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(popma «ksawuopxop») HeOOCMAMOUHOCMU NUMAHUS N0 Mepe npozpeccuposarust 3abonesarus. C yuemom
MEXAHUZMO8 PAZBUMUS PASTIUMHBLX NPUSHAKOE U POPM HEOOCMAMOUHOCU NUMAHUS NPedcmasieHbl NPUHUUNDL
Juemomepanuu npu nNepeUUHOM OUUAPHOM XONAH2UMe.

Kmiouesvie cnosa: HedocmamouHocmv numanus; nepeutHblli OUNUAPpHbLE X0naHeum; mpogonosudeckue HapyueHus

46

1. BBepeHune

CocTrosiHIe HEJOCTATOYHOrO IMUTAHMS YacTO Haboga-
€TCsl y MALMEeHTOB C IePBUYHBIM OVM/IMaPHBIM XO/MTAHTHU-
toM (IIBX). Hepocratounocts nurannsa (HII), comyT-
CTBYIOIIIas 9TOMY 3a00JIeBaHUIO, YXY/IIAET er0 TeYeHue,
IIPOTHO3 U Ka4yeCTBO XXM3HU OONBHOTO, OTPULIATENBHO
BIMsIET Ha MCXOX 3a00/IeBaHysI U 4allle BCETO Paclos-
HaeTCsA TONMBbKO Ha MO3MHUX cTagmax [1]. dtmomorns
n naropusuonorna HII npu IIBX mHOrogakropHa [2].
Hapymenne nponeccos xenuesbigenenus npu I1BX, co-
IIPOBOXK/AIOLIIeeCs XOIeCTa30M 1 CHIDKeHeM (PYHKIIM
TeMaTOLMTOB, BIUsAET Ha MeTabo/MIu3M KaK MaKpOHYT-
PMEHTOB, TaK ¥ MUKPOHYTPMEHTOB M 3aBMICUT OT CTa-
vy 3aboneBaHusi. {71 CBOEBpEMEHHON AMAarHOCTUKA
U KOppeKIMM HapyLIeH!T TpoOnIornyeckoro cTaryca
Ba)KHO IOHMMAaHMe, KOrfa, Ha KaKoil ctaguu 3abore-
BaHM U C IOMOIIbI0O KaKMX MEXaHM3MOB pa3BUBAETCs
9HepreTmIecKast, 6eNKoBasi, BUTAMUHHAS M MUHEPaIb-
Hasa HII y maumentos ¢ I1BX. [In4 ynydinennus pesynb-
TAaTOB JIeyeHys naiyeHToB ¢ [IBX HeoOXoxuMo yaeniTh
BHUMaHue mpobneme pasButus y Hux HII u Bompocam
ee IPOQUIAKTUKY, JIEYEHNUs Y>Ke Ha PAHHUX CTAAMAX
3aboneBanms. [losgHne, TepmuHanbHble cTagum [1BX
COIIPOBOXJIAIOTCA UCOaTaHCOM MeXJy NpolleccaMy
KaTabomusMa 1 aHabomsMa ¢ npeobnagaHeM IepBbIX
HaJ BTOpbIMU. IlenaMyu HyTPULMOHHONM Tepanuy Ia-
[[MEHTOB C XO/IECTATUYECKUMU 3a60IEBAHUAMU TT€YEHN
SIBSIIOTCS TIOfiepXKKa pereHepannuy rnedeHu, npodu-
naxktuka mim koppekuus HII, a taxxe mpodumakTika

U/Vu 7iedeHre BOSHUKAKOMIMX IIPY 9TOM OC/IOXHEHMIA
3aboneBanus nedeHn. OUeHb BOXXHO yKe IIPU HMEePBUY-
HOM OCMOTp€ IALMEHTOB aKL€HTUPOBATh BHUMAaHNE He
TOJBKO Ha cnennduyeckyx mpusHakax 3a0oneBaHNA,
HO U Ha OIleHKe cTaTyca nuTanus. IIpu aToM HOMKHBI
YIUTBIBATbCA OCOOEHHOCTY ¥ MeXaHM3Mbl HapyIIeHNUs
MeTaboMIeCKUX IPOLEeCCOB Ha pasHbix cTagusx I1BX,
4T06BI CBOeBpeMeHHO pacnosHars HII 1 yuects nsBect-
Hble Hay4YHbIe JAaHHBIe IIPYU IIPOBefieHNY 6a3MCHOTO Jiede-
HUA Y 3STUX IaLMEHTOB.

2. Onpepenenue HI

B oTedecTBEeHHOI /IuTEpaType HET OOLIEIPUHITOrO
TepMMHA [yIs OIpefenenns craryca nutanus [3]. HII
(cMHOHUMBL: 6e/IKOBO-3HepreTNYecKas, HyTpUTUBHAS,
Tpodonornyeckass HeFOCTATOYHOCTb, TUIIOTPOPUs) —
[IATOJIOTMYeCKOe COCTOsIHIE, OOYCIOBIEHHOE HECOOT-
BeTCTBMEM (mycHanaHCOM) NOCTYIUIGHNMS M pacxofa
OpPraHMYECKUX MUTATENbHBIX BEI[ECTB, SHEPIUU, MAKPO-
Y MUKPOHY TPMEHTOB, IIPUBOJAIIMM K CHYDKEHUIO MacChl
TeNa, USMEPUMOMY OTPULIATEIBHOMY M3MEHEHNIO KOM-
[IOHEHTHOTO COCTaBa OPraHN3Ma, COIPOBOXAAIOIIEMYCS
HapyILIeHNeM ero GyHKIMOHMPOBAHIS U YXYAIIEHIEM
KJIMHUYeCKOTO ucxopa (4, 5]. CormacHo ompeneneHuno
BcemupHoIt opranusaiuy 3gpaBoOXpaHeHNs, HeFOCTa-
TOYHOCTb muTaHus (malnutrition) sBnsieTcs pesynbra-
TOM HEJOCTATOYHOTO MOTPEOIEHIsSI MU YCBOEHNS INTA-
Te/IbHBIX BEI[eCTB, HEOOXOVIMBIX /ISl CTYMY/IMPOBAHNS
pocCTa ¥ MPENOTBPAIIEHUS XPOHUYECKUX VIIA OCTPHIX
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3a00/IeBaHNIT, Y YaCTO XapaKTepU3yeTCsA 3afiep>KKoil
POCTa, MCTOLIeHNeM, He[JOCTATOYHbIM BecoM 1 fedu-
LIMTOM MUTATENbHBIX MUKpo3eMeHToB [6]. HII compo-
BOXKZAeTCs [IOTepelt Macchl Tenma, CHIDKeHneM dusnde-
CKOIT paboTOCIIOCOOHOCTH, YXY/IIeHIIeM CAMOYYBCTBIS,
a TaKOKe BBI3BIBAET CePbe3Hble HapyIIeHNsA B 0OMeHe Be-
I[eCTB, 0C/Iab/IeHe MMMYHHOI 3aIUThI M 9HAOKPYHHBIE
muchyukunuu [7, 8].

3. PacnpocTpaHeHHOCTb Hel0CTaTOYHOCTH NUTAHUA
npu 3aboneBaHuAX neyeHu

Mcrnnnylo pacnpoctpaneHHocTh HII onleHuTh 04eHD
CTIOXKHO TI0 CTIENYIOLIMM IpU4MHaM [5]:
= KpailHe HU3KO€ BHUMAHME Bpadell K COCTOSHUIO TPO-
(domnormyeckoro craryca;
= TpygHOCTU B onjeHke HII, MackupoBaHme 1morepb Mbl-
IIeYHOJ TKaHM Ha ¢OoHe M3OBITKA >KMPOBOJ MacChl
U 3a/IeP>KKU KUTKOCTH.
OKomo IByX MUIZIMAPJIOB YeIOBEK B MUPE CTPAJAIOT OT
pasmunbix popm HII [9]. ¥V naumeHTOB ¢ pa3nmyHbIMuU
3a00/IeBaHMSIMYU OTMeYaeTCsi BTOpUYHasl (9HIOreHHast)
HII. ViccnemoBaunsa mokasbiBawoT, uTo HII Habmioma-
eTcs y 20-80% maumeHToB ¢ 3a00/IeBaHUAMY MeYeHNU
B 3aBUCMMOCTM OT KIMHUYECKOI CcTamuu 3abomeBaHmus
[10]. IIpakTuyecku nmoboe XxpoHUYeCKoe 3ab0neBaHme
MOXKeT IPUBECTY K IPOrpeccHpyolell ToTepe MacChl
tena. Vccnenosanue, nposegenHoe Carvalho u Parise,
IIOKa3aJIo, 4To [10 75% MalueHTOB ¢ XpOHUYEeCKMMM 3a-
6omeBaHMAMM IIeYEHN MMEIOT pa3nnyHyio crernens HII
[11]. HegocTaTouHoe muTaHMe U CapKOIEHUs 4acTO
BCTPEYAIOTCA Y MAaLMeHTOB C XPOHUYeCKMMHU 3abore-
BaHUAMMU NeYEHN ¥ CBA3aHBI C MOBBIIIEHHBIM PUCKOM
IeKOMIIeHCauuy, NHGEKIINIL, a TAKXKe 3a4aCTyIO SBJIS-
I0TCS1 He3aBUCUMBIM (PaKTOPOM PUCKa CMEPTHOCTY 3TUX
MAIVIEHTOB U YXYAILIEHNA Pe3y/IbTaTOB JIeYeHNA IIOCTIe
TpaHCIUIAHTAL[UY Te4eHn [2, 12]. BaXHO OTMETUTB, 4TO
YaCcTOTa TPOQOIOTNIECKOI HEFOCTATOYHOCTI Y ITUX IIa-
L[MIeHTOB YBE/IMYMBAETCS 110 Mepe NPOrpecCUpOBaHNUA
3abomeBanms. B mccmenoBanmsx 90-X TOZOB HPOLUUIOTO
CTONeTVS OLJeHKA CTaTyca MMTaHNA MalMIeHTOB C IVpPpPo-
30M IleYeHM Pa3NIUIHON SITUONIOTUM U Pa3TIMYHOI CTelle-
HBIO [T€YeHOYHOIT HeMoCcTaTOYHOCTH [13, 14] mosBonmia
IIPUITY K KOHCEHCYCY 0 TOM, uTo HII pacniosnaercsa nmpu
Bcex ¢opmax nupposa [15] u, o oleHKaM pas3IM4HbIX
aBTOpPOB, cocrtasisier oT 40 o 100% [16-19]. OTmeua-
€TCA BBICOKas PacIpOCTPAHEHHOCTb HEJOCTaTOYHOTO
MUTAaHUA Y UL C JeKOMIIEHCMPOBAaHHBIM IIUPPO3OM
medeHy. Y MAIMeHTOB C HMPPO3OM MEeUEeHN U TAXKECThIO
COCTOAHMNS, olleHNBaeMoit o mkane Yamnn-IIpo A,
yposenb HII cocraBnsaeT 46% mno cpaBHeHMIO ¢ 84 1 95%
nanyeHToB ¢ Yaing-IIeio B u Yaiing-IIeio C cooTBeT-
cTBeHHO [11]. YV manmeHTOB, BKIHOYEHHBIX B CIIMCOK Ha
TpaHcITaHTauuio nedeny, HIT moxeT gocturars 100%
caydaes [20, 21].

4. MepBuYHbIit GUNUapHDBIN XONAHTUT

N HeA0CTaTOYHOCTb MUTAHNA

HII pasBuBaerca y manuenTos ¢ IIbX kak ¢ ycraHoB/neH-
HBIM LIUPPO30M, TaK 1 6e3 Hero [22, 23]. ITo panubiv Wicks
u coaBT., HII obHapyxmBaercs y 33% manmeHTOB ¢ pas-

[acTpo3HTeponorus

maHbME cragyamy 16X [22]. TlepBuyHbIl 6vIapHbIA
xomaHrut (Primary Biliary Cholangitis - PBC; MKB-10:
K.74.3; MKB-11 (6eta-Bepcusi): DB37.2) — 3aboneBanue,
koTopoe patee (0 2015 I.) 6b17I0 M3BECTHO KaK EPBUYHBII
6ummapusit uuppos (IIBL, Primary Biliary Cirrhosis -
PBC) [24],—9T0 XpOHMYECKOE XOIECTATIIECKOE TIPOrpec-
cupylolliee 3ab0jIeBaHIe MTeYeH) ay TOMMMYHHOTO I'eHesa,
IIpoTeKalliee ¢ IeCTPyKIMeil, HEKPO30M U aIlONTO30M
SMUTENNA IIPEUMYIIeCTBEHHO BHYTPU/O/IbKOBBIX U Cell-
TaJIbHBIX KEMTYHBIX IPOTOKOB, B TEPMMHA/IbHON CTafuN
KOTOPOTO Pa3BMBAETCs IMppo3 medenn [25, 26]. [1BX xa-
paxTepuayerca T-KIeTOYHBIM OIOCPEJOBAaHHBIM Pa3py-
IIeHVeM 3MUTEeNNAIbHBIX KIEeTOK, BHICTIIAIONINX MeTKMe
BHYTpUIIeYeHOYHbIE JKeTYHble IPOTOKK [27]. ITO BegeT
K TYKTY/IONEHNN ¥ TIepCUCTUPYIOIEMY XO/IecTasy ¢ pas-
BUTVEM B TEPMUHAIBHON CTagyy HUpPpPo3a C MedeHOIHO-
KJIETOYHOI1 HEJOCTATOYHOCTBIO [26].

3aboneBaHye Ha PaHHeIl CTAMM MOXKET TIPOTEKaTh Hec-
CUMIITOMHO WIN C HecreunuIecKuMyu CUMITOMAaMMU,
TaKVMMI KaK C1ab0CTh, yTOM/ISIEMOCTb, CHIDKeHNe pabo-
TOCIHOCOOHOCTY, AaHOPEKCHsI/TUIIOPEKCHUS U HeJlOMOra-
HIIe, KOTOPbIE JIETKO CITyTaThb C APYTMMU 3a00/IeBaHVAMIL
U B stot nepuop HII, o6ycnoBrenHas camum 3abojeBa-
HUeM, KaK IPaBUIo, IPAKTUYECKN He3aMeTHaA, TaK KaK
HeT 3HAYNTEIbHbIX IOBPEX/IEHNIT Te4€HOYHBIX K/IETOK,
Y4YacTBYIOIIMX B 0OMeHHBIX Ipoleccax. Ha paHHux cra-
puax IIBX mponcxopuT HesHAYNTETbHOE CHIDKEHME 0~
Tpeb/IeH1st SHEPTUM, He IPUBOJsLIee K KIMHIYeCKN BbI-
PaXXeHHOI 6e/IKOBO-9HEPreTUIEeCKO HeTOCTATOUHOCTH,
HO IIOTEHIMaAbHO noaaiomasacsa nsMmedenuo HII B aTor
nepuon y>xe umeercs [28-30].

