEHb AOCTOBEPHOCTU fOKa3aTeNbCTB — 2).

buoncua nevyeHn He pekomeHayetca npu MAMXKBI
B popMe cTeaTo3a, BbIABAEHHbLIM MPU MHCTPYMEHTANbHOM
o6cnefoBaHuu, B cnyyae OTCYTCTBMUS MPU3HAKOB MU CUM-
NTOMOB MeYyeHOYHOro 3aboneBaHns, HopMasbHbIX BUOXK-
MUYECKUX MOKa3aTeNnsax n OTCYTCTBMM NPU3HAKOB Nporpec-
cupylowero Te4eHus (Gnbposa) No JaHHbLIM HEUMHBA3UBHbIX
MeToaoB (6uomapKepbl, anactorpadus). K norteHuuanb-
HbIM KJIMHMYECKMM MpU3HaAKaM pUCKa MporpeccupoBaHms
dnbposay geter ¢ MAXKBI oTHocaTesa [1, 17]:
e yposeHb AJIT > 80 Eg/n;
° chnneHomeranus;
e cooTHoweHune ACT/ANT > 1;
® caxapHbli anabeT 2-ro Tmna.

Mpu ™Mopdonornyeckom wuccnegoBaHun o6GuontaTa
nevyeHn oL eHMBaTCSA Haln4YMe U CTEMEHb BbIPaXKEHHOCTH
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KIMUHUYHECKUE PEKOMEHOALUU

cTeato3a, BocnaneHus, 6anioHHON AUCTPOd UM renaTouun-

TOB U dnbpo3a. buoncus nevyeHun B page cinyyaes No3BO-

naeT BbIABUTb/UCKAUYUTL ApPYrMe MPUYUHBI MNOpaXKeHus

ne4vyeHu.

BblpaxeHHOCTb cTeato3a oueHuBaeTcs no pone (%)
renaTtouMToB, COAEpPXKALWMX KUPOBble MaKPOBE3UKYNbI
NPW OKpacKe remMaTOKCUMAMHOM M 303MHOM: O cTeneHb —
< 5%; 1-9 cteneHb — 5-33%; 2-9 cTeneHb — 34-66%
1 3-9 cteneHb — > 66% [40].

Mopdonornyeckas KapTuHa cTeatorenaTuTa
npu MAXKBI y geten xapaktepuayeTcsa cnegyowmmm name-
HEHMUAMMU:

° BOCMajeHne HOCUT NPEeUMyLEeCTBEHHO MOpTaibHbIN
xapakrtep;

° CTeaTo3 MOXET UMEeTb nepunopTasbHoe pacnpocTpaHe-
HWe, NOKanuM3yeTcs B auMHapHOM 30He 3 MAW NaHauu-
HapHo;

° GannoHHasa guctpodus BcTpevaetcs peako [41];

° MpW NporpeccupoBaHuK cTeaTorenaTuta MNosSBASETCSH
WMHTPanobynsipHOe BoCnaseHne ¢ NoBpexaeHnem rena-
TOUMTOB B BMAE BanioHHOW ANCTPODUN.
bBuoncua nedveHn B HacTosilee BpeMs ocTaeTcs 3Ta-

JIOHHbIM CTaHAapToM ANns AuMarHocTUKM MACT y 60nbHbIX

MAMBI. B oTcyTcTBME TMCTONOMMYECKOro MccnefoBaHUs

TKaHW MeyvyeHu, HO ybeauTeNbHbIX AaHHbIX HEMHBA3UBHbIX

TECTOB O MpOrpeccupyoLemM Te4eHnn 3aboneBaHuns (Hanpwm-

Mep, MOBbIWEHWE CypporaTHbiXx MapKepoB BOCMaNeHus —

TpaHCcaMuHa3, AaHHble HeWHBa3MBHbLIX METOAO0B, CBUAe-

TenbcTBylOWMUX 0 GN6PO3€e 1 T.M.) LONYCTUMO, MO MHEHUIO

3KCMEePTOB, paboTaloLLMX CO B3POC/bIMU NaLMeEHTaMK, yCTa-

HaBAMBaTb AMarHos: «<BepoaTtHbii MACH [29].

CylLecTBYIOT pasfivinsg B TUCTONIONMYECKOW KapTuHe
MAMXBIy geTen 4OWKOABHOIO, paHHEero WKOMbLHOro Bo3pac-
Ta U y NOAPOCTKOB/B3pOC/bIX. B mepBoOM cnyyae HexapaK-
TepHa 6annoHHasa gereHepauus renaTtounToB, OTMEYaloTCs
npeo6nagaHune NopTanbHOro, a He 40IbKOBOro BOCNaneHus
“ MeaNieHHoe nporpeccupoBaHme 3aboneBaHns ¢ pa3BUTH-
eM ¢pubposa [10].

AnarHocTtuka ¢puoposa

Y neten MAXKBIT B dopmMe nNpocToro creatosa xapak-
TepuayeTcs MeAseHHOMPOrpeccUpyoWwmnm Te4eHneM ¢ Anu-
TeNbHbIM OTCYTCTBMEM NpU3HaKoB Gnbpo3a. YcTaHoBNEHME
ctaamn Gubpo3a akTyanbHo Ans nauneHToB ¢ MACI n 1-m
TUNOM neanaTpu4yecKonm CcTeaTo3HOW/KUPOBOW 60NE3HM
neyexu [12, 41].

PekomeHfOBaHO NpoBefeHne TpaH3WEHTHOM anacTorpa-
dun nevyeHun ana yctaHosneHusa ctagun dubposa, BbiSBe-
HUS/UCKIIOYEHNS BblpaxeHHoro ¢oubposa/unpposa nede-
HW B cneunann3npoBaHHbIX MEAULMHCKUX OpraHuM3aumnsx
Nnpu 4OCTYNHOCTHK YKa3aHHoro metoaa [5, 10]. YpoBeHb y6e-
AUTENbHOCTU peKOMeHaauun — A (ypoBeHb AOCTOBEp-
HOCTH flOKa3aTeNnbCTB — 2).

TpaH3neHTHaa anactorpadusa — Haubonee LWUPOKO
npMMeHsieMoe wWccnepoBaHve AN ONpeaeneHus XecT-
KOCTM MNEeYEeHOYHOM TKaHW, BbLINOJHSAETCA Ha annapaTte
«PubpocKaH». MeTog OCHOBaH Ha CpPaBHWUTENbHOM OLEH-
Ke YKeCTKOCTM HOPManbHOM M NaTONOMMYECKU U3MEHEHHOM
TKaHu opraHa. Npu conocTaBneHnn nokasaTtenen anacTuy-
HOCTM MEeYeHW NO AaHHbIM TpPaH3WEeHTHOW anacTtorpaduu
C pesynbrataMn Mop@O0rMyecKomn oLLeHKU cTteneHmn Gubpo-
3a no wkKane METAVIR 6bina nony4yeHa cnegylowas oLeHou-
Has wKana [42]:

* uHTepBan 5,9-7,2 klMa — ctagua ¢émnbposa F1 (nerkun
$1n6po3);
* uHTepBan 7,3-9,5 klMa — crtaana ¢nbpo3a F2 (ymepeH-

Hbl GUOPO3);

* uHTepBan 9,6-12,5 KlMa — ctaausa ¢uépo3a F3 (Bbipa-

YEHHbIM GUbpPo3);

* nokaszaTenu 6onee 12,5 KlMa — crtagua ¢ubpo3a F4

(urppo3).

YyBCTBUTENBHOCTb U CNeundUYHOCTb MeToAa MOBbI-
watoTca no Mepe ysenndeHuns ctenenn dénbpoaa. Mpu cta-
amn ¢mnbposa F3 4yBCTBMTENbLHOCTb M CNEeUUdUYHOCTb
npubnuxatTcsa K 90% [17, 42]. Ha pe3ynbtaT TPAH3MEHT-
HOM 3anactorpadun MOXKeT BAUATb aKTUBHOCTb BOcnane-
HUS — pea3ynbTaT HeAOCTOBEPEH NMPU BbICOKOM YPOBHE
ANT.

PekomeHaoBaHo naumeHtam ¢ MAXKBI ¢ Lienbio OLEHKKU
ECTKOCTU TKaHM NeYeHn NPUMEHATb YNbTPa3BYKOBYIO 3na-
cTtorpaduio c4BMIroBOM BOMIHOM NPU AOCTYNHOCTH YKa3aHHO-
ro Metoga B MEAMLMHCKOW OpraHM3auun U HegoCTYMHOCTH
TpaH3MeHTHON anacTtorpaduu [43]. YpoBeHb y6eauTenb-
HOCTU peKomMeHpauum — A (ypoBeHb AOCTOBEPHOCTH
AOKasaTenbCcTB — 2).

Pe3ynbTaTbl M3MeEpPeHUs HMKECTKOCTM TKaHW neye-
HM NOCPEeACTBOM METOAMK CABWMIOBOM BOMHbI, KOTOPbIMM
pacnonaraloT COBPEMEHHbIE YNbTPa3BYKOBblE annaparsl,
COMOCTaBMMbl MO CBOEN TOYHOCTU C TPAH3MEHTHOM 31acTo-
rpaduen, ogHako gaHHble no nauneHtam ¢ MAMKBI orpa-
HUYEeHHbI [17].

Camble TOYHble pe3ynbTaTbl ONpeAeneHUs KeCTKOCTH
TKaHW nony4yatoT MEeTOAOM MarHUTHO-pPEe30HaHCHOW 3na-
ctorpaduun, HO 3TOT METOA MMEET BbICOKYD CTOMMOCTb,
OrpaHuMyeHHyl0 AOCTYMHOCTb B MefMaTpUYECKOM NpaKTUKe
M UCMNOMb3YeTCs NPEUMYLLECTBEHHO B KIMHUYECKUX UCChe-
foBaHusax [29].

Apyrne metoabl AMarHoCTUKKU puopo3a
HenHBa3MBHbIE HEe3anNaTeHTOBaHHbIE TECTbl MaUMeHTam
¢ MAXBI ¢ uenbio UCKNYEHUSA BblpaxeHHoro ¢mnbposa

W LMppO3a MCMonb3yTca NPeMMyLLECTBEHHO BO B3POCION

npaKkTUKe U He BannanpoBaHbl B neauvatpum [43].

Y peTten Ana NporHo3MpoBaHus cteneHn ¢pubposa 6buIn

NpPeaoXeHbl TECTbI, NPUBEAEHHbIE HUXKe [44].

e TMepunaTtpuyeckun uHaekc ¢u6posa npu HAXKBN
(Pediatric NAFLD Fibrosis Index; PNFI), ans pacyeTta
KOTOPOro MCMNoNb3YIOTCH cheaylolune nokasarenu: Bo3-
pacT, OKPY)KHOCTb TajuW W YPOBEHb TPUMMULLEPWUAOB.
PNFI = 9 n 6onee yka3biBaeT Ha ¢$nBPO3 NeveHn co
cpeaHumu 3HadeHmnammn AUROC 0,74 [45].

e LWkKana oueHkn ¢uoposa npu HAXKBN y peten
(Pediatric NAFLD Fibrosis Score; PNFS). O6nanaet 6onee
BbICOKOM 4yBCTBMTENIbHOCTbIO AN AMArHOCTUKM Bbipa-
¥EeHHOoro, nporpeccupyrowero ¢undposa. nsa pacyeta
oueHuBalTca Bo3pact, UMT, ANT, ACT, KonuyecTtBo
TpoM6OLMTOB, YpoBeHb anbbymuHa [44]. Ansa ynob6cTBa
pacyeTa oueHKn Gnbpol3a peKoMeHAyeTcs MCNoNb30-
BaTb OHNanH-KanbKynatop (https://www.pediatriconcall.
com/calculators/nafld-fibrosis-score).

B HacTosillee BpeMsi OTCYTCTBYIOT y6eauTenbHble AaH-

Hble 06 apdeKTnBHOCTM PNFI n PNFS B KnMHUYecKon npak-

TuKe [46].

UHble gnarHocTu4yeckue ucciefoBaHus

PekomeHayeTca NO MoKasaHWMaM (MpU  BbISBIEHWU
npM3HaKoB cTeaTo3a MeyYeHW y MauMeHToB B BO3pac-
Te 0o 10 neT) KOHCynbTauMs reHeTMKa C NpoBeAeHMEM
nccnenoBaHWin Ana BbISBAEHUA reHeTUYEeCKUX AedeKToB —
BPOXAEHHbIX 3aboneBaHW O6MeHa BellecTB (aeduuuta
al-aHTUTPUNCKMHAE, MYKOBMUCLMAO3aQ, ranakTo3eMuu, TUPO-
3MHEMWUN 1-r0 TUNa, FTMKOreHO30B, HapylWeHUN MepoKCcH-
COMasibHOrO OKUcneHus, 6one3Hn BunbcoHa, abetanuno-
NPOTEMHEMUM, TMNOGETaNUNONPOTEUHEMUU, BPOXKAEHHON



IMNoaANCTpodUK, CEMENHOW runepaunuaeMmuun, gedbuuuta
JIM30COMHOM KWUCNIOW nnvnasbl, gepuunuTta KUCION CPHUHIo-
Muenasbl, LUTPYIMHEMUU 2-TO TMNa U T.4.) [47]. YpoBeHb
y6eauTeNbHOCTU peKomeHaauun — C (ypoBeHb AOCTO-
BEPHOCTHU AA0Ka3aTeNnbCcTB — 5).

JIEMEHME
K ocHoBHbIM Lenam Tepanun HAXBI oTHocATCS:

1) npodunakTUKa nporpeccupoBaHus 3aboneBaHus rneye-
HU W perpecc umelowwerocs creatosa, creaTorenatuta
1 Gnbpo3sa;

2) CHWXeHMe KapauomeTabonmyeckux GakTopoB pUCKa
(KOppeKLUHNs M36bLITOYHOW MaccChl Tena ANs yaydweHus
nokasarenewu AMCAUNUAEMUU, PESUCTEHTHOCTH K UHCY-
nuHy, Al), KoTopble TecHo cBA3aHbl ¢ MAXKBI [13, 17].
Neyenne MAXBI BKAtoYaeT B cebs HeEMeAUKaMeHTO3-

Hble MeToAbl (AUETY U GU3MYECKME HArpy3KHK), aBASIOLLMECS

OCHOBHbIMU, U dapmaKoTepanuio [27].

HemepauKkameHTO3Haa Tepanus

B KayectBe Tepanuu nepBon nuvHunM agetam ¢ MAXKBI
PEKOMEHAYETCH M3MEHUTb 06pa3 XKW3HW, MPUAEPHKMBATb-
€A HOpM c6anaHCMPOBaAHHOMO MWUTaHUSA C y4eTOM BO3pacT-
HbIX OCOGEHHOCTEN M YBENUYUTb GU3MYECKYID aKTUBHOCTb
[4, 11, 16, 17]. YpoBeHb y6eauTeNbHOCTU peKoMeHAa-
uun — B (ypoBeHb JOCTOBEPHOCTU fA0Ka3aTeNbcTB — 1).

OCHOBHbIM HampaBneHWEM Tepanuu SABASETCA CHUKe-
HWe unn ctabunnsauua nokasatens MMT ¢ nomollbto ave-
ToTEpanun U GU3nMYeCcKUx ynpaxkHenun [1, 17]. CoveTtaHue
OU3NYECKMX Harpy30K C aMeToTepanuen NPUBOANUT K 3HAUU-
MOMY CHWMXEHMIO NOAKOXHOIO U BHYTPMNEYEHOUYHOrO Xnpa,
CHUXKEHMI0 ypoBHS AJIT 1 yny4WEHUIO TMCTONOMMYECKON Kap-
TWHbI NeYyeHn y aetein n noapoctkos ¢ MAXKBI [25].