ITo Mepe mporpeccupoBaHMs XolecTasa U3OBITOUHBIE
>KeTYHble KMCTOThI OKa3bIBAIOT XPOHMYEeCKOe (Hempe-
PBIBHOE) arpeccCUBHOE BO3JeiiCTBME Ha IapeHXUMY
IIeYeHM, YTO MPOSBIAETCSA pa3BUTMEM IIOCTENIEHHO Ha-
pacTampuieN ne4eHOYHO-KAeTOYHOI HeJOCTaTOYHOCTM.
Takoxe cHIDKaeTcA ¥ TPO(OTOrMIECKIUIT CTATYC TAllVieH-
toB ¢ [1BX mo Mepe mporpeccrpoBanus 3aboneBaHus,
YTO OTYACTH CBA3aHO CO 3HAYUTE/IbHBIM YMEHbIIEHNEM
notpebnenns sneprun [22]. Y maumentos c¢ IIbX Ha
MO3JHMX CTafiMAX Pa3BMBAETCA LMPPO3 Ied4eHN, KOTO-
PBIIl MOXET CONMPOBOXATHCA aCLUTOM, IOPTaTIbHOMN
runepTeH3nell, KpOBOM3IUAHNEM M3 BapMKO3HO pac-
IIMPEHHbIX BeH IMILEeBOfia/>)KeMyAKa U IIeYeHOYHOI 9H-
unedanonarueit (I19) [31]. [lopranpHas rumepreH3us
MOYKET PasBUTBHCA y MAIVIEHTOB C XOMeCTATUYeCKIMMU
3a00/MeBaHAMY IIeYeHN IO YCTaHOBIEeHWs Mppo3a [32,
33]. CymecTByeT MOYTH IpsAMasA B3aMMOCBA3b MEXTY
TAXKECTBIO 3a00/eBaHmMA medeHu u cremnenpo HIT [30].
CocTosiHMe MUTAaHMA PV 9TOM HAapyLIEHO BTOPUYHO
10 OTHOILIEHMIO K cuMITOMaM 3abonesanus [33]. Taxe-
nas 6eMKOBO-3HepreTuyecKasl HefOCTaTOYHOCTD vallle
pasBMBaeTCsA M HAOMIOfaeTCs IMpY [ATEKO 3allefMINX
” TepMMHanbHbIX cTaguax [1BX, xak npasuno, y manu-
€HTOB, CTPAfIAIOIMX STUM 3ab0JeBaHyeM Ooree OHOTO
mecsaTuneTus [29], v Ipy CHIDKEHUM O61IIeT0 KOMMYecTBa
(YHKLUMOHMPYIOLINX FenaToLuTOB 0 25% u MeHee [34].
Tpodonorndeckast HEFOCTATOYHOCTb CTAHOBUTCS Hortee
TIETKO BBIABIIAEMOI IIpY pa3BUTUM y ManuueHToB ¢ IIBX
TSDKE/IOTO LIMPPO3a C ACHMUTOM.
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5. MaToreHes HeAOCTATOYHOCTH NMUTAHMA
npy NepBMYHOM GUNMapHOM XOnaHruTe

IIpuuymnbl 1 MexaHusMbl, npusofamue K HII u nore-

pe Macchl Tena y naunenTos ¢ [1BX, MmHorodaxTopHbI

Y MOTYT OBbITD pasfe/ieHbl Ha TPYU TPYIIIIbL:

= HEJ0CTaTOYHOE IOCTYIIEHNE HY TPVEHTOB;

= HapylIeHN: epeBapyBaHNUA M BCaCbIBaHUA (CUHAPO-
MBI Ma/IbJUTeCTUN U ManbabcopOImm);

= IOBBIIIEHHAs CKOPOCTb MeTabomusma (YCKOpeHHBII
KaTabo/mmsm).

5.1. HepoctaTouHoe nocrynsieHne HyTpueHToB
Yy nauneHToB C nepBUYHbIM GMJ'II/IaprIM
XONaHrMTom

Ha pannux crapusax I1BX usmenenns tpocgosornde-
CKOTO CTaTyca CBA3aHbI C IOBBIIIEHHBIM COAEep)KaHUEeM
JKEeTYHBIX KUCTIOT B II7Ia3Me KPOBY 3TUX IAIM€HTOB, YTO
IPUBOIMT K IOSB/IEHNIO PAaHHETO 1 Yallie BCETO eMHCT-
BEHHOT'O B TeYeHJe HECKO/IbKIX MeCsAIleB I ake JIeT Ia-
TOTHOMOHMYHOTO CUMIITOMA 60JIe3HM — JIOKaJIbHOTO UJIN
¢ dys3HOro (pacpoCTpaHEHHOCTD), YMEPEHHOTO WU
Pe3KO BBIPaKEHHOTO (BBIPa)KEHHOCTD), TIOCTOSHHOTO
WIY BOTHOOOPasHOTo (IPORO/KUTEIBHOCTb) KOXKHOTO
3yfa [26, 35]. [Ipu4nHOI BOSHUKHOBEHMA KO>KHOTO 3y
CYMTAETCS OT/IOKEHNE B SMNUIEPMIICE SKETIHBIX KICIOT,
COfiep>KaIVXCA B TOBBIIIEHHOM KO/IYeCTBE B KPOB ITa-
nuenTtos ¢ IIBX ye B acMMOTOMaTU4eCKOil ¥ Hadayb-
HOIT cTaguu 3ab0/IeBaHus, 3a0/Ir0 O PasBUTHs Y HUX
XKentyxu. IIpy 9ToM B KpOBU YBeIMYMBAIOTCA BCe Ppak-
LMY KOHBIOTMPOBAHHBIX JKETIHBIX KUCTIOT.

B oTBeT Ha M3OBITOYHOE COflEP>KaHMe XKETYHBIX KUCTIOT
B I71a3Me KpoBu nanyeHToB ¢ [IBX oprannsm 60nbHOTO
IBITAeTCs] BBIBECTH 13 001IeT0 KPOBOTOKA TOKCUYHBIE,
obnmajamomiue geTepreHTHbBIMU CBOMCTBAMU >KeTUHBIE
KUCTIOTBI Yepe3 IOYKM U KOXY. B Koxe mpu atom 06-
HapyXnBawT 50-85% >XeTYHbIX KUCIOT, HEKOH'BIOT Y-
POBaHHbBIX C IMMMUMHOM UIN TaypuHOM, u MeHee 20%
JKETYHBIX KMCTIOT HAaXOfAT B Bufie cynbdoadupos [25,
26, 36]. Koxxubiit 3y 60rmee BIpakKeH B HOYHOE BpeMs
U 9aCTO YCM/IMBAETCS IIPY CONMPUKOCHOBEHMI C TKAaHA-
MI, a TaK)XXe B Telie. 3yfl He CHUMAETCA CUMITOMATH-
yecKuMM (aHTUTVMCTAaMVUHHBIMY, CeJATBHBIMMY) IIpera-
paramm, 4acTO BbI3bIBAeT MYYUTEIbHYIO OECCOHHUILY,
M3MEHEeHMEe 3MOLMOHATbHOTO COCTOSIHNA, TPEBOTY, Jie-
mpeccuio [24]. Bce 3TO IpMBOANT K CHYDKEHUIO ATIIIETUTA
M HelOCTaTOYHOMY IOCTYII/IEHNIO IMIeBBIX MHTPeyIeH-
TOB, COIIPOBOXK/JAIOIVIMCSI TIOBbILIIEHJeM [IMKOT€HON3a
U CHVDKEHVeM IJIMKOTeHOTeHe3a.

[uKoreHomms — GMOXMMIYECKNIT TIPOLIECC PaCIIeTlie-
HUA ITIMKOTEHA JIO IIIOKO3bI, OCYIIECTB/IAETCA ITTABHBIM
o6pasoM B medyeHu u Mbimax. OCHOBHasA 3ajjaya M-
KOT€HO/IN3a — MOJifiep>KaHye IIOCTOSHHOTO YPOBHS III0-
KO3bI B KPOBM A/Is 0OecIiedeH st OpraHyu3Ma SHeprueit.
3arachl IIMKOTeHa B IIpoLiecce IIMKOT€HOM3a B II€YeHN
obecneynBaloT Jo 75% IOTPeOHOCTI OpraHu3Ma B ITIIO-
KO3€, OCHOBHOM OBICTPO UCIIO/NB3yeMOM JJIs HOIOJIHE-
HUS1 9Hepruu cybcTpare. [muKoreHoreses — aTo MeTabo-
JIMYECKUI MyTh CMHTEe3a ITIMKOTeHa U3 ITTIOKO3bl. ITOT
IIpOIecC MMPOUCXOANUT BO BCEX TKAHAX, OTHAKO B OCHOB-
HOM OH VMIMeeT MeCTO B IledeH! 1 Mplnax. «CTapToBoil

TOYKOI» IJIMKOT€HOTeHe3a CIIY)KUT IMI0K030-6-ocdar,
00pa3oBaHHBIT U3 IIIOKO3BL B XOfie peaKIMy, KaTalu-
3MpyeMOIl ITIIOKOKMHA30l B IIEYEHU UM Ie€KCOKMHA3O0
B MbllIax. Kak M3BecTHO, IIMKOTeH IeYeHy MUCIOMb-
3yeTcsl B KaueCTBe SHEPreTUYeCcKOro MaTepyuana BCeMU
TKaHAMM U opra"amu. IIpy 3TOM IIMKOTeH MBI MC-
IIO/Tb3YeTCS VIMM B KaueCTBE SHEPreTIIeCcKOro MaTepua-
712 MCK/TIOUMUTENBHO A1l CBOMX HYX]I.

ITpencrabnennble Green 1 COABT. JaHHBIE YKa3bIBAIOT HA
TO, 4TO Y>K€ Ha HavanbHbIX ctagnax [1BX B neyenn mo-
CTENeHHO IPOMCXOANT CHIDKEHNE 3aI1acoB IIMKOTeHa,
CBSI3aHHOE C IOBBILIEHVIEM ITIMKOT€HO/N3a VI CHYDKEHMEM
IJIMKOTeHOTeHe3a [37]. ABTOpBI yOeUTeNbHO TOKa3aI,
4To y nauueHToB ¢ [IbX 3HaunTenbHO (BIIOTD IO HY/A)
MajiaeT aKTMBHOCTD ITIOKOKVMHA3bI, YTO CBUAETETbCTBY-
eT O CHIDKeHUM 00pa3oBaHMs IJIMKOTeHa B eyeHn [37].
ITpu sTOM rekcokmHasa (mpousBosut Gpochopunmpona-
HIe TeKCO03), OTBEYalolliasl 3a CUHTEe3 IIMKOTeHa Ipenu-
MYIECTBEHHO B MBbIIIIAX, Y nmaunueHTos ¢ IIBX B atoT
IIepUof IOCTOBEPHO YBEIMYMBAETCS 10 CPABHEHMIO CO
370pOBbIMY uIaMu [37].

MyunrenbHas 6eCCOHHMIIA, U3MEHEHME SMOLVOHAID-
HOTO COCTOSIHUA, TPEBOTa, IeNPeccus, PasBUBaloIIMecs
yXe Ha PaHHMX CTafiiAX 3a60/IeBaHMA, CHOCOOCTBYIOT
CHIDKEHMIO 3aI1aCOB I/IMKOTe€Ha ¥ Pa3BUTUIO IIOCTENIEHHO
HapacTaolleil 9HepreTUIeCcKOoil HelOCTaTOYHOCTH (CHU-
JKEHII€ KONIMYECTBA ITIIOKO3bI, MCIIO/Ib3yeMOIl B Ka4eCTBE
SHEPreTUYECKOro CyOcTpara) ¢ KIMHUYECKMMY TIPOsB-
JIEHVSIMM BBIPQKEHHOIT C1aboCT, GBICTPOI YTOMIISIEMO-
CTH, CHIDKEHVSI pab0TOCIIOCOOHOCTH, PyHKIIMOHAIBHO-
O cTaTyca ¥ KadecTBa XW3HM nanyeHTos ¢ [IbX [24, 33,
35, 38-40]. ITpu 3TOM acTeHMYeCKMII CMHAPOM Y Iali-
entoB ¢ IIBX 6osee BeipaxkeH, 4eM MPU SPYTUX XPOHMU-
JecKMx 3aboneBaHMAX mevdenn [24]. VimeroTcs mJaHHbIE,
YTO B MEXaHM3Me Pa3BUTN YCTAJTOCTU BAXXHYIO POJb
UTPAIOT apOMaTHYeCKye aMMHOKICIOThl TUPO3NH, (de-
HIWIAJIAHMH U TpunTodaH, KoTopble y mamyentos ¢ [IBX
COfiep>KaTcsi B KPOBY B MTOBBILIEHHOM Konmu4yecTse [39,
41, 42].

Wrak, Ha panHux cragusax [1bX He3ameTHO pa3BuBaeTcs
U3MeHeHMe TPOONIOTMYECKOTO CTaTyca B BUJe SHEpre-
tideckoit HII, xoTopas gnurenbHoe BpeMs NPOSABIIAET-
st uIb 061Ielt CTaboCThIo M/MIN CHIDKEHUeM paboTo-
criocobrocTu [40, 43, 44].

Passusatoujeecs HapyuieHue npoueccos xenuesvloeneHus
(HakonneHue HenAuHbIX KUCIOM 6 KPOBU) Y NALUEHMN 06
¢ IIBX yie 6 acumnmomamuueckoti u panHeii crmaousix
3a0071e8AHUS CHOCOOCBY e PA3BUMUI0 IHEP2EMUHECKOT]
HII, umo mpebyem 6KmoueHUs 6 PayUoH SMUX nayueH-
1106 NPOOYKMO6 C NOBbIUEHHOT KAZIOPUTIHOCHbIO.

Jlake He3HAYNTENBHBIN AeDUIUT HY TPUEHTOB, COIIPOBO-
KJIAIOLINIACS ITOCTENIEHHO HapacTAIOUIM ITIMKOT€HOMN -
30M U CHIDKEHJEM ITIMKOTeHOTeHe3a, IPUBOUT K BKIIO-
YEeHUIO MEXaHNM3MOB KOMIIEHCAIIVM, KOTOpbIe IIPVU3BaHbI
3aIUTUTD )KM3HEHHO Ba)KHbIE OPTaHbI, HYKAAOIecs
B MOBBIIICHHOM HOTpebneHny sHeprum (Mo3r, cepaed-
Hasl MBIIIIA, 3PUTPOLUTDI U fIpP.), OT AePUIITA SHEPTUU
IIyTeM IepepaclipeeneHNsl IIACTUYeCKUX M SHePreTH-
YeCKUX pecypcoB [5]. ITo mpUBOAUT K MOOMIM3ALINN
9HEPropecypcoB KUPOBOJ TKaHM U MOTPeOIeHNIO B Ka-
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YecTBe SHEPreTIYeCKOro MaTepyasa )XUPHBIX KUCIOT.
ITocmepHue CTaHOBATCS BaKHBIMU CyOcTpaTaMu s
BBIPabOTKY SHeprun. BenecTBue ycKopeHus IporeccoB
B-oKucmeHNs )KMPHBIX KUCIOT HAOTIOfaeTCs IPOrpeccu-
pylolllee YMeHbIIIeHMe 3allacOB JKMpa B OpraHU3Me IIa-
uuenToB ¢ [IBX [45, 46]. AKTUBaLMs 9TUX IPOLIECCOB
IPOMCXORUT II0 Mepe HapacTaHs Xo/IecTasa.

Hapsny ¢ stum y naunentos c IIBX nabmogaercs mo-
BBIIIEHHBINI YPOBEHDb MAJIbMUTHHOBON U OJI€MHOBO
>KUpHbIX Kucnot [37]. TlocnenHue SBIAIOTCSA OCHOBHBI-
M KOMITIOHeHTaMu ¢pochommiuos xemrdn (puc. 1), yga-
CTBYIOLIX B 00pa3oBaHMU MULE/UIAPHO-TaMeIPHBIX
CTPYKTYP, COCTOSANIMX 13 (HochOMUIUIOB, XOMECTepona
" XemyHbIX KucnoT. CofepykaHye B I/Ia3Me KpOBM IIa-
meHToB ¢ [IbX majbMUTMHOBON M OIEMHOBOW KUC/IOT,
a taxxe $GochONUNUTOB U XOMeCTeposia MOBbIIIAETCS
yKe Ha paHHMX CTafiuAX 3a00eBaHNA U HAIPaBIeHO
Ha HeJliTpa/lusaluio eTePreHTHOTO eiICTBYUS U30bITOY-
HBIX YKEJTYHBIX KVCTIOT, IONAaAONINX B OOLINIT KPOBOTOK
II0 Mepe HapacTaHuA xonecTasa [26, 32]. Xonectepor,
dochommupl, DaIbMUTIHOBAA Y OJIEVTHOBAsI KUCTIOTHI
MOTYT IONAafiaTh B 061MIT KpOBOTOK HarueHToB ¢ [IBX
3a CYeT yBe/IMYEeHNA UX CMHTe3a B [IedeHN U TIoNaflaHNs
KOMIIOHEHTOB JKe/T4/l B KPOBb B Pe3y/IbTaTe pasBUBaIO-
IIEroCs XO/IecTasa.