[MockonbKy poautenu asnqiTca ana pebeHka obpas-
LOM A5 noaparKaHusl, U3MeHeHne obpasa KU3HWU AOSIKHO
3aTPOHYTb He TONbKO MaUMEHTOB, HO M WX GBauKanwee
OKPYKEHNE — YNEeHOB UX CEMbM. BarKHO y4nTbIBaTh paLMOH
NMUTaHUsA U ypoBeHb GU3MYECKOW aKTMBHOCTU poauTenen
AN9 KOMNJIEKCHOM paboThbl C 4ETbMU M MOAPOCTKAMMU.

dusnyecKas aKkTMUBHOCTb

MauyneHtam ¢ MAXKBI 1 Komop6buagHoW nartonornen
ON9 YMEHbLUEHUS COAEPIKAHUS XMNPa B NEYEHN PEKOMEHAY-
eTcs perynsipHas dGmusanyeckas akTMBHOCTb B BUAE adPO6HbIX
yNpaxHEHUN 1 CUNOBbLIX TPEHUPOBOK [48]. YpoBeHb yoeau-
TeNbHOCTU peKomeHpaauun — A (YypoBeHb JOCTOBEPHO-
CTU JOKa3aTtenbCcTB — 1).

K yMeHbLUEHHIO BUCLIEPanbHOMO XUpa M K1pa B NeYeHu
NPUBOAAT a3pob6Hble GU3UYECKUE HArpy3KM W CUIOBble
TPEHUPOBKMK CpefHEN U BbICOKON MHTEHCUBHOCTU HE MeHee
60 MUH B eHb 3 pa3a B Hegento [11, 48].

duanyeckass aKTUBHOCTb YMEPEHHOM WMHTEHCUBHOCTHU
XapaKTepuayeTcs yBelM4eHMeM 4acToTbl CepAeYyHbIX COKpa-
LWEHUA, NPU 3TOM COXPaHAETCS BO3MOMXHOCTb KOMMOPTHO
BecTu 6eceny. MNpumepsbl: 6bicTpas xoabba, TaHubl, pabo-
Ta B cajy, pabota No AOMY M XO3AWCTBY, aKTUBHbIE UIpPbI
W CNOPTUBHbIE 3aHATUS C AETbMMU, NPOTYIKMU C AOMALLHUMMU
KMBOTHBIMM U T.1M.

dusnyeckas aKTUMBHOCTb BBLICOKOW WHTEHCUBHOCTHU
3Ha4YUTENbHO NOBbLIWAET YacToTy CepAeYHbIX COKpaLLeHWUw,
4acTOTy AblXaTefNbHbIX ABUXEHMI M Bbi3bIBAET NOTOOTAE/NE-
Hue. Mpumepsbl: 6er, aapobuKa, 6bicTpas e3ga Ha Benocune-
e, nogbeM B ropy v T.n. [49].

PekomeHgauun no Gu3M4ECKON aKTMBHOCTU [LOMKHbI
y4uTbiBaTb MHAMBKMAYAbHbIE OCOOEHHOCTM NauueHTa (BO3-
pacT, GU3MYECKYIO NOLIOTOBKY) U KOMOPOBUAHbLIE COCTOAHMS.
[eTam “ noapocTKaMm, BeylWwuM ManonoABMMKHbIM 06pa3

KU3HW, PEKOMEHAYETCH HaynHaTb C HU3KUX OU3NYECKMUX
Harpy30K M NOCTENEHHO YBENNYMBATb UX HYACTOTY, UHTEHCHB-
HOCTb M MPOAOMIKUTENBHOCTL. B cucTemaTnyecknx o63opax
YCT@HOBNEHO, YTO YMPa*KHEHUS C OTATOWEHWSAMU (CUNo-
Bbl€ TPEHUPOBKM) MOTYT 6bITb NPeAnoYTUTENbHEE a3PO6HbIX
ynpaxkHeHun y naumeHtoB ¢ MAXKBI 1 HU3KoM KapauoTpe-
HUPOBAHHOCTBIO UK Y TEX NALMEHTOB, KTO MI0X0 NEPEHOCHUT
a3po6Hble ynpaxHeHus [50].

PekomeHgyeTcs BceM AeTM M MOAPOCTKAM COKpaTUTb
Bpems, NPOBOAMMOE 3a 3KpaHaMW ragKeToB, — MeHee
2 4acoB B AeHb [51]. YpoBeHb y6eAUTENbHOCTU PEKO-
mMmeHaauun — B (ypoBeHb JOCTOBEPHOCTU [AOKas3a-
TenbcTB — 1).

CHMXKEeHWEe 3KpaHHOro BpPEMEHU y AeTel HanpaBieHo
Ha KOPPEKLMIO ManomnofBUXKHOro obpasa W3HU U NOBbI-
LweHne GU3N4eCKom aKTUBHOCTH [S1].

Auveta

[OuveTtoTepanus asnsetca ogHUM U3 3PbEKTUBHBIX HEME-
OWKaMEHTO3HbIX CpeacTB JsevyeHus He TonbkKo MAMKBI,
HO 1 U36bITOYHOM Macchl Tena / oxupexus [1, 171].

[etam n nogpoctkam ¢ MAXKBI pekomeHaoBaHa AMeTo-
Tepanus C Leblo CHUXKEHUS W nocneaytoLlen ctabunmsauum
mMaccobl Tena, HopManu3aunm 06MeHHbIX MPOLLECCOB U MPOo-
PUNaKTUKKM KapaMomeTabonnyeckmx puckos [52]. YpoBeHb
y6eaAuTeNbHOCTU peKoMmeHaauuin — B (ypoBeHb foCTO-
BEPHOCTU AOKa3aTenbCcTB — 1).

B HacTosiLee Bpema OTCYTCTBYIOT y6eauTebHble faH-
Hble, NOATBEpKAallWMe NpenmyllecTBa onpeaesieHHON
oneTtbl B nedyeHnn MAXKBI (Hanpumep, AMETbl C HUSKUM
rMUKEMUYECKMM MHAEKCOM MU C HU3KWUM COAEPKaHUEM
*npos). OCHOBHbIM TpeboBaHNEM K AMETUHECKUM PEKOo-
MeHJauuaMm aBnseTca cobajeHne BO3pacTHbIX GU3MO-
JIOFUYECKMX NOTPEOHOCTEN OeTern B MaKpo- M MUKPO-
HyTpUeHTax, 4To6bl n3bexaTtb pPas3BUTUA AePULMTHBIX
COCTOSAHMM [1].

K 06WWMM npuHLUMNamM gnetotepanum OTHOCATCS:

° perynsgpHbii npuvemMm nuiun, 4-5-pa3oBoe nNuTaHue,
cocTosiwee U3 3 OCHOBHbIX NpMemMoB nuim 1 1-2 nepe-
KYCOB;

° BBeJEeHWE B paLMOH OBOLLEN (ANa JeTen Mnajwero BO3-
pacta — 300 r/cyT, nogpocTkoB — 400 r/cyT, ucKkovas
13 aToro o6bema Kaptodenb), MULLEBbIX BOJIOKOH, Liefb-
HO3epPHOBbIX NPOAYKTOB;

* ¢dopmMHUpoBaHME NPaBUILHOMO MULLEBOro NoBeAeHUs —
NPUEM MUK He «Ha XOAYy», MeaneHHo, 6e3 Ucnonb3oBa-
HWS 3NEKTPOHHbIX FaAXeToB, OTBMIEKAOWMUX BHUMaHKE
OT npouecca ynotpebnenuns nuum [53].