IToBbleHHbINT cuHTe3 Poconununos Tpebdyer mno-
BBIIIEHHOTO KOIMYeCTBa He TONbKO MaJbMUTIHOBO
U OJIEMHOBOII XXMPHBIX KUCIOT, HO 1 opTodocdara.
B cBA3M ¢ 3TUM y>Ke Ha HayaJIbHBIX CTANMAX PA3BUTHA
3aboseBaHMA B ITa3Me KpoBy nanuenTos ¢ [IbX BbIAB-
JISIeTCSL yMepeHHOe MOBbIIIeH)e aKTVBHOCTH MIeYeHOY-
Hot pakiuy menovynoit pocdaraser (D) u 5-Hyk-
neotnpassl (5°-HK), 4To ykassiBaeT Ha M3MEHEHMS
B o6MeHe pocdopa [26]. DTu depMeHTE YIACTBYIOT
B rupponuse GpochoMoH03pMpoB ¢ 0b6pa3oBaHUEM
oprodocdara, HeOOXOAMMOTO B KadyeCTBe OCHOBHOTO
KOMIIOHEeHTa [ 6uocuHTe3a ¢pocdonunumos, KOTo-
pble B CBOIO Ouepelb He0OXOAVMBI /1 HeITpaInsalnm
HOBBIIIEHHOTO COfeP>KaHNA XKeTYHbIX KUCTIOT B I/Ia3Me
KpoBy manueHTos ¢ ITBX.

JnuTenbHOE NOBBLILIEHHOE COJiep>KaHMe XOecTeposa
B I/Ta3Me KpoBu nanyenTos ¢ I1IBX B pesynbrare yBenu-
YeHNA ero CMHTe3a B IeYeHU MO>KeT IPUBOAUTD K IO-
SBJICHUIO KCAaHTeIa3M — ONVHOYHBIX M/ MHOXeCTBEH-
HBIX CJIeTKa IPUIIOJHATBIX HaJ, KOXKeil O1efHO->KeNTOro
nBeTa ob6pasosaHmit. [loBhIlIeHNe YPOBHSA XOMeCTepona
y nanuenTos ¢ IIbX, Tak ke Kak yBennuenue copepxa-
HUs1 GochONMNIN0B, HAIIPAB/IEHO HA HENTPaNTN3aINio
IeTepreHTHOTrO eVICTBYA XKETYHbIX KVC/IOT, IONaBIINX
B o6mmit kpoBoToK. IIpu satom y manuentos ¢ I1BX,
HEeCMOTPSI Ha yBelIM4eHMEe Y HUX 0OIIero Xomecrepona
B I/Ta3Me KPOBM, BBIABJIAIOTCA HM3KAs CTENleHb CTeaTo3a
He4yeHY, HU3KMI PUCK Pa3sBUTUA aTepPOCKIepo3a U cep-
JIe9HO-COCYAUCTBIX cOOBITIII [48].

Passusatouseecss HapyuieHue NPOLUeccos HenuesvloeneHus
(HaxonneHue HenUHbIX KUCTIOM 68 NAd3me KPosu) y nauu-
enmos ¢ IIBX yice Ha panHux cmaodusix 3a60n1e8aHus npu-
800UM K USMEHEHUAM 8 Memabonu3Mme HUpos, Komopole
HANPABTIEHbL HA KOMNEHCAYUI0 PA36usarouelicss anepae-
muueckoii Hedocmamounocmu (yckopeHHoe [3-oKucneHue

[acTpo3HTeponorus
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Puc. 1. Xumuueckas cmpyxkmypa pocamuounxonuna, cooepicauiezo

nanrvMumuHoB8y10 U 0/1eUH06Y10 HUPHble KUC/IOMbl

HUPHBIX KUCTIOM) U HA HEUMPATUZALUI0 Oemep2eHmnHo20
Oeliceus U30bIMOUHBIX HENUHDIX KUCTIOM (NOBbilUeH-
Holil cunme3s gocgonunudos u xonecmepona). Ioamomy
Ha paHHux cmaousax 3a60ne8aHus crmandapmHoie nuuje-
8vle NPOOYKMbL, KAK NPABUJIO, HOPMATIHO NePEeHOCIMICS
navuenmamu ¢ IIBX, u um ne mpebyemcs Ha3HaueHUe
Juembl ¢ HU3KUM colepicanuem xonecmepona. Bosmos-
HO BK/II04eHUE 8 PAUUOH NPOOYKINOE C NOBbIUEHHBIM CO-
Oepucaruem gpocopa 0nsg noddepranus 00cmamouHozo
cunmesa gocgonunudos. Juemvt ¢ HUSKUM cOOepicariem
HUPA ONIST yMEHDUMEHUS KCAHMENA3M NPUSHAHDL Heydau-
Homu U Oadxce 8pedHvimu [49].

5.2. HapyweHus nepeBapuBaHuA W/unm BcacbiBaHUA
(cuHppombl MmanbpurecTun u manbabécopbuun)

Bayrpunedenounnni xonecras npu I1BX - sTo muoro-
(baKTOPHBII IIpOLiecC, KOTOPBII CBA3aH C IOBPEX/eHIEM
CYOK/IETOUHBIX CTPYKTYP B SIUTEIMOLUTAX BHY TPUIIeYe-
HOYHBIX YXETYHBIX IPOTOKOB U M3MeHeHeM MeTabonus-
Ma YKeTYHBIX KVCTIOT BCIEHCTBYIE HAPYLIeHNA IIPOLIeCCOB
JKemueBbiieniennA. HemocTaTouHoe mocTyIieHne »Kemd-
HBIX KUCTIOT B IPOCBET KUIII€YHMKa y manueHTos ¢ IIBX
IIPUBOMUT K CHVDKEHIIO CKOPOCTY IIPOLIECCOB IMAPOTI3a
JKVIPOB M HEJOCTaTOYHOMY BCAacbIBAaHMIO B TOHKOM KU-
LI€YHMKE XKUPOB U XKMPOPACTBOPUMBIX BUTAMUHOB (A,
D, E, K). 3to cnocobcrByer mporpeccuposanuio HIT
3a cuet crearopen (morepst xupa ¢ ¢pexanusamu 6omnee
7 T/CYT) ¥ MOCTENIEHHOMY PasBUTUIO BUTAMIHHO-MIHe-
PaIbHOI HEXOCTATOYHOCTH [25, 26]. TsxecTh cTeaTOpen
KOppenupyeT cO CHIDKeHVMEM NPOSYKINN Y KOHIIEHT-
pauym xeryHbIx kucnor (r=0,82; p<0,0001), ypoBHeM
HOBBILIEHMs CBIBOPOTOYHOro 6unupy6buna (r=0,88;
p<0,001) 1 MO3ZHMMMU TUCTONOTNYECKVMU CTARVUSIMMU
I1BX (p<0,005) [52]. Bce maumeHTsI ¢ ypoBHEM 00111€TO
6unupy6uHa B CBIBOPOTKe KpoBI boree ueM 4,5 Mr/mt
UMEIOT TSDKEIYIO cTearopelo (moreps xupa ¢ dexanus-
My cocTaBseT 6osee 25 r/cyT) [26, 50].
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Puc. 2. Cxemamuueckoe usobpacenue cocmasa nunouoHo-
HETUHVIX KOMNTIEKCO8, 00PA3YIOUUXCT 8 MOHKO KuiKe

Mexanusm pasBuTus creaTopen [51] cBA3aH ¢ HeocTa-
TOYHBIM SMY/IbIUPOBAHNEM XXIPOB B pe3y/IbTaTe CHU-
JKEHHOTO IOCTYIUIEHUSI JKEMTYHBIX KICIOT B IIPOCBET
kuureyHyka. ITpy 3ToM mpomueccsl TUponn3a XUPOB
MaHKpeaTYecKMMM TMIIa3aMy He HapylleHbl. Pe3ynbra-
TbI, Mony4eHHbIe E. Ros 1 coaBT., yKasbIBaloOT Ha TO, YTO
(GYHKIVS TOMKeTy[OYHOI JKeyle3bl, KaK IIPaBIIO, CO-
XpaHeHa I He SIB/ISeTCS IPUYMHON PasBUTHSI CTEATOPEN
npu [1BX [52]. AxtuBHocTs I[® B cHIBOPOTKE KPOBU
naryenTos ¢ [IBX He KoppenupyeT ¢ TAXeCTbIo CTeaTo-
pen, a aKTUBHOCTb aMUJIa3bl IOMKETYAOUHOI XKee3bl
HaXOfUTCA B IIpefie/laXx HOPMBI [52]. OMynbrupoBanue
KIPOB HEOOXOIVMMO IS YBeMUYeHNs IUIOLAAY COpU-
KOCHOBeHMsA cybcTpara ¢ pepMeHTaMM JIUTIa3aMI.
YMeHbIlIeHIe TIPOLeCCOB SMYIbIUPOBAHNSA KIPOB CIIO-
COOCTBYeT CHIDKEHUIO CKOPOCTY TUAPO/IN3a KIPOB, YTO
IPUBOJUT K HEIIOTHOMY UX ITepeBapUBAHUIO B IIpOLecce
IPOABIDKEHVS 110 KMIIEYHUKY 1 IOCTEIEHHOMY Pa3Bu-
TUIO CTeaTOpeN.

KpoMme aMynbrupoBaHms XUPOB >KETUYHBIE KMCIOTHI
y4YacTBYIOT B a6COpOLUY TUAPOIN3OBAHHBIX XUPOB
U XMPOPACTBOPUMBIX BUTaMUHOB. JKupHBIE KMCTOTHI
U MOHOITIMLIEPUABI, 0Opasyoluecs U3 HelTpaJbHbIX
XUPOB U HochHONMUNNIOB C yIaCTHEM SKeTYHBIX KUCTOT
U IIOfl BO3/EIICTBMEM JINIIa3, B BEPXHMX OT/eNaxX TOH-
KOl KMIIKY TIOJBEPralOTCs BCACHIBAHUIO SHTEPOLIUTA-
MM B BUJi€ 9MY/IbCUY JIUIIONFHO-XKETIHBIX KOMIUIEKCOB
(puc. 2).

JKem4Hble KMCIOTDI, ABNAACH CUIbHBIMU J€TePreHTaMMI,
00pasyIoT ¢ KUPHBIMM KICIOTaMU ¥ MOHOTIUILIEpUJiA-
MM MUL{e/UISPHBIE WY TaMe/UIIPHbIE CTPYKTYPbI A7ist a6-
copbuym sHTepounTamu [25, 26]. BuyTpu sHTeponuToB
KOMIUIEKCBI PaclafialoTcsA, M XUPHBIe KUCTIOTBI ¢ MOHO-
DINLIEPUaMM OCTAIOTCS B 9HTEPOUNTAX (MCIIONIb3YIOTCA
KJIETKOII B Ka4eCTBe CTPOUTETIBHOTO, 9HEPTeTUUECKOTO
MaTepyaja VIN BKIIOYAIOTCSA B XM/IOMUKPOHBI), A XKemd-
HBle KUCIOTBI CHOBA BBIXOASIT B IIPOCBET KMIIEYHUKA
Yl IPYHMMAIOT y9acTie B OMY/IbIMPOBAHNUN JKUPOB 1 B
06pa3soBaHMY HOBBIX TMHIOMIHO-)KETIHBIX KOMIIZIEKCOB
IUI BOCTABKM XMPHBIX KUCTIOT, MOHOITUIIEPU/IOB 1 JKU-
POPacTBOPUMBIX BUTAMIHOB B SHTEPOLUTHL. 3a BpeMs
IPOJBVDKEHNSI TI0 TOHKOJ KUIIKe JKeTIHbIE KVICTOTHI
CIIOCOOHBI 4-6 pa3 y4acTBOBATh B IIPOL[ECCaX JOCTABKU

SKVPHBIX KMCIOT ¥ MOHOI/IMILIEPUAOB BHYTPb SHTEPOLN-
toB [53]. Takum 06pa3om, HEHOCTATOUHOE KOMNIECTBO
XKemuHbIX KucnoT npu IIBX Hapyuraer mporeccst ab-
COpOLIUY KUPOB 1 KUPOPACTBOPUMBIX BUTAMIHOB.
HeduuuT XeTIHbIX KUCTOT B KMIIEYHNUKE IPUBOJUT He
TOJIDKO K CHIVDKEHMIO 3MY/IbIMPOBaHMA XUPOB Y BCACHI-
BaHVsI TUAPONN30BAHHBIX IIPOSYKTOB — XXMPHBIX KIC-
JIOT ¥ MOHOIIMLIEPUAOB Y HarueHToB ¢ I1BX [52], Ho 1 k
nrcbnosy mukpobuoma knmeunrka [54]. J.K. DiBaise
VI COABT. IPEIIONIATAIOT, YTO AUCOMO03 TAK)Ke UTPAeT 3Ha-
4YYMYIO POTIb B Pa3BUTUN CTeaTopen y manyeHTos ¢ IIBX
Y 9TO Y 3TUX OOJIBHBIX CTIefyeT 0053aTeIbHO IPOBOAUTD
OLIeHKY M30BITOYHOTO PocTa baKkTepuii [55].

Tak KaK HeOCTATOYHOE MOCTYIUIEHNE XeMTYHbIX KUCIOT
B KUIIEYHMK SB/SIETCS OfHVMM U3 IEPBBIX IPU3HAKOB
IIAaTOJIOTMM, TO YXKe Ha PaHHUX CTafMAX 3aboyieBaHMA
B Kajie nanyeHToB ¢ IIBX MOXHO 06HAPYXUTDb IpUMecH
He MO/HOCTBIO TIePEeBaPEHHBIX XIUPOB — OMH U3 IpU-
3HAKOB cTearopen. ITo Mepe mporpeccrpoBanus 3abose-
BaHV M Pa3BUTHUA CTeaTOpey Y OONbIIMHCTBA OOIbHBIX
CTYII IpuobpeTaeT KaluneoOpasHyo KOHCUCTEHINIO,
BIUIOTD JIO AMapeN Pa3INIHON CTeNeHN BBIPa>KEeHHOCTIL.
Hapspy c atum y otnenpHbix manyentos ¢ [IBX Habmo-
maroTcs sanmopsl. [Tocme e MOXXHO 0OBSCHUTD HEBbIPa-
>KEHHOI (JIeTKOIT) CTEIIeHbI0 CTeaTOPeN, OIpefie/IeHHbIM
U3MeHeHVeM MUKpPOo6MoMa KUIIeYHUKA ¥ HeflOCTaTOY-
HBIM BJIMSIHMEM MaJIOTO KOMYECTBA XEMTYHbIX KUC/IOT Ha
MOTOPUKY KUIIEYHNKA.