MauyneHtam ¢ MAXKEBI pekomeHgoBaHo uaberaTb yno-
TpebneHns NPOAYKTOB M HaMWTKOB, COAepxKawux gobas-
NEHHYIO OPYKTO3Y, ANA YMEHbLUEHUA HaKOMNJEHUS Xupa
B nevyeHun [54-56]. YpoBeHb y6eaUTENIbHOCTU PEKO-
mMeHpaauun — A (ypoBeHb [AOCTOBEPHOCTU [OKa3a-
TenbcTB — 1).

MeTaaHanu3bl KOHTPOAMPYEMbIX WMCCAeLOBaHUI MNOKa-
3bIBaloT, YTO NoTpebreHne aobaBneHHOW GPYyKTO3bl (Npea-
cTaB/ieHa MPeMMYyLLECTBEHHO B MOACNAWEHHbIX HamUTKax)
NPMBOAMUT K 3HAYUTENTIBHOMY YBEIMYEHUNIO KONMYECTBA XKupa
B neyeHu u nosbiweHuo AJIT. HeratusHbin addeKT fobaB-
JIEHHOW PPYKTO3bI BbI3BaH:

1) yBenMYeHUEM KaloPUMUHOCTU NUTAHUS;

2) 0CO6EeHHOCTIMU MeTabonn3ma GPyKTO3bl.

B oTanyme oT rnoKko3bl, GpyKTO3a nerye npespaliaeT-
CSl B XXMpPHble KUCNOTbl Gnarofaps MNOBbIWEHUIO 3KCMNpec-
CUM NIMNOTeHHbIX depmMeHToB B ne4veHun [55, 57]. Y peten
¢ MAXKBIN 1y 300poBbIX AeTen ¢ HOpMasibHOW Maccown Tena
MeTab0/M3M GpPYKTO3bl pasnuyaetcs: getu ¢ MAXKBI nme-
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0T NOBbIWEHHY abCcopoLUUI0 PPYKTO3bI M 6osee BblpaxeH-
Hble MeTaboNM4yeCcKMe CABUIM B OTBET Ha ee MoCTynjieHne
c nuwen [55]. EcTecTBeHHbIE UCTOYHUKKU PYKTO3bI (Mea,
PPYKTbI, CyXODpPYKThbl) NpK ycnoBun cobnogeHus agexksart-
HOW 3HEpProueHHOCTW paLMoHa OTpULaTENbHOrO BUSAHMA
Ha TedyeHne MAMKBI1 He oka3biBatoT [57]. Kpome Toro, Ba-
HO orpaHuMyeHue nob6aBneHHoOro caxapa [56, 58].

MeaukameHTo3Has tepanus HAXKBI

B HacToslllee BpeMsi, HECMOTPS Ha NpOrpecc, KoTo-
pbl AOCTUIHYT B MOHMMaHWM NaTtoreHesda, 0COGEHHOCTEN
KNMHUYECKOoro TevyeHuUs n nporHoda MAMKBI, nokasaHus
4Na npuMeHeHns dapmakoTepanuuM NpPoJoMKaT 06CYK-
AaTtbces. Kpome Toro, 1eKapcTBeHHas Tepanusa MOXET Npu-
MEHATLCH B KOMMIIEKCHOM le4eHUN KOMOPOUAHbBIX COCTO-
AHUN.

He pekomeHayeTcs pyTUHHOE Ha3HaYeHne MeauKaMeH-
TO3HOW Tepanuu (eKapCTBEHHble npenapaTtbl U 6UMONoru-
yecKkne pobaBku K nuuwe) getam ¢ MAXKBI us-3a otcyt-
CTBMA ybeauTeNbHbIX AOKazaTenbCcTB adpdeKTuBHoCTM [1].
YpoBeHb y6eaUTeNbHOCTU peKomeHaauun — C (ypo-
BEHb AOCTOBEPHOCTU flOKa3aTeNbCTB — 2).

Pesynbtatbl 60/1bWMHCTBA MMEIOLWMXCA MCCNefoBaHUM
noJsly4eHbl Ha He6OobLUMX FPyNnax NauuMeHToB U UMELOT NPo-
TUBOpPEYMBbIE U HeybeauTeNbHble BbIBOAbI, TaK KaK OLeHKa
3bPEeKTUBHOCTM MNpenapaTtoB OCHOBbIBanacb Mpeumylle-
CTBEHHO Ha onpegeneHvn auHamuku yposHs AJIT nocne
KpPaTKOCPOYHOro BMelatenncTaea [1].

PekomeHAOBaHO covyeTaTb Ha3HayeHne MeauKa-
MeHTo3HOoW Tepanun MAMKEBI (Mpy HanuMyiuuM nNoKalaHWi)
C UBMEHEHUEM obpasa XU3HU (GU3NYECKOM aKTUBHOCTbLIO
n auetotepanuen) [59]. YpoBeHb y6eaUTEIbHOCTU PEKO-
MeHaauun — B (ypoBeHb [AOCTOBEPHOCTU [JOKa3a-
TenbcTB — 2).

BO3MOXHOCTb Ha3Ha4yeHUs NeKapCTBEHHOW Tepanuu,
0CO6EHHO MpU KOMOPOWUAHOM MaTonoruMu, npeaycmMoTpeHa
B C/ly4yae HefoCTaTO4YHOM 3bPEKTUBHOCTHU TOSIbKO U3MEHEe-
HUS o6pa3a KU3HWU U/UAK NPU NPOrPECCUPYIOLLEM TEYEHUM
3a60neBaHnsa. 37O CBA3aHO C TeM, 4TO 3bPEKTUBHOCTb
M3MeHeHns obpasa W3HKU ocTaeTcst HM3KOW. o AaHHbIM
uccnepgosaruit, MeHee 10% NaUMEHTOB LOCTUIalOT CHUXKE-
HWSI Maccbl Tena B Te4YeHue roga, U3 HMX MeHee MONOBUHBI
YOEPKMBAIOT AOCTUMHYTBIN peldynbTaT B TeyeHue NATU neT
[38]. Kpome TOro, mMetaaHanu3bl NocneaHux net ceuae-
TEeNbCTBYIOT O HEONPEAENEeHHOCTU BAUAHUS BMellaTenbCTs
B 06pa3 Xu3Hu nauyueHtoB ¢ MAMBIT Ha OONrOCPOYHbIN
NPOrHO3 U UCcXoAbl 3a60neBaHns B CBA3M C OTHOCUTENBHO
KOPOTKMMMU (He 6onee 2 NeT) CpoKaMu NPoBEAEHHbIX Ucche-
[0BaHUIN U X HeogHopoaHOCTbIo [20, 38].

PekomeHgyeTcs Ha3HayeHne omera-3 NoNMHEHacChIWeH-
HbIX XUpHbIX KucnoT (MHXKK) (koag ATX: C10AX06) aetsam
n noapoctkam npu MAXKBI [60]. YpoBeHb yGeauTenb-
HOCTH peKoMeHAaauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbcTB — 3).

Omera-3 MHMXK (3ko3aneHTaeHoBas M JOKO3arekca-
eHoBas (ArK) »WMpHble KUCNOTbI) ynydylwalT MeTabonn3m
NIMNUAOB B Ne4YeHun, a Takxke obnagatoT NpoTMBOBOCNANMU-
TenbHbIM 3pdeKTom [61]. B aBOMHOM cnenom paHAoOMWU3K-
poBaHHOM MNnaLeb0-KOHTPONMPYEMOM UCCELOBaAHUU BbINO
nokasaHo, 4yto npuem ArK B cytovyHon gose 250 n 500 mr
B Te4eHne 6 Mec y aeTen ¢ M36bITOHHOM MacCcon Tena v OXu-
pPEHNEM NPUBOAMN K YMEHbLUEHWIO NPOSIBAEHUM CTeaTo3a
B MNEeYeHW, CHMKeHWo ypoBHSA AT u Tpurnnuepnaos [59].
B paH4OMW3MPOBaHHOM ABOMHOM cienom niauebo-KoHTPOo-
npyeMmom nccnegoatunm npumerHenune ArK (500 mr) ¢ Buta-
MuHom D (800 ME) y neten ¢ 0OXXMPEHUEM M TMCTONTIOMMYECKHU
noareepxaeHHon MAMBIT cnoco6¢cTBOBaNO YMEHbLLEHUIO

cofepaHua GUOPUNNSPHOrO KonfareHa B MNapeHxume
nevyerHn [60]. Taknm o6pa3om, HeEOOGXOAMMO AanbHenlee
M3y4yeHne BO3MOXHOCTM Mcnonb3oBaHua omera-3 MHXK
y aeten ¢ HAXKBIT.

PekomeHagyemas
He MeHee 6 mec.

He peKkomeHayeTca Tepanus TUNOrMUKEMUYECKUMM
cpeacTeamu y geten n nogpoctkos ¢ MAXKEBI [1]. YpoBeHb
y6eauTeNIbHOCTU peKomeHaauun — C (ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTe/NIbCTB — 2).

HecmoTpss Ha 3HayeHue WP B passutun MAMKBI,
B KPYNHOM MHOFOLEHTPOBOM PaHAOMU3NPOBAHHOM KJIUHU-
yeckom mccnegosanmm TONIC npuem meTdpopmuHa 500 mr
ABa pa3a B AeHb He COMPOBOXKAANCH CHUKEHUEM YPOBHS
AT, HOMA-IR # npaKTU4YEeCKM He BAWUSAN Ha rMCTONOrm4ye-
CKYIO KapTHHY nevyeHun [62]. Henb3a UCKNOYNUTb, 4TO NOBbI-
WweHne Jo3bl METHOPMUHA MOMKET MPMBECTU K MOBbILE-
HWIO YYBCTBUTENBHOCTU K MHCYNMHY W YNYYLIEHUIO TEYEHNS
MAXKBIT.

PekomeHayeTca Tepanusa npobuoTukamu Lactobacillus
rhamnosus wtamm GG wnanM MynbTUNPOGUOTUKAMK, UMe-
IOWMMKU B cocTaBe KOMOGUHaUMIO NakTobaKkTepun, 6udu-
foGaKTepun U CTPenToKOKKa (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 MAXKBI [63, 64]. YpoBeHb y6e-
AVUTENbHOCTU peKoMeHaauuin — C (ypoBeHb JOCTOBEP-
HOCTHU flOKa3aTeNbCTB — 2).

Bbbino npoBefeHO HECKONbKO pPaHAOMW3UpPOBaH-
HbIX KIMHWYECKUX MCCNefoBaHWW, OLEHUBAalOWMX BAWUS-
HWE MyNbTUNPOBHOTUKA M3 8 MPOBMOTUYECKUX LTaMMOB
(VSL#3) Ha PyHKUMOHANbHOE COCTOSHME MEeYeHu y aeTen
¢ MAXBI. Ha ¢oHe nprema NnpobruoTUKa 6bIN0 BbIABEHO
CHuXeHne UMT un Y3U-npusHaKkoB creato3a Mpu OTCyT-
CTBUM CYLECTBEHHbIX UBMEHEHMIN CO CTOPOHbI TUMUAHOTO
CMEeKTpa M YPOBHS TpaHCaMMHa3 Mo CPpaBHEHWUIO C rpynnow
nnaue6o [65].

B Apyrom ABOMHOM CE€NOM KJIMHUYECKOM UCCNea0BaHum
Tepanua NpobMOTUKOM, coaepralnm wtamm Lactobacillus
rhamnosus GG, npuBoaMna K CHUXeHWo ypoBHa AT
Nno CpaBHEHMUIO C rpynnom nnauet6o [66, 67]. 3T pe3ynbTaThl
yKa3blBaloT Ha TeEpaneBTUYECKYIO aKTUBHOCTb NPOBGUOTUKOB
B fledyeHnn MAXKBI.

He pekomeHayeTcs MpUMeEHEHWE YPCOAE30KCUXONIEBON
kucnotbl (YOAXK) B Tepanum MAXKBI y neten [68]. YpoBeHb
y6eauTeNnbHOCTU peKoMmeHaauun — C (ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTeNbCcTB — 3).

YOXK (kog ATX AO5AA02) sBnseTcs OAHUM U3 Haubo-
flee WKUPOKO UCMONb3YEeMbIX LUTOMNPOTEKTOPHbLIX U @HTU-
OKCMAAHTHbIX CPEACTB, CMOCOOHbLIX 3alMLaTh renaTouu-
Tbl OT MOBPEXAEHUS MUTOXOHAPUN, BbIBBAHHOIO CONSIMMU
KENYHbIX KUCNOT, a TaKXXe aKTUBUPOBATb aHTMANONTOTH-
YeCKUe CUrHanbHble NyTW, BbIMNOAHAA pPa3/iMYyHble UMMY-
HoMoaynupytowme GYHKLUUMKU U CTabunn3npys KiaeTouyHble
Mem6paHbl y nauneHtoB ¢ MACI. Umetowmeca uccneno-
BaHua apderktuBHocTn YOXK B Tepanun MAXKBI y neten
NPOAEMOHCTPUPOBANN MNPOTUBOPEYNBLIE pe3ynbTaThl
C OTCYTCTBMEM MONOMKMUTENBHOro 3addeKTa OT NpUMeHe-
HMA KaK MoHoTepanuu, Tak U codetaHua YOXK c aue-
TOW. Pe3dynbTaTthl, NONy4YeHHblE ¥ B3POC/bIX, MOKa3blBaloT,
yTto YOXK cHuxaeT ypoBeHb AJIT, HO He OKa3biBaeT cylle-
CTBEHHOrO BUAHUA Ha TMCTONOMMYECKYIO KapTUHY neye-
HU [69]. Takum o6pa3om, noTeHumnan YOAXK B ycTpaHeHuun
nospexaeHun nedyeHn npn MAXKBI y geten TpebyeT ganb-
HENLWero U3y4yeHuns.

NPOoAO/IKNTENBHOCTL JNeYeHnda —



He pekomeHayeTca npuMeHeHUe BbICOKMX [03 TOKode-
ponay geten n noapoctkoB ¢ HAXKBI [8]. YpoBeHb y6eau-
TeNIbHOCTU peKoMeHAauuin — C (ypoBeHb AOCTOBEPHO-
CTU fOKa3aTtenbcTB — 3).

OKMCANTENBHBIR CTpecC cyMTaeTcs NyCKoBbIM daKTo-
POM MEPEKUCHOr0 OKUCNEHUSA NMMNA0B M NOCneaylolWwero
nospexaeHua renatoumto npu MAMKBI. lMpumeHeHne
ToKodpepona (BuTamMuHa E) B BbiIcOKMX po3ax (400-
1200 ME/cyT) HanpaBneHO Ha CHUXXEeHWEe YPOBHS TpaHC-
aMWHa3 B KPOBW BHE 3aBUCUMMOCTU OT U3MeHeHun UMT
M 3XOreHHOCTW neyeHu npu Y3U. OgHaKko uccnegoBaHue
TONIC nokasano, 4To BUTaMUH E He npeBOCX0oAMT naaue-
60 B JOCTUKEHUN OCHOBHOMO pesynbTaTta — YCTOMYMBOro
cHUXeHusa ypoBHa AT y naymeHToB ¢ HAXKEBI B geTckom
Bo3pacTe [8].

EcTb fJaHHble, cBMAETENbCTBYOWME O CBA3KM npuema
60/blUMX 403 BUTaMuMHa E c puckom pasBuTus Hebnaro-
NPUATHBIX CEPAEYHO-COCYAUCTbIX COOLITUA M NOBbILEHHON
cmepTHocTh [70, 71]. HecmoTpsi Ha To, 4YTO y AeTen, nony-
YaBLWMKX BbICOKME [03bl BUTaMuHa E, He 6bi10 OTMe4YeHo
3HAYUTENbHOTO YBENIMYEHUSA PUCKA HexKenaTenbHbIX siBne-
HWW, AONITOCPOYHbIE MPEUMYLLECTBA M PUCKM OCTAIOTCH HENS-
BECTHbIMU [56, 62].