Creartopest Ha (pOHe IIOCTEIIEHHO U HE3aMETHO PasBU-
Barollerica sHepretndeckoyt HII npuBogut K passuTuio
MeJIJIEHHO IIPOrpecCcUpYIOLIero MOXyAaHus MalyeHTOB
c IIBX. OKpy>XHOCTb CpemHell TpeTu Ijieya, TOJIIN-
Ha KOXXHO->XMPOBOI CKITAfKM HaJ TPULEICOM U IIPO-
LIeHTHOe COfiep>KaHue >KMpPa, U3MEepeHHbIe C ITOMOIIBIO
[BYX3HEPreTUIeCKOl PeHTTeHOBCKOII abcopOrmomeTpun
(DEXA), 611 3HaYMTENIbHO HIDKE Y HAIL[MEHTOB C IPO-
rpeccupoBanueM 3abonesanus (p<0,001) u ocoberno
C YCTaQHOBJIEHHBIM LIPPO30M IIEYEHN 1 acCLIUTOM [22].
Pa3BuTnio Me[yIeHHO IPOTPeCcCUPYIOLIETO MOXYTaHNA
MOXXeT CIIOCOOCTBOBATD IIPYIMEHEHMe HEKOTOPBIX JTeKap-
CTBEHHBIX IpemnaparoB. Tak, X0lecTMpaMyH, Ha3Havae-
MBIi1 JJIs1 CHATHA KOXKHOTO 3y/ia, MOXeT BBI3BaTh B3[Iy-
TIIe XWBOTA, 3aM0p WIN JUapero, 4YTO B CBOI0 O4Yepefb
IPUBOAUT K HEIOCTATOYHOMY IIOCTYIIEHUIO MUIEBBIX
VHTPENMEHTOB U YCU/ICHUIO SHepreTHYecKoil HefocTa-
ToyHOCTH [32].

Passusatoujeecs HapyuieHue NPOUeccos xHenuesvloeneHus
(HedocmamouHoe nocmynienue HeruHvix KUCIom 6 0se-
Hadyamunepcmuyro Kuuwiky) y nayuenmos ¢ IIBX yice
HA PaHHUX caouax 3a60nesanus cnocoocmeyem pas-
BUMUI0 MEOTIEHHO NPOZPECCUPYIOU4e20 NOXYOAHUS, 4o
mpebyem HA3HAUEHUS NPenapamos ypcooe3oKcuxonesot
KUCTIOMbL U 8KTIIOUEHUS 8 PAUUOH NPOOYKINOB C HOBbLUIEH-
Hotl kanoputinocmoto. II0cKONbKY y MAKUX NAUUeHmos
npoucxodum 6onee parnree HacvluleHUe, UM credyem pe-
KomeHO08amv Gosnee wacmoe OpobHoe numarue HeboMb-
WUMU NOPUUAMU € NOBIUEHHOTI dHepeuell 671100 [28,
29]. ITpu amom ozpanuHeHue KuUpos 8 payuoHe creoyem
8600UMb MONLKO 6 CAYHAe, ecu NPU UxX nompebreHuu
¥ nayueHmos Habm00aemcs BblpaANEHHAT Ceamopes
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¢ cumnmomamu paccmpoiicmea nuusesapenus. OoHako
Heo0X00UMO yHUMbLeaAmb, 4mMo nuuLa 6e3 JHUpa, ¢ HU3KUM
codepacaruem Hupa u/unu mpuenuuepuoos, cooepiuausux
HUPHBLE KUCTIOMDBL CO cpedHeti ONUHOL YenepoOHOtl uen,
Kax npasusno, nepenocumcs nyuuie. [Ioamomy Heo6xo0um
UHOUBUOYATILHYILL NOOX00 K OUeHKe MONePAHMHOCU Na-
UUEHMOB K PASTIUYHBIM HUPAM.

5.2.1. BuTamuHHO-MUHepanbHaa Hel0CTaTOYHOCTD

JKemumble KMCIOTBI UTPAIOT BaXXHYIO PO/Ib B abcopOImn
SKMPOPAcTBOPUMBIX BUTaMUHOB A, D, E, K n3 xknumey-
Huka. KemuHble KMCIOTBI MOTYT BK/IIOYaTbh B COCTaB
JIUIIOUFHO-KETYHBIX KOMIUIEKCOB >KMPOPACTBOPMMBIE
BUTaMIHBI U TaKUM 06Pa3oM OCYIeCTB/IATh TPAHCIOP-
TUPOBKY UX B 3HTepount. HegocraTouHoe mocryie-
HI€ JXeTIHBIX KUCIOT B KuinedHuk npu IIbX npusogut
K YMEHbBIIEHUIO IIPOLIeCCOB BCACHIBAHMA XMPOPACTBO-
PVMMBIX BUTAMIHOB 1 PasBUTIIO BUTAMVMHHON HeOCTa-
toyHocty [56]. ITpn I1BX y 33,5; 13,25 1,9 u 7,8% nauu-
€HTOB ObII 06Hapy>1<eH nedunut Butamnuos A, D, Eu K
COOTBETCTBEHHO [56].

HecMoTpss Ha TO YTO HeOCTaTOYHOE IOCTYIIeHNE
JKemyHbIX K1ctoT pu I16X nmeeT MecTo yke Ha paHHUX
cTapusx 3aboneBaHus, fePUINT KUPOPACTBOPUMBIX
BUTaMMHOB Yallie IPOsBJIAETCA Ha CTaUN Pa3BepHYTO-
TO XO/IeCTasa ¢ BhIpaXCHHBIMM IpU3HaKaMy 3a0o/eBa-
HVS VIM Ha CTafuy pasBuTyA uupposa. Crioco6HoCcTh
JKIPOPACTBOPMMBIX BUTAMIHOB HAKAIUIMBATbCA B 3Ha-
YMTEIbHBIX KOIMYECTBAX VM XPAHUTBCS B II€YeHN U afiu-
MONNTAaX, @ TAaK’Ke BO3MOXXHOCTDb OT/[€/MbHBIX M3 HUX
CHHTe3MpPOBAaTbCs B OpraHN3Me IIPUBOAUT K TOMY, YTO Ha
paunux crapusax [16X gedurut xxupopacTBOPUMBIX BU-
TaMIHOB, KaK IIPaBUIO, He pa3BMBaeTcA. Tak, BUTAMUH
D cuHTe3mpyeTcs B KOXKe M3 XOJIeCTeporIa 1of, BO3fel-
CTBMEM Y/IbTpa(uoNIeTOBbIX Nydeli, a BuTaMuH K — mMu-
Kkpodropoit xumeunnka. Ho mo mepe nporpeccupona-
HYS 3a60IeBaHNUA U PasBUTHA II€U€HOUHO-KIeTOUHOI
HEJOCTATOYHOCTY OTMeYaeTCsl HeULUUT UMEHHO STUX
JKPOPacTBOPUMBIX BUTAMIHOB, TaK KaK OHJI ITOfBepra-
I0TCA MeTabOMM3My B IIEUeHN.

5.2.1.1. Butamuu D

Butamuu D mpuHuMaeT aKTMBHOe y4acTye B dpocdop-
HO-KanblyeBoM o6MeHe. [IumieBoit (muetndecknii)
U BHOBb CMHTE3MPOBAHHBIN U3 XONECTEPOA MO BO3-
IeiiCTBYEM YIbTPadMONIeTOBOrO M3/TyYeHNsI BUTAMUH
D, (xanpuudepon) ABnseTcss HeaKTUBHOM OpMOit BU-
TaMUHa. B meyeH IPOMCXOANT er0 IMAPOKCHINPOBAHIE
1o 25-ruppokcukanbiydepona (KaabUyao), KOTOPbIi
MOXKET HAKAIIMBATHCSA Y XPAHUTHCA B TIEIEHU U KUPO-
Boit TKaHu. KoHIjeHTpaiys 25-rufpoKcuKanbiydepona
B CBIBOPOTKE KPOBM CYMTAETCSI CAMBIM Haf[eKHBIM IO-
KasarereM obuiero o6meHa ButammHa D, moaToMy aTOT
[IOKa3aTe/lb MOXeT OBITh MCIIONB30BAH /IS OTIpefene-
Hus obecriedeHHOCTY opranmama Butammuom D [25, 26].
ITpyu cHMO>KeHMM KanbLys B KPOBYU YBEMMIMBACTCSA CHH-
Te3 MapaTUPEONTHOTO TOPMOHA, CTYMY/IMPYIOLIEro B I0-
4YKaX IMAPOKCUIMPOBaHMe Kaabuuauosna go 1,25-guru-
IpoKcHKanbiydepona (KaJbIUTPHON, aKTUBHAA GpopMa
BuTamyHa D, KOTOpast 1 y4acTBYeT B perysnyu obMeHa
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Puc. 3. Mema6onusm eumamuna D u ezo yuacmue 6 dpocgpopHo-

Kanbiusa u pocdopa): aKTUBUPYET BCACBIBAHNE Kajlb-
us un pocdopa B KMIIeUHUKE, PeabCOPOLNIO KambIis
u pocdopa B IIOYEUHBIX KaHA/IbLAX, PETYAMPYeT 0OMeH
KanbLua 1 ocdopa B KocTsx (puc. 3).

IIpn I1BbX 110 Mepe pasBUTHA IE4EHOYHO-KIETOYHO He-
[OCTATOYHOCTI PA3BUBAETCS IIOCTEIIEHHO IIPOTPeCcCHpy-
1Ml fedUINUT IpefnecTBeHHMKA aKTUBHOM (GOpPMBI
BuTaMuHa D — KambIUIMO/a, 9TO IPUBOAUT K OCTEOMIN-
cTpodun, compoBoxaanLieiics ocTeonenneit. Ocreorne-
HUSA SBAETCS [IPU3HAHHBIM OC/IOKHEHMEM XOJ/IeCTaTH-
YecKuX 3a007IeBaHIIT IIEYEHN C PACIIPOCTPAHEHHOCTHIO
ot 10 1o 56%, B 3aBUCUMOCTM OT CTa[JUM Pa3BUTUA 3a-
6oneBanns [57]. IIBX aBiaseTcsa COCTOSAHMEM, BHI3HIBAIO-
II{MIM OCTEeOIIeHMIO Yallle, YeM APYTie XpOHMIecKe 3a60-
nieBaHMs medeHu [58-61], YTO KIMHNIECKM IPOSIBIIAETCS
pasBuUTHEM IIPU3HAKOB OCTEOIOpO3a [62].

5.2.1.1.1. Octeonopo3

Ocreomopos ABMseTCs CUCTeMHBIM 3ab60/IeBaHMeM CKe-
JIeTa, XapaKTepU3yIOIMMCS CHIDKeHIEeM MacChl M Ha-
PYLIeHNEM MUKPOApXUTEKTOHVKY KOCTHON TKaHMU, YTO
IIPUBOAMT K IOBBILIEHHOV XPYIKOCTY KOCTEN Y YBeu-
YEeHMIO PUCKa HEMOTVBMPOBAHHBIX ITePeIoMOB [63-65].
PacnpocTpaHeHHOCTb OCTeOnopo3a cpefy MaleHTOB
¢ IIBX kone6nercs or 20 mo 37% u 60/bllIe, 9YTO BHIIIE,
4yeM B o6miert momyaumu (10-11%) [59-61, 66]. ITo pan-
HpiM K.D. Lindor u coaBr., 4acToTa ocTeonoposa npu
ITBX cocrapmser 30% [32]. Ocreonopos ycunusaercs
¢ IporpeccupoBaHyeM 3aboneBanus nedeHn [67].

MonekynsapHble MEXaHI3MBI OCTEOIIOPO3a Y HALlVIeHTOB
¢ IIBX cBA3aHbI ¢ HapyIIEeHNEM SHTEPOTenaTu4ecKon
LUPKY/IALMA SKEMTYHBIX KUCIOT, COMPOBOXAAOIeIICA
CHIVDKEHMEeM KOHLIEHTPaLlViM KeTYHBIX KUCTIOT B TOHKOM
KUIIeYHNKe ¥ ManbabcopoOumeil >X1upopacTBOPUMOro
putamuHa D [68]. Y mammenTtos ¢ [1BX Ha cTaguu BbI-
Pa>KeHHOTO X0JlecTasa HapA#y ¢ pa3BUTUEM fedUINUTa
abcopbuum gueTNYecKoro BUTaMuHa D B KuleyHUKe
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IIPOMCXOAUT 3aMellJIeHNe IIpeBpalleHus Kanbiudepo-
la B KaJIbIMAMOMN B IIeYeH) 10 Mepe IporpeccupoBa-
HUSA TeYeHOYHO-KAeTOYHOM HeLOCTAaTOYHOCTU [69]
M BCJIE[CTBME KOHKYPEHTHOTO MHIMOMPOBAHUS MO-
HooKcureHas [70]. YMeHbIlleHIe KOMMYECTBA Kajlb-
nuauona y nanyenTos ¢ IIBX mpuBopguT K CHMO>KEHNIO
o6pasoBaHUA aKTUBHOI popMbI BuTaMuHa D (kanpiiy-
TpKOJIa) B HOYKax. B pesynbprate Hapyuraercs pocdop-
HO-KaJIbIMeBbIl 06MEH, YTO CIOCOOCTBYeT PasBUTHUIO
ocreogucTpoduu [58, 71, 72], KOTOpast MOXKET MPOSIB-
NATbCA OOMAMY B KOCTSX yrKe Ha paHHUX cTagusax [1BX.
PasButye JeHCUTOMETPUYU KOCTEN ITO3BOIUIIO OLIEHUTD
KOCTHYI0 MacCy ¥ PUCK pasBUTHUs HepeIoMoB [58],
KOTOPBIJ KOPPENUPYET C MUHEPATBHOI IIOTHOCTHIO
KocTHON TKaHu [62]. [Ipu saTom mabopaTtopHble jaH-
HBle JAI0T BXXHYIO MHPOPMANNIO O MeTabONMNIeCKOM
CTaTyce KOCTU. YpoBeHb Kanbuus u ¢pocdopa B CHIBO-
poTke KpoBu manyeHToB [I1bX, Kak nmpaBuio, HECKOMIb-
ko cHipkeH [58]. ITo muenuso S. Sherlock, Hapymurennio
¢dochopHo-KambuMeBoro obMena y mannentos ¢ [IBX
CIIOCOOCTBYeT pa3BUBAOIIAACS CTeaTopes — U3-3a I0-
BBIIIEHHOTO COZEp)XaHMUs >KMpa B KUIIEYHUKE MOTYT
00pa30oBBIBATHCS HEPACTBOPUMBIE MBI C KalblileM,
IperATCTBYA Ja/lbHEHIIeMY ero BCaChIBAHUIO 3HTEPO-
yuramu [51]. CHU>KeHMe BCachlBaHMsI KalbLMs XOPO-
IO KOPpeNUpyeT C YBenudeHreM sKCKperuu Qekanb-
HOTO >KMpa VI B MEHbIIIEll CTeNEeHN C MHTEHCUBHOCTBIO
xentyxu [73]. B pasButum ocreomnoposa UrparwT poib
u reretuydeckue paxropsl [74-76]. [Ipn R-rpadun ko-
CTeil, JEHCUTOMETPUM ¥ MOP(OIOIMYECKOM UCCIIef0-
BaHMM 6uonTara KocTHoM TKauu mnpu [1BX wamie Bcero
BBIAB/IAIOTCA IPU3HAKY OcTeonoposa [58]. Ha nosguux
CTafuAx 3a60/eBaHMS BCTPEYAIOTCS [TATOMOTMYECKHE
[epeIoMBl II03BOHKOB 1 pebep, pexxe — KOCTeit Tasa
U [VIMHHBIX TPYOYaTBIX KOCTell [66].