MauneHtam ¢ MAMXKBIT 1 oupeHnem peKoMeHaoBaHO
NPUMEHEHWE aroHMCTOB PeLenTopPoB MIOKaroHonogo6HOro
nentuga 1 (FMM-1) ¢ uenblo CHUXEHUS MaccChl Tena, yMeHb-
LWEHUS MHCYNTMHOPE3UCTEHTHOCTHU, NPU3HAKOB BOCMaNeHus
M NOBpEeXAeHua nevyeHu [66]. YpoBeHb y6eanTenbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbCcTB — 2).

O6WMM nonoxuTenbHbiM adpdekToMm aroHmucTtos [MIM-1
ABNAETCS 3HAYUTENIbHOE CHUXEHWe Macchl Tena, 4YTo Cno-
COBCTBYET YMEHbLUEHMIO NoBpexaeHns nedeHn npu MAXKBI
N CHUXKaET PUCKM Pa3BUTUS CEPAEYHO-COCYAUCTbIX COObITUM
M MOYEYHbIX OCIIOXKHEHUN.

BO3MOXHO NpUMEHEHWE MOAKOMHbIX WMHBEKLWIA aro-
HucTa IMN-1 nuparnytuaa (kog ATX 10BJ02) 1,8 mr exe-
aHeBHo y aeter ¢ MAXKBI ¢ 12 neT. B MHOroueHTpoBOM
ABOMHOM cfnenoM paHAoOMWU3MpOBaHHOM nnaLebo-KoH-
TPOAMPYEMOM MCCNEeAOBaHUU NuparnyTng nokasan CBOIO
6e30nacHOCTb U 3bdeKTUBHOCTL B nevyeHnn MACT [72].
Ba)XHO MoAYepKHYTb, YTO, COrNacCHO KJIMHUYECKUM PEKO-
MeHaaumam 2024 1. N0 OXUPEHWIO y AeTeRn, nuparnyTua
MOXeET O6bITb Ha3HaYeH «NpU HEIPDEKTUBHOCTU MEPOMNPUS-
TWUI, HanpasieHHbIX Ha dopMHUpOBaHUE 340POBOro obpasa
W3HW, ANUTENbHOCTb KOTOPbLIX COCTaBfsina He MeHee
1 rofa». ATOT TE3UC aKTyaneH U B KOHTEKCTE paccMmaTtpu-
Baemow naronoruu [73].

Cpean Apyrux aKTUBHO WM3y4valoWwMxca CpeacTts
ana tepanun MAXKBIT y pneted ¢ HEM3MEHEHHbIM YpPOB-
HeM A/[l — aHTaroHUCTbl peuenTopa aHrMoTeH3uHa Il
Mpenapat nosaptaH B go3e 50 Mr B AeHb NepopanbHO
B TeyeHne 6-8 Hea CHMKaeT MNPOAYKUMIO MHruéuTopa
aKTMBaTopa nnasmuHoreHa-1 (PAl-1) — 6enka ocTpou
dasbl, ypoBEHb KOTOPOro MOBLIWEH Yy AETEN C XUPOBbLIM
renato3oM U KOppeNupyeT ¢ BbipaXkeHHocTbio P 1 npo-
rpeccupoBaHnem GUOPOTUHECKUX UBMEHEHUN B MEYEHMU.
BnoknpoBaHne aKTUMBHOCTM PEHUH-AHTMOTEH3WH-aNnbao-
ctepoHoBoM cuctembl (PAAC) NPUBOAUT K CHUKEHUIO IKC-
npeccuun PAI-1 B nevyeHn u ymeHblaet UP. B nmetowmxcs
nccnegoBaHusax 66110 06HaPYKEHO, YTO N03apTaH XOpoLo
nepeHocutca getbMun ¢ MAXKBIT, HecMOTpa Ha HopMalb-
Hble 3HadYeHunsa ALl [74].

Xupypruyeckoe neyeHue
BapuaTtpuyeckas xMpyprua He peKoMeHayeTcs B Kadve-
ctBe cneundudeckon tepanum MAMBIT ns-3a oTcyTCTBUSA

JaHHbIX O JOArOCPOYHbIX pelynbTatax onepaTMBHOIO Bme-
lwaTtenbcTBa y NogpoCcTKoB [75]. YpoBEeHb y6eaAUTENbHOCTHU
peKomMeHaauun — B (ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 1).

BapuaTtpuyeckas xvpyprusa MoxeT ObiTb paccMoTpeHa
B KayecTBe MeToda Tepanuu Ans OTAeNbHbIX NOAPOCTKOB
¢ UMT = 35 Kr/mM?2, y KoTopblx BbisBneHbl MAXKBI 6e3 sepu-
$unUMpPOBaHHOroO LMPPO3a U Apyrre cepbe3Hble CONyTCTBYIO-
lwme 3aboneBaH1a (HaNnpUMep, caxapHbl anabeT 2-ro TMna,
TAXEeNnoe anHo3 BO CHe, MauonaTtMyeckas BHyTpuyepen-
Hasi rMNepTeH3us), CoO CTOPOHbI KOTOPLIX, BEPOSTHO, 6yaeT
HabnaaTbea yayyleHre nocne npoBeaeH s onepaTuBHoro
BMellaTenbCcTBa [76].

MokasaHua KM MeTog 6GapuaTpuMyecKOro BMeluaTesb-
CTBa AOJIKHbI ONpeaenaTbCca B MHANBUAYANbHOM NOPSAAKe
MYNbTUANCLMNAMHAPHON KOMaHAO0M, BKAOYalolWwen Bpada-
Xxupypra.

MEQULMHCKASA PEABU/IMTALIUA

U CAHATOPHO-KYPOPTHOE JIEYEHME

Cneuunduyeckne Mepbl peabuautauunm nNauueH-
T0B ¢ MAMBI oTcyTcTBYIOT. MOXET OblTb PEKOMEH-
AOBaHO CaHaTOPHO-KYpPOpPTHOE nevyeHne no npodunio
«acTpoaHTeponorus» ¢ npumeHeHnem dusnoTepaneBTu-
YeCKMX npoueayp, perynsipHon Gu3nyecKon akTMBHOCTbIO,
nporynkamMn Ha cBe)eM Bo3ayxe. [MokazaHO neyeHue
Ha 6anbHEONOMMYECKUX U TPSA3EBbIX KypopTax B co4eTaHuu
C NUTbEBLIMW MUHEpPaNbHbIMKW Bogamun. MeanumnHcKas pea-
6MNnTaLma B CTaLMOHaAPHbIX YCI0BUSX NPOBOAUTCS B MHO-
ronpoduNbHbIX OTAENEHUSAX MEAULMHCKON peabunutaumu
UKW OTAENEHMUAX MEAWLMHCKOM peabunuTauuum ana geten
C cCOMaTU4yeCcKou naTosiormen.

NMPOPUNIAKTUKA

U AUCNAHCEPHOE HABJIIOAEHUE

Mpodunaktnyeckmne meponpuatus npn MAXKBI Hanpas-
NleHbl Ha:

° npodunakTnuky dopmmuposaHus MAXKBIT,
e cBoeBpemeHHoe BbiiBneHne MAXBI n MACT;
° npodunakTuKy nporpeccupoBaHus MAXKBIN/MACI

[0 uMppo3sa neyenu [1, 17].

Ons npodunaktnkun passutusg MAXKBI pekomeHgoBaHbI
MEpPONPUATUS, HanpaBieHHble Ha POPMUPOBaHUE 340POBO-
ro o6pasa XM3HKW, KOPPEKLMIO NULLEBLIX NPUBLIYEK, PU3HU-
YecKylo aKkTuBHoOCTb [49, 53, 59]. YpoBeHb y6eauUTeNb-
HOCTH peKoMeHAauun — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbCcTB — 5).