K xnuHMYecky 3HaUMMOI IIOTepe KOCTHO MacChl € yBe-
JIMYeHNeM PUCKa ITepe/IoMOB Oojiee YeM B [iBa pasa y ma-
uneHToB ¢ [IBX MoxxeT nmpuBecTy AnuTE/IbHAS CTEPONUL-
Has TepaIsi, KOTOPasi yCKOPsIeT U yCyryOiisieT pasButye
ocreonoposa [77]. ATpaBmMarndyeckie meperoMbl 0CO-
6eHHO omacHb! y naiyenTos ¢ [16X, nepenecumx opTo-
TONMYECKYI0 TPAHCIUIAHTALVIO NTeYeHN Y NOMTyYaromx
JiedeHye BBICOKVMU [J03aMy KOPTUKOCTEPOU/oB [62].
Imiokokoptukocrepounst (I'K) cHmxamoTt abcopbuuio
Ka/IbLiMA B KMIIEYHUKE BCIEACTBYME YMEHDIIEHN IIPO-
RyKLImu Kanbutpuona (1,25- Aurufpokcu BUTaMUH D3)>
[IOfiaB/IeHN s KaHAJIbIIeBOII peabcopOLuy KanbIys B 110-
YKaX U YBeTMYIEHMs ero SKCKpelyuy ¢ Mo4oil. CHIDKeHne
YPOBHA KaJIbIMsA B KPOBY IPUBOAUT K KOMIIEHCATOPHO-
MY YBE/INYEHMIO BEIPAaOOTKY TapaTHPEeOTHOrO TOPMOHA
(ITTT) u pesopbuum KoctHoI TKaHu. Kpome toro, I'K
HaOpsMYI0 yBenuumBawT BbicBoboxmeHne I1TT, He-
[OCPECTBEHHO TOJAB/AIT (YHKINIO 0CTe06IacTOB,
HOBBINIAsA AKTUBHOCTb OCTEOK/IACTOB, a TAKXKe OIOCpe-
JOBaHHO MHTMOMPYIOT 06pa3oBaHMe KOCTHOI TKaHU,
IIOJaB/IsAA CMHTE3 TeCTOCTEPOHA B TOHAJaX M CHIKasA
BBIPAOOTKY TOPMOHA POCTa, MHCYIMHONOLOOHOTO (ax-
topa pocta 1 (IGF-I - cuHTe3upyeTcs nmeueHbIo u CTH-
MY/IMpYeT CHHTe3 KOCTHOTO KOJUIareHa IepBOro THUIIA
u pyHKIuI0 ocTeobmacTos) [58, 78, 79].

Takum 06pasom, aTOreHes OCTEOIOPO3a Y MALVEHTOB
¢ [1BX cnoxxeH u mHorodakropeH [58, 62, 80] n BKo-
YaeT: HAPYILIEHN BCACbIBaHVs U MeTaboM13Ma BUTAMM-
HOB D u K [81]; medurur noHoB Maruus, CHIKeH1e ab-
COpO6LY MIOHOB KaJIbLVsI B KUIIEYHKE 1 peabcopOrm
€ro B IIOYeYHBIX KAHA/IbL[AX, YBEIMUEHE pe3opounn
KOCTHOJI TKaHM [82, 83]; mOBBIIIeHNe YPOBHA OMIUPY-
6vHa, uHrKbMpyoIero GyHKIN ocTeobmactos [58, 66,
84]; reHeTHYECKYIO IPENPACIONOXEHHOCTD [85] 1 mo-
60uHble 9 PekThl TeKapcTB (HapuMep, KOPTUKOCTe-
POMJBI U XOTECTUPAMIH, KOTOPbIE UCIIONb3YIOTCS /IS
nedenns manuedTos ¢ I1BX) [86]. PasButue ocreomno-
pO3a CBA3BIBAIOT C TSDKECTbIO 3ab60/IeBaHMsl, a He C €ro
IMUTENbHOCTBI0. OCTEONOPO3 MOXKET ITOBIMATH Ha Kade-
CTBO >KM3HM IAI[IeHTa 1 TedeHue 3aboneBanus [58]. [e-
¢durut aktuBHO hopmel BuTammHa D (kamprupuona)
sABsAeTCs PAKTOPOM PUCKa OCTeocapKoneHun [66, 87].

5.2.1.2. Butamun K

Buramun K Heob6XopyMm [yist cuHTe3a B nevyeHu Qakro-
poB ceeprbiBanus VII, IX, X u nmporpombuna [88-90].
Ha pannux cragusx IIBX peduuur Burammuna K, kak
IIpaBU/IO, OTCYTCTBYeT. Ilo Mepe mporpeccupoBaHms
MajbabcopOLyM U HapyLIeHNs Oe/IKOBO-CUHTE TIUIECKOIT
¢dyHKIUM NedeHN Ha o3pHUX cTagyax [16X noasmnser-
Cs1 yIpo3a CHYDKEHMA CUHTe3a (PaKTOPOB CBEPTHIBAHMA
kposu [91]. CHmbkeHue ypoBHs BuTammuHa K B mmasme
KpoBu nmanueHToB ¢ IIBX HabmofaeTcs B 23% cinydaes,
9TO OOBIYHO CONMPOBOXKAAETCS yBeIMIEHNEM IPOTPOM-
6unoBoro Bpemennu [92]. Neduunt Buramnza K y 607b-
HbIx [IBX B TepMUHANIbHO cTaguy 3aboneBaHnsA ¢ Iop-
Ta/JIbHOI I'MIIepTeH3Mel U BapMKO3HO PACIIMpPEHHBIMU
BeHaMI NNIIeBOA/>Ke/TyiKa MOBBIIIAET BEPOATHOCTD
PasBUTHA MACCHBHOTO TPYAHOOCTaHABIMBAEMOIO KPO-
BOTEYEHNA.

5.2.1.3. Butamuu A

A6copbius ButamuHa A TpebyeT MHTAKTHOI SHTe-
pOremnaTu4ecKoil UPKY/ISLNI XeTIHBIX KUCTOT 1 00-
pa3oBaHUA NUIOUAHO-XETYHBIX MUIEIAPHO-JIa-
Me/JIAPHBIX CTPYKTYP B KMIIEYHVUKe. 3HAUYNTETbHOE
IporpeccupoBaHue ManbabcopbIuy y HalMeHTOB
¢ I[1BX, oco6eHHO Ha CTafMM BBIPAXXEHHOTO X0/IECTa3a,
MO>XXeT IPUBOAUTD K CHIDKEHMIO BCACBIBAHNA B KUIIIEY-
HIKe BUTAMIHA A, COIIPOBOXKJAIOIEMYCs yMEHbIIEeHN -
€M YPOBHS peTMHONA B CBIBOPOTKe KpoBy. Ha cragum
IIe4€HOYHO-KJIETOYHOI HETOCTATOYHOCTH IIPOUCXOSUT
HapylleHJe CHHTe3a Ie4eHOYHOIO PeTUHOJICBA3bIBA-
foliero 6eKa, 4YTO TaKXe CIIOCOOCTBYeT CHIDKEHMIO
YpOBH: BuTaMuHa A B cbIBOpoTKe KpoByu [29]. C xnu-
HUYECKOI TOUKM 3peHus, feduuuT BUTAMMUHA A He
SIBNIAETCS PacIpOCTpPaHEHHBbIM fIBJIEHMEM Y IallyeH-
10B ¢ IIbX. TeM He MeHee HeLOCTATOYHAA afaIlTAIVs
K TeMHOTe (HOYHas, KypUHas C/IelloTa — reMepasiomnus)
VMHOTZA pa3sBMBAETCA y MALJMEHTOB C TSAXKE/NbIM Tede-
uHueM 15X [29]. M0OXXHO OTMETUTD gpyrue MOTEHIU-
a/ibHbIe IPOsIBIEHNS HedUINTa BUTAMIHA A: CYXOCTb
KOXI, TIOTEPIO ee MACTUYHOCTH, JepMaTONIOTNIecKe
PaccTpoiicTBa, HapyLIeHNe TYMOPAIbHOTO U K/IETOYHO-
OIIOCPeNOBaHHOTO MMMYHMTETa [29].
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Passusaiowjeecss HapyuieHUe NPOUECCO8 JenHesblOeNIeHUs
(HedocmamouHoe nocmynnenue JHenuHviX KUCIOm 6 06e-
Haduamunepcmuyio kuwky) y navuenmos ¢ IIBX 6 cmaduro
8bIPAINEHHO20 X0TeCMA3d U NeUeHOUHO-KIIeNOUHOLl He)o-
CMAmouYHOCMu CHOCOOCMBYem NOCMeNeHHOMY PA38UMuI0
Oepunyuma JHuUpopacmeopuUMbLx BUMAMUHOS, MO mpeby-
em HA3HAYEHUS NPenapamos ypcooe3oKCUxonesol Kucrmo-
Mbl, KOHMPOTIST YPOBHS HUPOPACBOPUMbBLX BUMAMUHOB
8 NIA3Me KPOBU U 8KTIHOUEHUS 6 PAUUOH NPOOYKMO8, 0002d-
UWEHHDIX COOMBEMCIMBYOUAUMY BUMAMUHAMY, NPU UX HU3-
Kom codeprcaruu. IIpu degpuyume eumamuna D nasnaua-
eMCA AKMUBHAS POPMA 1020 BUMAMUHA (KAnbUUmpuor)
COBMECTHO C NPenapamamus Kanvuust u 6ugdocpoHamamu.

5.2.2. U3meHeHusa B meTabonusme mepm

Kak M3BecTHO, IIeYeHb UI'PAET BAXHYI0 PO/Ib B MeTa-
6omuamMe Menu 3a cyeT 0OpasoBaHMA B relmaTOLMTAX
KOMIIZIEKCOB «IIepYJIONIa3MMH-Melb» U SKCKpeLun ee
¢ xenuplo. B Hopme okono 80% mocrynaromieir B opra-
HYI3M MefIM 9KCKPeTUPYETCA B XKeTdb U BbIfieseTcA ¢ de-
KaJIMAMIL.

Ha nospuux craguax I[IbX mpu pasBuTum mne4eHo4Ho-
KJIETOYHOI HEJOCTATOYHOCTY IIPOYICXOAUT HAKOIUIEHNe
MeJu B IIeYeHH, MHOTTA 10 YPoBHA 25 Mr Ha 100 T cyxoro
Beca TKaHu nedyeHu (mpm HopMe fo 6 mr Ha 100 1) [93].
ITpn 3TOM BCNEACTBYE CBA3BIBAHMS C LIEPY/IOIIa3MITHOM
OTCYTCTBYIOT KJIMHUYECKMEe IMPU3HAKM TOKCUYIECKOTO
BO3/IeJICTBMA Me[y Ha OPraHNM3M 4YeI0BeKa, a TaKXKe He
BbLAB/IAETCA KobLio Kaitsepa — ®reitmrepa.
Hakonnenmne menu B opraHusme nanueHTtoB ¢ IIBX
IPUBOJUT K aKTMBALIMU MeJbCofepiKalero ¢pepMeHTa
TUPO3UHA3bL. B pesynbrare yBemmumsaeTcs BBIpaboTKa
MeJ/IaHVHa, YTO IPUBOAUT K PasBUTHUIO Y STUX ITAIIVIEHTOB
TUIepIUTMEeHTalMM KOXKHBIX TOKpoBoB. Hapsany c atum
OpraHM3M IIBITAETCS BHIBECTH VM30BITOK MeAy He TOMBKO
yepes IOYKI, HO U Yepe3 KOXKY. TO IPUBOJNT K OT/IOXe-
HMIO MeJIY B 3N IEPMIICE, UTO IPMUAAeT OPOH3OBBII OTTe-
HOK TMIIEpIUTMEHTUPOBAHHON KOXKe ITanyueHTos ¢ IIBX.
Passusaroujeecs HapyuieHue npoueccos sxendesuvioene-
HUs (HaKonieHue HenuHblx KUCIOM 6 2enamoyumax)
y nayuenumos ¢ IIbX 6 crnaduo evipaiceHHol neveHou-
HO-K/1eto4HOl He0OCMAmMOUHOCMU CONPOBOHOaemCs
Hapyuienuem obmena medu, 4mo mpebyem 0Cmopodr-
HO20 KNIOUEHUS 8 PAUUOH NPOOYKINOB, COOEPHAUsUX
6onvuse 0,5 me medu Ha 100 ¢ npoOdyKkma, u UCKTIOUEHUS
UCNONL308AHUS MeOHOU NOCYObl 07T NPULOMOBTIEHUS
U XPAHEHUS NUULU.

5.3. loBblWwIeHHaA CKOPOCTb MeTabonusma
(yckopeHHbIil KaTabonusm)

ITo mepe pasButusa snepretndeckoit HII u crearopen
y nmauyeHToB ¢ [IBX agantmBHasA peakumusa opraHusMa
OPUBOJUT K YBEIMYEHUIO IOTPeOHOCTU BHYTPEHHUX
OpPraHOB B KNCTIOPOJE, YTO CONPOBOXAAETCA aKTMBa-
1yell IIpoLieccoB KaTtabonmaMa, MoOuIm3anyei sHepro-
PecypcoB XMPOBOII TKaHM ¥ MOTpebIeHNeM B KaueCcTBe
9HEPreTUYECKOT0 MaTepyaa MbIIIEYHOTO 6e/IKa Hapsxy
C aKTVBHBIM UCIIONb30BaHMEM YITIEBOOB [54].

IToTpe6GHOCTD B ITTIIOKO3€e /1A ITIIOKO303aBUCUMBIX TKa-
Hell IT0 Mepe VICTOLIEeHN 3aIlacoB IVIMKOTeHa y MallieH-

[acTpo3HTeponorus

TOB ¢ IIBX KOMIIEHCAaTOPHO MMOKPBIBAETCA 3a CYET aKTH-
BaIVIM IIPOLIECCOB ITIIOKOHeoreHe3a. ITocmenHuit cy>xut
BA)KHBIM MCTOYHMKOM MOJ/IeP>)KaHMA HOPMAaJIbHOTO
YPOBH:I ITIIOKO3BI B OpTaHM3Me M NpefCTaBIseT coboit
MeTaboMNIecKuit My Th, IPUBOAALINIT K 0OpasOBaHNIO
IJIIOKO3BI M3 HEYINIeBONHBIX coeguHeHuit. IIpomecc
IIpOTeKaeT B OCHOBHOM B II€YeHU U MeHee MHTEHCUB-
HO — B KOPKOBOM BellleCTBe II0YeK, a TaKoKe B CIM3MCTON
o6ommouke KuirevyHuKa [94]. BaxXHbIMU IpeniecTBEHHN -
KaMI ITIIOKO3BI IIPY I/IIOKOHEOTeHe3e BBICTYIAIOT Tpex-
yITIepOIHbIE COeVHEHN A, TaKue KaK JaKTaT, HUpPyBar,
IINLepos1, obpasyoluecss B pe3yabTaTe TMAPONN3A
XKVPOB B aJIUIIOLUTAX, @ TAK)Ke aMUHOKIC/IOT COMaTIye-
ckuX (MbILIEYHBIX) 6eIKOB. VI3BECTHO, 4TO MeTaboNU3M
apOMaTUYeCKMX aMUHOKIUCIOT IIPOMCXOAUT IIperMylie-
CTBEHHO B IIeYeHU, a MeTaboMM3M aMMHOKMCIIOT C pas-
BETBJIEHHOJI 1IeNIbI0 — INPEeMMYIIeCTBEHHO B MBIIIIIAX
[43]. B coiBopoTKe KpoBu marueHToB ¢ [IBX BbLABIEHO
CHIDKEHJe KOHIIeHTpallMy aMUHOKUCTIOT C Pa3BeTBIICH-
HOJI LIeIbIO 1 IIOBBIIIEHNE YPOBHA apOMaTHYeCKIX aMI-
HOKUCTOT [95-97]. YBenndeHnume apoMaTnyeCKux aMuHo-
KICTIOT B IJTa3Me KpoBu nanyuenToB ¢ [IBX xoppenupyer
¢ HapacTaHMeM IIe4eHOYHO-KIeTOYHON HefloCTaTOYHO-
CTV M CITY>KUT OFHUM U3 MapKepOB CTEIeHNU PasBUTHA
IIeYeHOYHO-K/IeTOYHOI HeJIOCTaTOYHOCTH.

B oT/miume OT yIIeBOLIOB M XKMPOB OIKY ¥ aMUHOKYIC-
JIOTHI MMEIOT OTPaHMYEHHYI0 CIIOCOOHOCTD 3amacaThb-
Cs1 B OpraHusMe 4enmoBeka [94]. AMMHOKMCIIOTBI, KaK
OpaBUIO, 1160 MCIOMB3YIOTCSI OPraHM3MOM B Kade-
CTBe IIACTMYECKOrO MaTepuasa, 160 MOfBEPraloTcs
MeTtabonuyeckoit merpamauuu [94]. Copepskaujuiics
B aMMHOKMC/IOTAX a30T IPYU UX Jerpajaliuy IpeBpalia-
eTCA B MOYEBVHY U KPEaTVHUH M BBIHE/NAETCSA MOYKa-
MI, a YITIEPOJHBII CKe/leT MOXKeT JMCIO/Ib30BaThCA I
610CMHTe3a IMIOKO3bI (IIIOKOHEOTeHe3) VIV >KUPHBIX
KMCTIOT MO0 OKUCTIATBCA O YIVIEKMCIIOTO Tasa Y BOADI
¢ obpasoBaHueM Hepruy, B ToM ducne u B Buge ATO.
MpImnsl UTPAOT BaXKHYIO POIb B MeTabonmu3Me aMu-
HOKJICJIOT, B TOM YJIC/Ie U 4epe3 ITIIOKOHeoreHe3. AMu-
HOKVCJIOTB! MBIIIEYHBIX O€NIKOB SBIAIOTCA Ba>KHBIM
MCTOYHUKOM 00pasoBaHMsA ITIOKO3BI M MeTabommye-
ckoit aHepruy [94]. HepuuuT ramoreHa u ITIOKO3bI
B opranusme nanueHToB ¢ IIBX ycunuBaet katabommsm
MBIIIEYHBIX (COMATNYECKNX) GENKOB ¢ OCBOOOXKIEHEM
CBOOOJHBIX aMIUHOKIC/IOT, MHOTYIe U3 KOTOPBIX (IpexXzie
BCErO aMUHOKJVIC/IOTBI C Pa3BeTB/ICHHON IIeIbI0) Cpasy
IIpeBpaIaloTCA B IMPYBAT WM CHAYa/Ia B OKCAI0aLeTaT,
a 3areM B upyBar. [ocnemumit mpeBpamaeTca B aJlaHNH,
nprobperas aMUHOTPYIIIY OT APYTUX aMUHOKMUCIIOT.
AJlaHUH Y3 MBIIII IEPEHOCUTCS KPOBBIO B IIeYeHb, ITie
CHOBa IpeobpasyeTcsi B MUPYBAT, KOTOPBI UCIONb3Y-
eTCsI B Ka4ecTBe 9HePreTUUeCKOro CyOCcTpaTa NI BKIIIO-
JaeTcs B I/oKoHeoreHe3 [94]. TTOBBIIIEHHBIN TTIOKO-
HeoreHe3 y nanueHToB ¢ IIbX mocrenenno npmsogut
K MacCYBHOMY pacIapny ¥ fepUIyUTy MBbILIEYHOTO HefKa.
Banmanc MeX[Ty CMHTe30M U Jierpajalyieil COMaTH4eCcKOro
6e/IKka HapyIIaeTCsi, YTO IPUBOANT K Pa3BUTHIO aTPODuM
mbimn (capkoneHun). CapKoIleHNS XapaKTepU3yeTcs
MOTepeN MacChl M CUJIBI CKeZIeTHBIX MblmL 1 npu I16X
KIaccupuumpyeTcs Kak BTOpUYHas capKoleHus: [66].
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S. Fiilster ¢ coaBT. mokasam, 4To arpodusa CKeeTHBIX
MBIIIL, PasBUBAIONIAACA IPU XPOHUYECKMX 3a00/IeBa-
HMAX, CBSI3aHA TaK)Ke C HU3KOU TONEPaHTHOCTDIO K u-
3udeckuM Harpyskam [98]. TouHbIil MeXaHU3M, CITOCO6-
CTBYIOIMIT pa3sBuTUIO capkonenun npu I1BX, yeTko He
onpepeneH. [loBbIIeHHAA Jerpafgauys aMUHOKKCIOT
C pasBeTB/ICHHO! 1IeTIbI0, MbIIIeYHaA ayTO(arns, KopTu-
KOCTEepOU/Ibl, TUIIePAMMOHMEMNA, MUOCTATVH U HU3KAA
¢dusndeckas aKTUBHOCTb CYUTAIOTCS IOTEHIIMATbHBIMY
¢axropamu, cnocobcTByomyMI capkoneHuu [99, 100].
ITpu HepoOCTaTKe aMUHOKVICIIOT M 9HEPTUY AKTUBYUPYETCS
ayTodarus — mpowecc, Ipy KOTOPOM KOMIIOHEHTBI K/IeT-
KI MOfiBepraioTcs Aerpajanyy GpepMeHTaMu IU30COM.
IIpu I1BX morepst me4eHOYHOTO ITIMKOIE€HA C MOC/IERY-
IOLIMM YCKOPEHHBIM ITIOKOHEOT€HEe30M, OBBbIIIEHHBIM
KaTabOo/MM3MOM aMVHOKIIC/IOT C Pa3BeTB/ICHHOI IIEIbIo,
IIpyeM ITTIOKOKOPTUKON/OB MOTY T IIPUBOJUTD K MBIILIEY-
HOJI ayTodarum 1 sBIATbCA MEXaHU3MOM UCTOIICHMS
MBI Y TaKux nanyeHToB [101]. Bropmunas capko-
nenus, BoisBanHas [1BX, yxymimmaer xauecTBO XU3HM
M IIPOTHO3 3TUX MareHToB [102-104].

OCTeonopos 1 capKOIeHus TeCHO B3aMMOCBA3AHEL JIPYT
C [PyTOM U 4aCTO COCYIIECTBYIOT Y NAIMEeHTOB C XpPOHN-
yeckumu 3aboneBanusamMu nederu [105, 106]. ITossuncs
HOBBIJ TEPMUH «OCTE0CAPKOIEHNA», KOTOPDIN IOfIpa3y-
MeBaeT COCYILeCTBOBaHMe CapKOIIEHUN U OCTEeONopo3a
[106]. B uccnegoBanunu C. Saeki n coaBT. pacmpocTpa-
HEHHOCTb OCTeocapKoneHny y namyenTos ¢ [16X cocra-
Buna 15,4% [66]. OcTeocapKoIeHys ABSETCS «OIIaCHBIM
IySTOM», IIOCKO/IbKY BBI3bIBaeT KaK CKJIOHHOCTD K 4a-
CTBIM IaJieHNAM (13-3a CApKOIIEHUMN ), TaK U YA3BUMOCTD
Kocreit (u3-3a ocTeornoposa) [106]. OcobenHo mpobie-
MaTHYHBIMM OCTEONOPO3 M CAapPKOMIeHMU SABIAIOTCA Y Na-
nueHTOK ¢ I1IBX B mocTMeHomay3se [66].

Ha ¢oHe paspuBIIeiics Ha paHHMX CTafuAX 3aboneBa-
HUA 9HEPTeTUYeCcKol HefOCTATOYHOCTY Y HAlVIEeHTOB
C SABHOI KIMHUYECKON KapTuHOIt xonecTtasa mpu I1bX
IOCTEIIEHHO BO3HUKAIOT O€/IKOBO-9HepreTnyeckas He-
pocraroyHocTh (bOH) u HesameTHO porpeccupymoas
capkonenus (arpodus mpiui) [19]. Ilpu pasButun
1upposa y nanueHTos ¢ [IBX ckopocTb I/IoKOHeoreHesa
C CIO/Ib30BAHNEM aMUHOKICIOT CYyIIeCTBEHHO BO3pa-
cTaeT [94]. HecMOTps Ha IIOBBILIEHHYIO AETPafIaliMIo CO-
MAaTUYeCKUX 6e/IKOB, CBA3aHHYIO C SHEPreTIIECKOIl He-
JOCTATOYHOCTBIO MUTAHMNS, BUCIIePAJIbHBIN Iy OeliKa,
CMHTe3MpYyeMblii B renarornurax, npu 16X coxpansercs
B HOPMAJIbHBIX IIpefie/iaX (¢ He3HaUMTeIbHBIMU OTKIIO-
HEeHMAMM) O Pa3BUTHA Ie4YeHOUHO-KJIeTOYHOI Heflo-
crarounocTy. Cofep>kanne anbOyMIHOB 1 [I06YINHOB
B KpoBu 60nbHbIx [IBX Ha paHHMX CTafysIX U B IEPUOJ
BBIPa)KEHHOT'O X0JIeCTa3a HAXOAMUTCA B IIpefieNlaX HOPMBI
[25, 26]. BmecTe ¢ TeM B CBIBOPOTKE KPOBH IAllMI€HTOB
y>e B aCMMIITOMaTH4YecKOl CTajuu 3a00neBaHusa obHa-
PY>XMBAIOT aHTVMUTOXOH/IpMA/IbHbIE aHTUTEIA B IMAr-
HocTudyeckoM TuTpe 1:40 u Boie. ITo Mepe nporpeccu-
pOBaHMUA XOJIecTasa HabMoaeTCs MOBBILICHNE YPOBHS
y-rno6ymuHoB (25, 26].

Passusatoueecst Hapyuserue NPoUeccos ienuesvloeneHus
(HaxonneHue JHenUHbLIX KUCTIOM 6 Naasme KposU u zend-
moyumax) y navuenmos ¢ IIbX 6 cmaduto svipascerHo-

20 xozecmasa nPUeoOUm K NoCmeneHHOMy pAa3eumuio
B3H no muny «mapasm» u k capxonenuu. Imo mpebyem
BK/IOHEHUS 6 UX PAYUOH NPOOYKIOE C NOBbIUUEHHBIM CO-
Oepacaruem 6enka (¢ NPeuMyusecmeeHHvIM CoOepIaHuem
AMUHOKUCTIOM C PA36EMB/IEHHOU UeNbio).

IIo mepe nporpeccupoBanus I1bX 3a cuer HapacTanus
IIpoLleccOoB KaTabonmsMa yBeIMYMBAIOTCSI CKOPOCTH
MeTabomM3Ma B COCTOSHUY MOKOA M O6LIMIT TepMore-
He3 [37, 54]. Co3gaercs MeTabonmyecKass CUTyaLus
Iepepacupeie/ieHnus pecypcoB, KOTOpas yCHINBACTCA
II0 Mepe HapacTaHNA X0/IecTasa 1 pa3BUTHA Ie4eHOU-
HO-KJIETOYHOJ HeIOCTaTOYHOCTH. Pa3BuTHe neyeHOYHO-
K/IeTOYHOI HEeJlOCTaTOYHOCTU B TePMMHAIbHON CTauN
ITBX compoBOXfaeTcsi HapylleHNueM 6eIKOBO-CUHTe-
TUYeCKON QYHKIMM renaTonuTos [54]. B momonHenne
k BOH y naumenTos ¢ [IbX B nepuop gexoMneHcanyun
IIeYeHOYHO-K/IeTOYHON HEJOCTATOYHOCTY YMEeHbIIAeTCA
CMHTE3 MOYEBMHBI, OETTKOB CHIBOPOTKM KPOBU B Ilede-
HI ¥ YCUIMBAETCs Paciafi BUCLEPaIbHOTO IIy/Ia Oe/IKOB,
YTO IPUBOAUT K PE3KOMY CHVDKEHVIO YPOBHSA LVIPKY/IN-
PYIOLVX B IVIa3Me a/Ib,OYMMHOB U IIOBBIILICHUIO 9KCKpe-
1y azota ¢ Mo4oit [107]. Hapsany ¢ mpopomxarommmcs
HOBBILIEHHBIM KaTabOMM3MOM COMAaTUYeCKMX OenKoB
IIPOMCXOANT PasBUTHE HESOCTATOYHOCTU BUCILEpasIb-
HOTO Iy/7a 6€/IKOB ¢ IOCTIeAYONUIM Pa3BUTIeM OTEKOB
u acuura [29]. Knuandeckue nposBaeHNsA HapyIleHNs
Tpodonornyeckoro craryca y nanueHtos ¢ [IBX B Tep-
MMHaJIbHOI CTa/iuM 3a00/IeBaHNsA IPHOOPETAIOT IpOMe-
xyrtouyio popmy BOH - mapasm-kBaummopkop. Passu-
o BOH crioco6cTByeT CHyOKeHNe BCachIBaHMA O€/IKOB
B KuIeyHyKe. [lopTanbHas rumepTeHsus, IpUBOAAIIas
K LVIPKY/IATOPHOJ IMIIOKCUM CITM3UCTOI 060/IOYKM KH-
IIeYHMKA ¥ YBEeNMYEHUIO ee IPOHMI[AeMOCTH, TAaKKe
IPUBOJUT K IIOBBIIIEHHOIT ITOTepe GeIKOB.
Passusatoujeecss HapyuieHue NPOLECCOB JceNHesbl0eNIeHUSs
(HaxoneHUe HenUHbIX KUCTOM 6 2eNamouumax u naas-
me kposu) y nayuenmos ¢ IIBX 8 cmaduu svipaxceHHoil
neueHouHO-KemouHotl Hedocmamounocmu (nomeps 75%
u 6orniee PyHKUUOHUPYIOULUX NeHEHOUHBIX KIIEMOK) CONpo-
80310aemcs HapyueHUem 0enK080-CUHMEeMUUecKoll pyHK-
YUl 2enamoyumos, ymo npusooum x deduyumy eucue-
panvrozo benka u, KAk credcmsie, kK passumun omexkos
u acyuma. Ipoucxooum nepexod KauHuueckoil gopmol
BOH no muny «mapasm» 6 cMEWAHHYI0 — «MAPASM-KBA-
winopxop» — HII. Dmo mpebyem cokpausenus npuema
conu, HUOKOCMU U, ecnu omcymcemeyrom npusraxu I19,
BK/IIO4EHUST 8 PAUUOH NPOOYKINO8 C NOBbIUEHHDIM COOep-
scamuem 6enka. Hympuyuonnas noodepicka é smom ne-
puo0 domicHa exmouamp 6enKosvie MOOYIU C NPpeumyuse-
CIMBEHHBIM COOePIHAHUEM AMUHOKUCTION C PA36ern6/IeHHO
Uenvio, 4 MaKdice PasHviM KOTUHECHBOM U COOMHOULEHU-
emM 3aMeHUMbIX U He3aMeHUMbLX amuHokucriom [94]. [Tns
npedomepaujeHus Kamabonusma 6enxka u no00epIHanus
banarca asoma pekomMeHOYI0M npuem nuLgl, cooepucauseti
50 ¢ yenesodos, neped crom [108, 109].

3aMeTHOe ylydlleHMe CTaTyca NMMUTAHMSA NALJMEeHTOB
¢ IIBX Ha craguy pasBUTUA LUPPO3a U PE3UCTEHTHOTO
acLTa OTMeYeHO I0C/Ie YCIIEUTHOTO IeYeH) s oC/IefHe-
0, YTO NOAYEPKYUBAET BaXHOCTD IIPUMEHEHNA HYTpU-
TYBHOJ IIOAJEPXKKY Y TaKyX HaryeHToB [110].
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6. lleyeHouHas sHUepanonaTus

ITpu I1BX B TepMMHa/IbHON cTafuy 3a00/IeBaHuUA IIPO-

rpeccupyiomas Ie4eHOYHO-KIeTOYHasA HeJOoCTaTo4-

HOCTD, IIOPTajbHasl TUIEPTEH3NUA U IOPTOCUCTEMHOE

IIYHTUPOBaHMe IPUBOAAT K passuTuio 19 [111, 112].