Oetam ¢ MAMXBIT 6e3 npu3HakoB (nabopaTopHbIX
WAW  MHCTPYMEHTaNbHbIX) MpOrpeccupylolero Teye-
HUSA / dnbpo3a, 6€3 KIAMHUYECKUX MNPOSBAEHUN MeTa-
60/IM4ECKOro CUHAPOMa PEeKOMeHAyeTcs AucnaHcepHoe
HabnoaeHne 1 pa3 B 2 roja ¢ OUEHKOW CKPUHUHIOBbIX
O6UOXMMUYECKUX NOKa3aTenen kposu (AJIT), a TaKKe MeTo-
nos Bu3yanusauuu (Y3U, MPT) 1 HeMHBa3UBHbIX UHAEKCOB
dnbpo3a 419 CBOEBPEMEHHOrO BbISIBIEHUS MNPOrpeccuu
3aboneBaHuns (No nNokasaHusam) [1]. YpoBeHb yoeauTenb-
HOCTU peKomeHaauun — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTtenbCcTB — 5).

Mo AaHHbIM MeTaaHann3da KAMHUYECKUX UCCIeAoBaHNw,
COMPOBOXAABLUNXCS NapHbIMKU BUOMNCUAMMU, Y TPETHU NALMEH-
T0B ¢ MAXKBI Habnogaetcsa nporpeccupoBaHue ¢nbposa,
npu 3Tom nporpeccupoBaHne ¢nbpo3a oT ctagun FO go F1
npoucxoauT B cpegHem 3a 14,3 roga npu UCXOQHOM MpPo-
cToM cTeaTo3e u 3a 7,1 roga npu HACT [77]. OnTumanbHas
yacToTa AMcnaHCcepHoro HabnlaeHus He ycTaHOBEHa,
HO, COrNacHO MHEHWIO EBPOMENCKUX IKCNEPTOB, MNaLUMEHTHI
¢ MAXKBI 6e3 nabopaTopHbIX UIN UHCTPYMEHTAsbHbIX MPU-

PEDIATRIC PHARMACOLOGY. 2025;22(2)

N
o
=z
~
N
N
=
o
=
~
o]
AN
o
AN
~
xR
=
-
=]
=
o
x
<
=
o
<
©
xR
<
x
(%]
w
T
=
=
<
=
I
w
=



CLINICAL RECOMMENDATIONS

KIMUHUYHECKUE PEKOMEHOALUU

3HAKOB NPOrPEeCCUPYIOLLEro TeYEHM LOMKHbI HabnoaaTbCs
1 pa3 B 2rogall, 11].

MauneHtam ¢ MAXKBIT ¢ npegmMabeTom, caxapHbiM aua-
6eToM 2-ro TMNa 1 6onee YeM ABYMS daKTopaMu Kapauo-
MeTaboIMYEeCKOro pUCKa PEeKOMEeHAyeTcs AucrnaHcepHoe
HabnoaeHve 1 pas B rof ¢ OLLEHKOW HEMHBA3UBHbIX MHAEK-
coB dnbpo3a AN CBOEBPEMEHHOIO BbISIBIEHUS NPOrPeccH-
pylowero tTeyeHus 3abonesaHns [1]. YpoBeHb yoeauTenb-
HOCTU peKomMeHpauun — C (ypoBeHb JOCTOBEPHOCTH
AOKa3aTenbCcTB — 5).

PekomeHgoBaHo Habnwaate AeTeh C OXUPEHUEM
M NpU3HaKaMn MeTaboNMYecKoro cCuHApoMa MynbTUAMC-
UMNIMHApHON KOMaHAoW cneluanncToB AN CBOEBPEMEH-
Horo BbiiBneHnss MAMBIT ¢ OLEHKON CKPUHMHIOBbLIX 6MO-
XUMHUYECKUX NMOoKazaTtenen kposu (AJIT), a TaKKe MeToa0B
Bu3yanusaumn (Y3U, MPT) n HeuHBaA3MBHbIX WMHAEKCOB
$dubpo3a ANg CBOEBPEMEHHOro BbiBNEHUA 3aboneBa-
HUA (No nokazaHusam) [30]. YpoBeHb y6eAUTENIbHOCTH
peKomMmeHaauuin — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbCcTB — 2).

PekomeHaoBaHO NPOBOAUTb CKPWUHWHI ANS BbiSiBNe-
HUA MAXKBI y Bcex aeten ¢ 9-11 neT c OXUPEHUEM
(MMT >95-ro nepueHTUNs), C M36LITOYHON Maccon Tena
(MMT = 85-r0 U < 94-ro nepueHTUNSA), C AONOSHUTENbHbIMU
daKTopamMu pUCKa (LEeHTpasbHOE OXUPEHWE, PE3UCTEHT-
HOCTb K WHCYNuHY, npepavabeTt wnu guabeT, gucaunuge-
MU, anHO3 BO CHE UM CEMENHbIN aHaMHe3, OTATOLWEHHbIN
no MAXBMN/MACI) [1, 17]. YpoBeHb y6eauTeNIbHOCTH
peKomMeHaauun — B (ypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 2).

CaxapHbit anabeT 2-ro TMna u apyrune daktopbl Kap-
AnomMeTaboMYecKoro pMcka cnoco6CTBYIOT NPOrpeccupy-
ouwemy TedyeHuto MAXKBI u passutnio MACT. MNMpumepHo
y 4yeTBepTU nauuneHtoB co cdopmupoBaBwmnmca MACT
3a60o5eBaHue NPorpeccmMpyeT 40 LMppo3a C PUCKOM pa3Bu-
TUS renaTtouenNioNapHoOn KapunHomsl [8, 78, 79]. Mo MHe-
HUWIO KCMNEPTOB, Y NaLMEHTOB € caxapHbiM gMabeTom 2-ro
TMMa WA HECKONbKMMKU daKTopamu KapaumomeTtabonuye-
CKOro pMCKa OLEeHKa BO3MOXHOro pa3BuTUS/Nporpeccu-
poBaHua dnbpo3a AoMKHA BbINOAHATLCA 1 pa3 B 1-2 roaa
[25, 31].

Oetam ¢ MAXBI Tak»e noKkasaHo M3MeHeHne obpasa
KU3HU (KOPPEKLIMS MUTAHMA C UCKIOYEHMEM Caxapocoaep-
KalKnx HanWTKOB, yBenunyeHne GU3NYEeCKON aKTUBHOCTH
C YMEHbLUEHUEM 3KPaHHOI0 BpeMeHH) A4Nna NnpodbuUnakTnKkm
nporpeccuposanus HAXBI, B TOM yucne ¢ Ucnonb3osa-
HWEM CEMENHbIX Nporpamm peabuamTaumm U ncuxonoruye-
CKOM Koppekuuu [1, 25, 59]. YpoBeHb y6e[uUTeIbHOCTHU
peKomeHpaauuin — B (ypoBeHb JOCTOBEPHOCTU AJOKa3a-
TeNbCcTB — 2).

Mepbl N0 U3MEHEHUIO O06pas3a XM3HU, NOAPO6GHO pac-
CMOTpEHHble B pasgene «HemeauMKamMeHTO3Haa Tepanus»,
He TonbkKo cnyxat ang nedyenns MAMKBI, HO M OTHOCAT-
c K Hanbonee adpdeKTUBHON Mepe ee npeaoTBpalleHUs
W NPOrpeccrMpoBaHus, a TakKe NO3MTUBHO BAMUAIOT Ha 60/b-
LUIMHCTBO KOMOPBUAHbIX COCTOAAHWUI [49, 59.

MauneHtam ¢ MAMBIT pekomeHayeTcs MeauKaMeH-
TO3Has M HeMeAMKaMeHTO3Has KOoppeKuus Komopobua-
HbIX COCTOSIHUM ANA NpodUAaKTUKKM MPOrpeccupytollero
TedyeHns MAXKBI [35, 41]. YpoBeHb y6eAUTENbHOCTH
peKkomeHaauuin — C (ypoBeHb AOCTOBEPHOCTHU fOKa3a-
TenbCTB — 5).