ITox 119 MOHMMAIOT MOTEHIMAIBHO 0OpATIMBbIe HEPO-

IICUXUYeCKIe PAcCTPONICTBA, pasBUBaloluecsa Ha (oHe

TSDKEJIBIX MOPaKeHUI MedeH!, B OCHOBe (HOopMMpOBa-

HIIS1 KOTOPBIX JIeXKaT HapylLIeHNe Te3MHTOKCHKALMOHHOM

GYHKINM ¥ IIYHTUPOBaHNUe MOPTanbHOI KpoBu [111,

113]. II9 - kmaccuyeckuit IpUsHAK JaneKo 3allefiieit

[eYeHOYHO-KIeTOYHOI HegocTaTouHocTu [111, 112].

OHuedanonaTns, CBA3aHHas C HapacTalleil rudenbio

TelaTOLMTOB, B IPOTHOCTMYECKOM II/TAaHE CTAHOBUTCA

TPO3HBIM U IOYTK Bcerga (aTaabHBIM OCTOXHEHIEM

I1BX. PacmpocTpaHeHHOCTb MMHMMabHOI 119 cpemn

HallYieHTOB C IMPPO30M Ile4eHy cocTasigeT oT 30 fo

84% [114].

CymecTByeT MeTabonuyeckas Teopusa passurus 119,

KOTOpasi OCHOBBIBAETCSI HA 0OPATMMOCTH €€ OCHOBHBIX

CYMITOMOB IIpM BecbMa OOLIMPHBIX LiepeOpanbHbIX Ha-

pyuenysx [115]. ITpu IIBX M0XXHO BbIenNTH ABa Dak-

TOpA, OIpeJe/AlIye B3ayIMOCBA3Db MIeYeHN U HepBHOI

CHCTeMBI U UTpaloliye posb B maroreHese 139 [113].

1. Cnoco6HOCTD IeYeHN OCYILIECTBIIATh e TOKCUKALINIO
HeJIPOTOKCUYHBIX A710B (aMMUaK, MEpKaIlTaH, CKaToJ,
MHO7, GEeHOMBI U p.), 00pasyIOIMXCs B KUIIEYHIKE
B IIpoliecce IepeBapyBaHNA INIIEBIX MHIPENUEHTOB
U B pe3y/bTare >KU3HeleATeIbHOCTY MUKPOOPTaHU3-
MmoB [116, 117].

2. llepe6panbHblit MeTaOOMN3M CUIBHO 3aBUCUT OT HOJ-
Tep>KaHuA HOPMa/TbHOTO YPOBHA ITTMKEMMM, KOTOPBIi
B IIepMoj MeX/y IIpyeMaMy IV B 3HAYMTE/IbHOMI
CTEMeHN OIIpefe/AeTCs 3allacoM ITIMKOTeHa B IeYeHM
U CKOpPOCTBIO IMKONMM3a. Kak yrmommHanocs BhIlIe,
3anacsl raukoresa npu I1bX nctomarorcs. CHukeHue
MHTEHCUBHOCTY MeTabo/M3Ma KICIOPOJa 1 TIII0KO3BI
upu [1BX compoBoX/gaeTcs yMeHbIIeHeM BbIpaboT-
KJI 9HEPTUM, CHVDKEHVEM aKTMBHOCTHU HEPOHOB, 4TO
crioco6c¢TByet passutuio 119 [115]. CornmacHo pe3yib-
TaTaM IIO3UTPOHHON SMUCCHOHHOI ToMOrpaduy Ipu
I19 u o pe3ynbTaTaM HeMPOIICUXOIOTMYECKUX TECTOB,
MMeeTCsl CMIbHAA KOppelALa MeKIY YMeHbIIeHeM
nepe6panbHOTO KPOBOTOKA (B TOGHOI M TeMEHHOI
TOJLAX KOPBI TOJIOBHOTO MO3Ia), COIPOBOX/AIONIAsICS
CHIDKEHUEM MeTabo/3Ma ITIIOKO3bl U Pe3ynbTaTaMy
HEeJPOIICUXOIOTNYeCKMX TecToB [113].

B ocHoBe maTorenesa I13 nexxar [115]:

= II€Y€HOYHO-KJIETOYHAasl HeJOCTATOYHOCTb, COIPO-
BOXK/JAIOIAACS CHVDKEHMEM II€4eHOYHOTO KIIMpPEHCa
HEIPOTOKCUYHBIX A7I0B, 0OPasyIOUIMXCA B KMIICUHMN-
Ke B IIpoliecce IepeBapyBaHyA INIIEBbIX MHTPeVIeH-
TOB I B Pe3y/IbTaTe >KU3HeAeATeIbHOCTU MUKPOOpra-
HU3MOB;

= pasBUTHE HOPTOCHCTEMHOTO HIYHTHMPOBAHNA;

= HapylleHNe MeTabo/Mu3Ma aMMHOKVICIIOT, HpPUBOJSI-
mjee K 06pa3oBaHIIO IOKHBIX HEIIPOTPAHCMUTTEPOB.

B xope pmerpaganum 6eka M aMMHOKMCIIOT 06pasyeTcst

aMMHHBINA a30T, KOTOPBIN, B OT/IMYME OT YITIEBOJOPO/I-

HOJl 4acCTV aMMHOKMUC/IOT, HEIPUTO/ieH /I HoJyde-

[acTpo3HTeponorus

HusA sHeprun [94]. [IoaTOMy aMUHOIPYIIIIBI, KOTOPBIE
He MOTYT OBITb MCIIOJIb30BaHBI IIOBTOPHO, HAIIpUMep,
B peakIMAX TPaHCAMUHUPOBAHUsA, NMpeBpallaloTCAa
B aMMMaK. AMMUaK B KlIeTKax 00pasyeTcs Ipu fesamu-
HUPOBAHNU aMUHOKUCIIOT, HYK/IEOTUOB, OMOTeHHBIX
aMMHOB. AMMMaK SIB/ISIETCS TOKCMYECKNM BeEIeCTBOM,
U €TO KOHIIEHTpaIMs B KPOBU B HOPMe He IIPEBHIIIaeT
50 MkMornb/1. B HOpMe 0ko710 7% 06pasyrolierocs B op-
raHM3Me aMMMaKa IIPOXOAUT Yepe3 TKaHb MO3Ta, He BbI-
3bIBast M3MeHeHmit ero QyHkimit [111]. OcHoBHOII pe-
aKkIueil o6e3BpexxBaHNA aMMUaKa, IpOTeKaloliell BO
BCeX TKaHAX, ABJsAETCA CBAsbiBaHue NH, ¢ rmyTamarom
¢ obpasoBaHueM rnyTammaa. OCHOBHBIMM TKaHAMMU-IIO-
CTaBIIMKAMM ITyTaMIHa ABJIAIOTCSA MBIIIIIbI, TOTOBHON
MO3T, IIeYeHb.

ITomuMo amMMMaka, 00pasyoLIerocss B TKaHAX, 3HAYU-
TefibHOe KonnyectBo NH, BbipabaTbhiBaeTcs B KMILIEY-
HUKe OaKTepuanbHOIl MUKPOGIOpOIl U B pe3ynbpTare
rupponusa 6enKoB muin. BeacbiBanme aMMuaka B Ki-
HIeYHNKE MOXKET CIY)XUTb IPUYMHON 3HAUYUTETbHOTO
€T0 ITOCTYIIIEHNA B ITe4eHb. ITO IPOVCXOANT IIPY IIOBBI-
IIIeHHOM NOTpeOmeHny OesIKa ¢ IuIle, HapyIleHuy 3Ba-
Kyalluy CORep>KMMOTO U3 KUIIeYHNKA, 3alllefladyBaHNN
KUIIEYHOTO COfIEP>KUMOTO, U30BITOYHOM POCTE YCIIOB-
HO-TIATOT€HHOM (IOpPBI, KPOBOTEUEHMSIX M3 BAPUKO3HO
paclIMpeHHBIX BeH NUILEeBOfia/>KenyiKa Ipy pasBUTUN
nopTanbHo runeprensuy [112]. KonueHTpanus Tox-
CUYeCcKUX NMPOAYKTOB, IpeXJe BCero aMMIaKa, a Takxke
CKaToJa, MHAo/MA U (EeHOIOB B KMILIEYHNKE MOXKET IIPU
3TOM YBE/INYMBATLCA. B HOpMe 9TH BellecTBa MOMAKA0T
B CUCTEMY IOPTa/lbHOI BEHBI ¥ B II€Y€HV BK/IIOYAIOTCA
B OPHUTMHOBBIN LMK/, YTOOBI Yepe3 peakuuu fesa-
MUHIPOBAaHNs, IEPEaAMIHUPOBAHNS U KeKapOOKCUIN-
POBaHMsI IPEBPATUTHCS B OTHOCUTENBHO O€3BPeNHBII
IUIs OpraHM3Ma NpoayKT — MoueByHYy [94]. Ilocnennas
SIBJISIETCS] OCHOBHBIM KOHEYHBIM IIPOJYKTOM a30TUCTO-
ro obmeHa (85% Bcero asora BHIBOJUTCSA M3 OpraHM3Ma
C MOYeBMHOJ). MouYeBMHA B OpraHu3Me yeloBeKa CUHTe-
3MpyeTcA TONBKO B IedeHu [94].

HapymeHne HeilpoHaIbHO GYHKIVIN IPOVICXORUT IIOT,
BIIMAHMEM IOBBIIIEHHOTO COlep>KaHUs B KPOBU Helpo-
TOKCMYHOTO aMMMaKa — Ipy rumnepamMmonmemun [111].
IMocnennsis HabmofaeTcs y mauyenTos ¢ IIBX Ha cragyn
PasBUTHSA IVPPO3a U 0OYC/IOB/IEHA TOBBIILIEHHBIM BCAChI-
BaHIEM aMMMaKa B KUIIEYHNUKE, HApYIIeHNeM JeTOKCHU-
Kalyy aMMMaKa B rernaroryurax (CHUKeHMe aKTUBHOCTI
(hepMeHTOB IIMK/Ia CMHTEe3a MOYEBUHBI) U YMEHBIIEHN-
€M CTelleH! CBS3bIBaHWS aMMMaKa B TMIOTPOPUIHBIX
CKeJICTHBIX MBIIIIIAX (CHIDKEHME aKTUBHOCTH [Ty TAMWH-
cunretassr) [112, 118]. Bonbioe 3HaueHre B pa3BUTUM
I19 urpaeT HapylleHMe NT€YEHOYHOTO KPOBOTOKA. Pas-
BUTHE LUPPO3a B TepMuHanbHoi cragun 116X npuso-
IOUT K TOMY, 4YTO KPOBb IIYHTUPYETCs KaK BHYTPYU CaMoii
nedyeHU (BOKPYT IOeK 00pa3yrTCA MOPTONEYeHOYHbIe
BEHO3HBble aHACTOMO3BI, KOTOpble QYHKIMOHUPYIOT KaK
BHYTpUIIeYeHOYHbIe LIYHTHI), TaK U 3a CYeT IOCTYIIe-
HMS KPOBM M3 BOPOTHO BEHBI B CICTEMHBIN KPOBOTOK,
MUHYA IIe4eHb 110 eCTeCTBEHHBIM KojUtatepanaM [115].
B pesynbTaTe MOPTOCUCTEMHOTO ITYHTUPOBAHN M KOJI-
JlaTepaIbHBIX ITyTell KPOBOTOKA OTTEKAOIasA OT KMIIed-
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HUKa KPOBD IIOIAJaeT B CYCTEMHBI/I KpPOBOTOK, MIHYA
nevyeHb. CofiepKallyecss B KpOBYU ITOPTaIbHOM CUCTEMBI
TOKCHYeCKIe BellleCTBa, I MpeX/ie BCero aMMMaK, Io-
CTYIA0T HeOOe3BPeXKEHHBIMI B OOLINIT KPOBOTOK.
Iunepammonnemns y manyenTos ¢ [IBX samyckaer kom-
IIeHCATOpHble MeXaHU3Mbl MeTaboMM3Ma ¥ KIMpeHca
aMMHaKa 3a cYeT aKTMBU3AL[UM IPOILECCOB ero 0bes-
BPEXMBAHUA B CKEIETHBIX MBIIIIAX U HelipoHax [119].
IToBBIIEHHBIT YPOBEHD aMMMaKa B KPOBY IIPUBOJNUT
K YBE/IMYEHNIO €TO IPOHMKHOBEHN:A Yepe3 reMaToO3HIe-
danmmaeckuit 6appep B TOTOBHONM MOS3T, YTO OKa3bIBaeT
He0/aronpusATHOE BO3JeliCTBME Ha acTpoUMTHL. [le-
TOKCUKAIVl aMMMaKa B aCTPOLUTAX IMPOUCXOAUT IIOT
IelICTBUEM ITTyTaMaTCUHTETa3bl, YTO IIPUBOANT K CBA-
3BIBAHMIO AMMMAKa C ITyTaMaToM C 00pa3oBaHUeM IITy-
tammHa (puc. 4) [120].

/36bITOK aMMMaKa B MBILIEYHOI TKAaHM TaKXKe MOXKET
MHAKTUBUPOBATbCA 3a CUET €r0 B3aMMOJeNCTBUA KaK
C IIyTaMaTOM, TaK M C acCIIapTaToOM C CMHTe30M ITyTa-
MyHa (puc. 4) [113, 121]. B ycnoBusAx ns6biTka aMMuaka
3amachl TIIyTaMara 1 acraprara UCTOIanTcs (IIpy of-
HOBPeMEeHHOM HaKOIJIEHMHM ITyTaMuHa). [ToBblleHHOe
KO/MYeCTBO 06PasyOILIerocst IIyTaMIHA BHICBOOOXKIA-
eTCsl B KPOBOTOK B OOMEH Ha aMUHOKJCIIOTBL C PasBeT-
BJIEHHOI1 Llembio [122].

Tunepammonnemus npu I1BX Tpebyet, Takum o6pasom,
HOBBILIEHHOTO 00pasoBaHMA IIyTaMaTa U acmapTara
U3 o-KeTOITTyTapaTa ¥ OKcajoameTaTa. OTO IPUBOSUT
K TOMY, 4TO 4acTb a-KeTOITTyTapaTa M OKcajoaleTara
BBIK/IIOYAETCA U3 LIMKIIA TPUKApOOHOBBIX KMUCIIOT, YTO
conmpoBoXKaaeTcss cHmKeHneM cuHTe3a AT®. Tak kak
HeJPOHBI 0COOEHHO YYBCTBUTENbHBI K YMEHBIIEHUIO
BBIPAbOTKY 9HEPTUM, TO ITO UTPAET OIIPefie/IEHHYIO POJIb
B MEXaHM3Me Pa3BUTHUA KIMHNYECKNX IMpu3HaKos I139,
a TaKXKe NMPUBOANT K YCUIEHNUIO SHEPTeTIYeCcKOl Heflo-
CTaTOYHOCTU y mauueHToB ¢ I1BX.