MAMBEI n MHorMe KomopbuaHble 3aboneBaHusi OTS-
rowalT TeyeHue Apyr apyra. 3To MNO3BONSET CyuUTaTb,
YTO KOPPEKLMSA KOMOPOUAHbIX 3a601€BaHUI MOXKET OKa3aTb
NoNoXUTENbHOE BO3AENCTBME Ha NpeaoTBpalleHne Hebna-
ronpuaTHoro tedeHns MAXBIT [17].

OPrAHU3ALUA OKA3AHUSA
MEAMULMHCKOW NOMOLLH
BonbwuHcTBO NnaumneHtoB ¢ MAMXKBI nognexar Habno-

[IEHWNIO M NIeYEHNIO B aMByNaTOPHbIX YCOBUSIX.
Moka3aHUsSMKU K NNaHOBOW rocnutanmMaaumm nalumeHToB

¢ MAXKBIN cnyxar:

e oTcyTcTBME abdeKTa OT eyeHnss Ha aMbynaTopHOM 3Ta-
ne winM HETUNUYHoE TeyeHne 3aboneBaHus;

°*  Heob6X0AMMOCTb MPOBEAEHUS AMAarHOCTUYECKUX MnpoLie-
[lyp, KOTOpble He MOryT GbITb BbINOMHEHbI B amGynaTop-
HOM MopsiAKe (HanpuMep, METOAbI BU3yanu3aLun ¢ npm-
MEHEHUEM aHecTe3MOSIOrM4yecKoro nocobus y aeten
MJiafLlero Bo3pacTta, 6Moncust nevyeHnu);

°* HeobXxoAMMOCTb NpoBeaeHUs AMdpdepeHLManbHO-AMarHo-
CTUYECKMX MEPOMNPUATUIA ANS UCKOYEHUS APYTMX MPUYMH
NopaKeHUst NeYeHU, KOTOpPbIE HE MOTYT 6bITb BbIMOMHEHbI
B aM6ynaToOpHOM MopsiaKe (Hanpumep, METoabl BU3yanu-
3aluKn ¢ NMPUMEHEHUEM aHECTE3UO0rMYecKoro nocobus
y AeTen mnajwero Bo3pacta, 6Moncus nevyeHu);

* coyeTaHne MAXKBI ¢ nposBneHUIMN MeTabONMYECKOTO
CUHAPOMA, OCNOXHSAOLWMMN TeYeHne 3aboneBaHus, Tpe-
oylolee MynbTUAUCUMNIMHAPHONO BEAEHWS NalMeHTa
N/MNKN KPYrnocyTO4HOro HabtoaeHus.
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MpunoxeHusa

LLKanbl OLLleHKU, BOMPOCHUKHU U Apyruve oueHo4YHbie UHCTPYMEeHTbl COCTOSAIHUA NaLUueHTa,
npuBeaeHHble B KIMHUYEeCKUX PpeKoOMeHAauunusax

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

Supplement 1. NAFLD activity score [71]

HasBaHue Ha pycCcKoMm s3bike: LLIkana oueHkn aktusHoctM HAXKBI

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

HasHauyeHue: 4ns NnonyKonn4eCcTBEHHOM OLLEHKM TsecTn u ctaamm HAXKBI

CoaepaHue (wabnoH): Likana oueHnBaeT cteneHb MOpPdONOrMyeckmx nameHenumn B 6annax (ot O go 8): BbipaXKEHHOCTb
cTeaTo3a neyeHu, BHyTPUAOIbKOBOTO (J106YSPHOro) BocnaneHus, 6anioHHOM AMcTpodum renatoumToB 1 ctaguio dnubposa

Crearto3, %

Jlo6ynsaipHoe BocnaneHue*

BannoHHas guctpodusa

<5 (0 6annoB) otcytcTByeT (0 6annos.)

otcyTtcTByeT (O 6anno.)

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

cnabas (1 6ann)

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

yMepeHHas/BblpaxeHHas (2 6anna)

1a, b: 30Ha 3 auuHyca

1c: nopTanbHbI GU6PO3
dnbpo3 neveHu (cTagun)
3: dn6pPO3HbIE CENThI

2: 30Ha 3 auuHyca + nopTasibHbli/nepunopTanbHblii GU6pPO3

4: NOXHblE A0NbKU, HApYLIEHNE apXUTEKTOHUKM TKaHW NeveHn (LMppos)

MpumeyaHue. <*> — Hanuyme CKONNEHUM KNETOK BOCNaNUTENbHOIO MHdUNbTpaTa Npu yBenndenum 20.

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

Knioy (MHTEepnpeTauus):
e NAS 0-2 — anarHo3 HACI/MACI manoBeposiTeH;

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

e NAS >5 — BepoaTHbI gnarHo3 HACI/MACT.

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

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

HasBaHue Ha pyccKoM s3biKe: LLkana gng nonykonn4yectBeHHoOM oueHku Taxectn HAXKBI

McTounuK: FLIP pathology consortium, 2014 1.

HasHa4veHue: ang nonyKonn4yectBeHHom oueHku Tsxectr HAMXKBI
CopeprkaHue (wabnoH): Lkana BKkAoYaeT B cebsl Takne ructonormyeckme xapaktepuctnkn HAXKBI, Kak BblpaKeH-
HOCTb cTeaTo3a (S, steatosis), 6annoHHasa guctpodua n nobynsapHoe BocnanexHune (A, activity) n ctaans ¢nbposa neyveHn

(F, fibrosis)
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KIMUHUYHECKUE PEKOMEHOALUU

MapameTp Bblpa)K€HHOCTb USMEHEHUH OueHka
<5 0
5-33 1
S: cTteaTo3 (0-3)
33-66 2
> 66* 3
bannoHHas guctpodus
Het 0
CKonneHus F(?ﬂaTOLI,VITOB HOpPMasibHOro pa3mepa, HO OKpyrnon Gopmebl 1 ¢ 6negHon 1
uuTOonNa3mMon
To e, HO BCTPEYaloTCA 1 yBENUYEHHbIE KNETKU, U UX KaK MUHUMYM B 2 pa3a Gonblue,
A: aKTUBHOCTb (0—4) 4EM HOPMANBHBIX 2
JlobynspHoe BocnaneHune > 2 BocnanuTeNbHble KNETKU Npu yBenmyeHun 20
Het 0
< 2 doKycoB B npegenax 1 4oNbKK 1
> 2 GoKycoB B npeaenax 1 4oNbKK 2
Het 0
MNepucuHyconaanbHbii TN noptanbHbii dn6po3 1
F: dn6po3 (0-4) MNepucuHyconaanbHbii M noptanbHbii GMbpo3 6€3 MOCTOBUAHOMO 2
To e M MocToBUaAHbIN GUGPO3 3
Lnppos 4
Cymma 6annos: 0-11

lpumeyaHue. <*> — Hanunyue (cy6)ToTanbHOro cTteaTo3a NEYEeHU y MONObIX NALMEHTOB, 0COGEHHO 63 NPU3HAKOB METAGOIMYECKOTO CUH-
poMa, TPeBYET OLEHKM aKTUBHOCTU IM30COMHOM KUCNOM NMNasbl AN UCKIOYEHUS 60NE3HM HAaKoNNeHUs 3dUPOB XonecTepuHa / 60/1e3Hu
BonbMaHa nnv o6¢cnefoBaHmsa naumeHTa Ha npeamet 6one3Hn BunbcoHa. bonee peakon NpUYNHON MOXKET 6biTb HOCUTENBCTBO PELIECCUB-
HbIX MyTauunn POLG, DGUOK nnn MPV17, xapaKTepHbIX 4711 MUTOXOHAPUWaNbHbIX 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.

Kniou (MHTepnpeTaumna): pe3ysbraT OLEeHKM 3anucbiBaeTcsa B Buae nugexkca S1A2F3, S2A1F1 n T.n.
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