MbIIbl Takke 9yBCTBUTEIbHDI K YMEHDIIEHUIO BbIpa-
6otku sHepruyt AT®. IToaTOMY A7Is1 HOBBILIEHNS COREP-
JKaHMA B MBIIIIAX A-KETOITTyTapaTa M OKCajoaleTara,
Heob6xomuMbIX it nukiaa Kpebca, ¢ OfHOI CTOPOHSHL,

U TIOAifiepKaHUs IOCTATOYHOTO YPOBHA IIyTamMaTa —
C ApYTOM, Ipy TUIepaMMOHMeMuUn y manuenTos ¢ I1BX
HPOUCXOUT YCKOpeHMe KaTabonmaMa aMMHOKUCIOT
C pa3BETBJIEHHOM 1IeNbI0. DTO IPUBOAUT K HEOCTATOY-
HOMY CUHTE3Y MBIIIEYHOrO Oe/Ika ¥ pasBUTUIO UCTOLLe-
Hust Mpii [123, 124]. [unepaMMoHMeMus COIPOBOXKAA-
ercs I19, MOBBIIEHHBIM KaTaboMM3MOM aMIHOKUCTIOT
C pa3BeTBIICHHOII Lielbi0 1 capKomenuent [125]. Capko-
neHust ycyryonser 119, 4To B CBOIO Odepefb IPUBOANT
K CHIDKeHNI0 noTpebenys mumy u passutuio HIT. Bos-
HUKAET TPYAHO PasphIBaeMblii IOPOYHBIN KPYT.
VImeroTcs cBefieHMs, YTO TMIIEpaMMOHMEMMs CKa3bIBa-
eTcs Ha paboTe IeHTpPa HACBHIIEHUA B IMIIOTaTaMyce
U CIOCOOCTBYeT IOAAB/IeHNIO AMIIeTUTA, YTO Yy MALlMeH-
toB ¢ [IBX Moxet ycumusars u BOH [111, 113].
Hapsapy ¢ runepammoHueMneit B marorenese I19 y ma-
uuenToB ¢ [IbX Ha cragum pasBuTusA ne4eHOYHO-KIIe-
TOYHOJ HEJOCTATOYHOCTHU ¥ MOPTOCUCTEMHOTO HIYH-
TUPOBAHMA UTPAET Ba)XKHYIO pPOJIb HapyllleHle CMHTe3a
u 06MeHa OCHOBHBIX HEIIPOMEAMATOPOB, 06pasyomyx-
Cs M3 apOMaTUYeCKUX aMUHOKUCIOT TUPO3UHa U ¢e-
Hunananyuua [115]. P.C. ter Borg u coaBT. 06Hapy»xumm
MOBBIIIEHHbIE KOHIJEHTPALMM ApOMATU4YECKMX aMUHO-
KMC/IOT TUPO3UHA U (eHMTaaHMHA, a TaKXKe [MOHMU-
>KeHHbIe KOHILIEHTPAI[M) aMMHOKICIOT C Pa3BeTBI/IEH-
HOJI IIeNbI0 BaJ/IMHA, M30JIeMIMHA U JIeIIHa B KPOBU
y nauuenTosB ¢ I1bX kak B cTaguio pasBuTuA UUpposa,
Tak u 6e3 unupposa [39]. IloBsilieHHOE TOCTYIITIEHNE
B KpOBb apOMAaTU4eCKUX aMUHOKICIOT (B pe3y/ibTa-
Te HapYLIEHNUs MX KaTabonu3Ma B [eYeHI) TOPMO3UT
(dbepMeHTHBIE CUCTEMBI, yYacTBYyOIIMe B IpeBpalle-
HIM aPOMAaTHMYEeCKUX aMMHOKICIOT B KaTeXOTaMMHBbI,
4TO IPUBOAUT K CHIDKEHMIO GuocrnHTe3a nodamnHa,
HOpaJipeHaNNHa U YBEeIMYEHNIO CUHTe3a CePOTOHNMHA
u3 tpunrodana. IIponnkas dyepes remarosnuedanu-
yecKuil 6apbep B MO3I, TUPO3UH M (eHUTATaHUH yYa-
CTBYIOT B CHMHTE€3€ JIOXKHBIX HENIPOTPAHCMUTTEPOB —
B-dpennmaraHonraMuua 1 oKTonaMmuHa (puc. 5).

B kuiieyHuke moj [AeiiCTBMEM OGaKTepMaabHbBIX [e-
KapbOKcMIa3 U3 aMUHOKNCIOTBL TUPO3UH 0Opasyer-
cs1 TupaMuH. IlocnenHnit ABnAeTcsA GUIMONOIMIECKN
aKTUBHBIM M TOKCUYHBIM BellecTBOM. IIpu pasputun
IIOPTOCUCTEMHOTO IIYHTUPOBaHUA y nanyenTos ¢ IIbX
OH JIETKO IIOMNa/laeT B CMCTEMHBINI KPOBOTOK M, IPOHU-
Kas yepes remarosHiedamyeckuii 6apbep, BIMAET Ha
IpOLecChl BO36YX/IEHN U TOPMOXKEHU B HEPBHOI CH-
creMe. JIoxKHbIE HENIPOTPAHCMUTTEPDI, TUPAMMH HapATY
C TUIIEpaMMOHMEMNUell YyTHEeTAIT QYHKINIO HePOHOB
U crioco6CTBYIOT ycumeHuto passutus 119 [39]. Hapy-
IIeHMe KOTHUTUBHBIX (YHKILMI, 3a0bIBYMBOCTD, COH BO
BpeMs IpyeMa NI 1 IIEPEKYCOB, a TAKXXE TPYSFHOCTH
C IpUTOTOBJIEHMEM NIy Ipyu pasBuTuy [19 Ha mosgHMX
crapuax I1BX ABAIOTCA CyleCTBEHHBIMM NPENATCTBH-
SAMM, C KOTOPBIMU CTA/IKMBAIOTCS TTALIMEHTRI 3TOM IPyII-
msl [126]. BriocnegcTBuy HEeJOCTATOYHOCTh NMUTAHUA
caMa 10 ce6e CTAHOBUTCS He3aBUCUMbIM IPEIUKTOPOM
cMepTHOCTH Yy ManueHTos ¢ [IBX.

Passusatouseecs HapyuieHue NPoUeccos xHenuesvloeneHus
(HakonneHue HenUHbIX KUCTIOM 6 2enamouyumax) y na-
yuenmos ¢ IIBX npusodum x evipaxeHHoli neueHouHo-
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KIeMOUHOLl HedOCMAMO4HOCHU, YO CONPOBONOAECA
HapyuieHuem 0emoKCUKAUUOHHOU PYHKUUU 2enamou-
moe, eunepammoniemuesi, 06pa3oeanHueM T0HHbLX Heli-
pompancmummepos ¢ pazeumuem I19. Smo mpebyem
NPUHAMUS Mep, HANPABNEHHDbIX HA U3MeHeHUe COOm-
HOUEHUSA HelipomMeOUamopos, cHuxieHue 00paso8anus
u abcopbyuu ammuaka u 0pyeux mokcuHos, 00pasy-
WUXCA 8 KUleuHUKe, yeenuderue SMUMUHAUUY aMMUd-
Kd, a UMEHHO: CHPO2020 02PAHUMEHUS OeNKA 8 PALUOHE;
BK/IOUEHUS 8 PAUUOH CMecel, COOePHAULUX AMUHOKUC-
JIOMbL ¢ pA36emeneHHOl 1envlo (C MUHUMANLHBIM KOMU-
4ecmeom apoMamuyeckux amuHoOKUciIom); HasHaA4eHUs
anmubuomukos (3dexm Komopuix 0CHOBbIBAEMCS HA
Ux 8030etiCMeUU Ha MUKPOOP2aHU3MbL, NPOOYUUPYIOUjLE
a3omucmoie COEOUHEHUS 6 HeNYOOHHO-KUEeHHOM MPaK-
me). Cmpozas secemapuanckas ouema (codepicarue pa-
cmumenvrozo benka 0o 120 2/cym) u benok mMono4H020
NPOUCXOHOeHUS, KAK NPABUTIO, XOPOULO NePeHOCAINCS
(no-sudumonty, ecnedcmeue HU3K020 COOEPHAHUST apo-
mamuveckux amunoxucnom). Iayuenmot ¢ IIBX 8 smom
nepuoo, Kax npasusno, Hyro0amcs 6 NOCMAHOBKe 6 TUCH
OMUOAHUS HA NposedeHie ONepayuy no MpaHcnaanma-
yuu newenu. [{ns yooenemsopenus nompebHocmu 6 sHep-
euu u 6eniKe NAYUEHMO8 ¢ HedOCMAMOYHOCNbI0 NUMAHUS
U nomepeti Maccol mena, HAXOOTULUXCS 8 XUPYPUHECKUX
UNU PeaHUMAamosnoeuveckux omoeneHusx, 6 KauHuqe-
cKoli npakmuke ucnonv3yromcs pexomenoayuu ESPEN
(European Society for Clinical Nutrition and Metabolism).
IT1oX0it HyTPUTUBHBIN CTaTyC BIeYeT 3a c0b0il cepb-
e3Hble MOCEeACTBUS A/ OCTIeONePALIMOHHBIX OCIOXK-
HEHWIT Cpeayt KaHAN/ATOB Ha TPAHCIUIAHTALIMIO TIeYeH,
HOCKO/IBKY 9TO BaXKHBIII MPOTHOCTUYECKMIT KPUTEPUIt
CMEPTHOCTH 1 IIOC/IEOTIePALIMIOHHBIX OCTIOXHEHNUIT Cpefn
nanueHToB ¢ I1bX.

7. 3aKnio4eHune

IIBX aBnAeTCA XpOHMYECKMM MefIIeHHO MpOrpeccu-
pylomum 3aboneBaHyeM Ie4eHN U XeTIeBbIBOMALINX
HyTeil, KOTOPOe IPUBOAUT K M3MEHEHNIO TPOdoIorn-
YeCKOTro cTaTyca 9TuxX mauueHToB. [Ipmunnsl HII npn
ITBX c/mo>XHBL ¥ MHOTO(GAKTOPHBI, IIOCKO/IBKY HeYeHb
y4acTBYeT BO MHOTYX MeTabonM4ecKux Mpoleccax op-
ranusma. Ho Begymas ponb B passutuu HII y manu-
eHToB ¢ [IBX mpuHapmeXnT HapyIIeHUI0 IPOLEecCOB
JKeT4eBbIJie/IeHNA U, KaK CIe[CTBUe, N3MEHEHNIO Me-
Tab0MM3Ma MaKpOHYTPUEHTOB M MUKPOHYTPHMEHTOB.
Tpodonornyeckas HeZOCTATOYHOCTh Pa3BMBAETCS MO-
CTENIEHHO M He3aMeTHO II0 Mepe PasBUTMA XO/ecTasa
C HEJOCTATOYHBIM IOCTYIUIEHMEM JKEeTYHBIX KMCIOT
B JIBeHAJIATUIIEPCTHYI0 KMIIKY PV OJHOBPEMEHHO
UX 33/iep>KKe B TeIIaTOLMTaX ¥ IONaJaHuy B CYCTEMHBII
KpOBOTOK. VIMEHHO 3TV M3MEHEHM y>Ke B aCMMIITOMa-
TIYECKOIl ¥ PaHHel cTafuy 3a00NeBaHMA 3aIyCKaOT
passutue sHepretudeckor HII. Co BpemeHeM BKiIOYa-
I0TCsSI KOMIIEHCATOPHbIE MeXaHM3Mbl IIOTy4eHNUA SHep-
TUU U3 )XMPHBIX KMCIIOT ¥ aMMHOKMCIIOT COMAaTHYECKOTO
myna 6e7KoB, 4To conpoBoxgaercs BOH (o tumy «ma-
pasM») ¢ Me[JICHHO IIPOI'PecCUpYIOLIell IToTepell Macchl
Tenna. TakxKe pa3BMBAIOTCA HapyIIeHN B INIIUHOM 00-
MeHe — IIPOVCXOANT ITOBBILIEHHBI CUHTE3 X0/IeCTeposIa
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Puc. 5. Cunmes «103#cHbIX» HELPOMPAHCMUMMEPOS NPU 2unepammorHuemuu

u pocdonmunmuos AnsA HeNTpanusanuu AeTepreHTHO-
TO efICTBUA M3OBITOUYHBIX JKeTYHBIX KUCIOT B IIa3Me
kpoBu. HemocTaToyHOE IOCTYIIEHNE >KETYHBIX KIUC-
TIOT B KMIIEYHUK CIIOCOOGCTBYET Pa3BUTHUIO CTEATOPEn
U feUINUTa KUPOPACTBOPUMBIX BUTAMMHOB Y 9TUX
MAIVIEHTOB, BCTEACTBME YeTO IPOUCXOANUT HapacTaHMe
b9H u nocreneHHO mporpeccupyeTr BUTAMIUHHO-MMU-
Hepa/lbHasA HEHOCTATOYHOCTD. IlocimegHAsA nmpuBogUT
K Pa3sBUTHIO OCTEOIIOPO3a, OCTEOCApKONeHUN. J]nnresnn-
HOe BO3[elICTBIE U30ObITOYHBIX JKEMIHBIX KIC/IOT Ha Te-
[AaTOLUTHI IPUBOJUT K pasButuio Gpubposa, uupposa
IIe4eH ), TIOPTA/IbHOI TMIIePTEH3NUN, IIOPTOCHCTEMHOTO
IIYHTYPOBAHMSA, HAPYLIAIOTCS 6eNKOBO-CUHTETUYeCKas
U leTOKCUKAIMOHHasA QYHKIMY ITedeHN. Bo3HuKarommit
HedUUNT BUCLIEPaTbHOTO Oe/IKa MIPUBOAUT K PasBUTHIO
OTEKOB, aciuTa u ycunenuto bOH ¢ mepexomom B cme-
IaHHYyI0 $GOpMy «MapasM-KBalIMOpKop». PasBuBaro-
masAcs TUIepaMMOHNEMIS U 06pasyromuecs T0XKHbIe
HEeJPOTPAHCMUTTEPDI IPUBOAAT K M3SMEHEHMAM B II€HT-
panbHOI HepBHOII cucTeMe — pasBuBaercs [19. Crenenn
HII nporpeccupyer 1o Mepe yBenu4eHNs TAXKECTH 3a-
6onepanus. Bee ato menmaer xoppekuuto HIT y manuen-
t0B ¢ [IBX ocobenHo cnoxxHoi1. TakuM 06pa3oM, orjeHKa
cocrosHus nuranua u 6opnba ¢ HII umeror nepBocre-
IIeHHOE 3HA4Y€eHMe JI/IA1 YTy dIIeH)s pe3yNbTaToB JIeYeH
aTux manuentos. [IpencraBneHHble B 06030pe MeXaHM3-
MBI pa3BUTHUA M3MEHEHUI TPO]OIOrNyeckoro craryca
npu IIBX f0/mKHBI IOMOYb CBOEBPEMEHHO PACIIO3HATD
HapyILIeHNs CTaTyca MUTaHNA U MPaBUIbHO MOK06paTh
CXeMy HYTPULMOHHON HOAAEP>KKM 3TUM IIallieHTaM
Ha pasHBbIX CTaUAX PasBUTUA 3a00leBaHUA HaAPANY
C CMMIITOMAaTU4€CKOJ TepaNue.

Asmopui 8vipascaiom 61az00apHocmy

Tamvsne Heopesne Kapnosuu u Anexcanopy Meopesuuy
Bypmucmposy 3a 06cyicderue u mexHu4eckyio nomousd
npu nodeomoske 0030pa K nyOnUKAUUL.
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Pathophysiology of Trophic Disorders in Primary Biliary Cholangitis

L.V. Maev, PhD, Prof., Academician of the RAS, V.I. Reshetnyak, PhD, Prof.
A.L Yevdokimov Moscow State University of Medicine and Dentistry

Contact person: Vasily I. Reshetnyak, vasiliy.reshetnyak@yandex.ru

The review is devoted to the development of malnutrition in primary biliary cholangitis. Presented the factors
contributing to the gradual progression of malnutrition signs in these patients at various stages of the disease.
The pathogenesis of energy, protein-energy (form "marasmus”) and protein (form "kwashiorkor”) malnutrition
as the disease progresses is considered. Taking into account the mechanisms of development of various signs
and forms of malnutrition, presented the principles of diet therapy for primary biliary cholangitis.
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