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Llenv cmamou 3axnouaemcs 6 0600uleHUU COBPeMEHHbLX NPeOCNABIeHUTi 0 3HAYeHUU HYMPUMUBHO20 cramyca
¥ nayuenmos c nepsuuHovim 6unuaprvim xonaveumom (I16X) u npusneueruu 6HUMAaHUS K He0OX0OUMOCU
OUeHKU U KOPPeKUUU He00CMAmMouHOCMU NUMAHUS 601bHbLX Mot Kamezopuu. Hapyuerue nuu,e6020
cmamyca navuenmos ¢ IIbX okasviéaem 61usHue HA NPOZHO3 U KA4ECMB0 HUHU. Yie HA paHHeli cmaouu
omMedaomcs pazsumue IHepeemMu4ecKoli He0oCmamouHoCmu, AKMUBUIAUUT KOMNEHCAMOPHBIX MEXAHUIMO8
NOTYHeHUS IHeP2UU 3a CHEeMM HUPHBIX KUCTIOM U AMUHOKUCTIOM COMAMU4ecKo20 nyna 6enkos ¢ npozpeccupyrouseil
nomepeii macco. mena. Hapywienue npoueccos xcenueomoeneHus npusooum x passumuio manvouzecrmuu

U ManvbabcopOUuU, BUMAMUHHO-MUHEPANILHOT HedocmamouHocmu. B céoro ouepedv, Hedocmamouroe
nocmynseHue 6UMAamMUHO8 U MUHePAnos 8vbl3biéaem eUN08UMAMUHO3bL, HAPYuleHUe 00MeHA MUKPOINEMEHINO8,

8 YACMHOCMU KANbUUs, passumue ocmeoneHuu u ocmeonoposa. Ilpozpeccupyrowsee paseumue neweHo4How
He00CMmamouHoCMu cnocoOCmayem CHUMEeHUIO 6enK080-CUHMeMUUecKol PyHKIUU neueHu, nPpusooum

K Oepunumy sucuepanvHozo nyna 6eaka, npozpeccupyrouseti 6enK0601 He00CMAaMmouHOCMU U CapKoONeHUU.
Takum o6pasom, HapyuieHue NUU4EE020 CIAMYCca HenoCPeOCMBeHHO B/IUSeN HA meveHue, 0reem Ha mepanuo
U NPoeHO3 3a6071e8AHUL, MO Onpedensiern HeoOX0OUMOCMb OUEHKU U KOPPeKUUU CMAmyca NUmanus 8 Xooe
HabmooeHus u neveHus navuermos ¢ I16X.

Kntouesvte cnosa: HympumueHovlii crmamyc, He0OCMAamouHoCmy NUMAHUS, MATbHY MPULUST, NepeuUtHbLil
OunuapHvITi XonaHeum
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POTHOCTMYECKOE I TepalleBTIYeCKOe 3HaUYeHNe
I I [UTaHUs B BeJeHUM IAIMEHTOB ¢ 3ab0/eBaHu-
AMM II€YeHU U3BECTHO NOCTATOYHO HaBHO [1].
Craryc nuTaHWUs PacCMaTPUBAJICSA KaK OfHA U3 Iepe-
MEHHBIX B IIepBOHAYa/IbHOI MPOTHOCTUYECKO LIKasIe
Yaitnpa u TepkorTa [2]. Tem He MeHee B HacTosllee
BpeMs 3HaYeHMe PALMOHATPHOTO NUTAHUS B T€YEHUN
manyeHToB ¢ uypposoM nedenu (III1) HemooleHnBaert-
€Sl KaK TenaTo/oraMu, Tak M Bpadyamu oOIert IpaKTu-
ku. He xBaTaeT pecypcoB, BpeMeH, 3HAHMIL ¥ OIBITA
B OILleHKe U KOPPeKILMM HYTPUTUBHOTO CTATYCa, UYTO
OpUBOAUT K Hed(D(DEKTUBHOCTU TEPAlUM U TAKUM
OC/TOXXHEHVSIM, KaK HE[OCTATOYHOCTD IIUTAHUSI, CAPKO-
MeHMs, TleYeHOYHast SHIe(aMonaTus, IpOrpeccupoBa-
HJIe U JeKOMIIEH ALV L{MPPO3a ITeYeH .
Hepocrarounocts nmutanus (MaqbHYTPULINSA) — 9TO MHa-
TOJIOTMYECKOe COCTOSIHUE, PAa3BMUBAIOLIEECs] B Pe3y/IbTaTe
medurmTa GeKa u SHEPrum, KOTOPbIiT IIPUBOUT K U3Me-
HEHMIO KOMIIOHEHTHOTO COCTaBa OPraHM3Ma, OCIabIeHNIo

VIMMYHHOJ1 3all[UTbI, SHJOKPUHHOI AMCHYHKLINM, CHIDKe-
HIIO PUBIIECKOTO U IICUXUIECKOTO 30POBbsI [3-5].
LInppos3 medeHH BHE 3aBUCUMOCTU OT 3TUOIOTUY IIPHU-
BOJNT K [TOTEPE M HAPYLIEHNIO QYHKI[UI CKe/IETHOI MblI-
IIEeYHOV TKaHM (CapKOIEeHNM) ¥ YMEeHbUICHUIO XVPOBOI
TKauu (agumnonedun) [6-8].

ITokasano, 4TO aguIONeHNA IpUCYTCTBYeT ¥ 40% manmu-
enToB ¢ LT 1 He3aBuCHMO accouumpoBaHa CO CMepT-
HOCThIO [9]. TsxKecTh G€TKOBO-3HEPTeTUYECKOI HEfOo-
craroyHocTy mpu LTI 3aBUCUT OT KIMHIYECKOIT CTaguu
xXpoHudeckoro 3aboneBanus nedenu (X3I1), yBennunpa-
Ach ¢ 20% y DanyeHToB C XOPOIIO KOMIIEHCHPOBaHHBIM
3aboneBanneM 1o 6omee yeM 60% y IALVIEHTOB C IPO-
rpeccupytomum 11T [8].

CocraB Terma 60NbHBIX IMPPO30M INeYeHN IpeTepreBaeT
3HAYNTe/IbHbIE M3MEHEHIs U XapaKTepU3yeTcsl B IIEPBYI0
Ouepelib UCTOLeHMEM Oe/TKa, YTO MOXKET IPOSIBIIATHCS YoKe
Ha PaHHMX CTafMAX pa3BuUTHs 1Mppo3a [6]. Yacto mpouc-
XOIUT UCTOLeHMe Kaist, Maraus, ¢pocharoB u gpyrux
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BHYTPMK/IETOYHBIX MuHepaioB. Habmogaetcs nepumur
BOJIOPACTBOPUMBIX BUTAMMHOB, IJTABHBIM 00pa3oM BUTa-
MMHOB rpynnbl B. Ipu crearopee, cBA3aHHOI ¢ XomecTa-
30M, JeULITe )KEeMTIHDIX COJelT PasBUBAETCS HEOCTATOY-
HOCTb >KMPOPAacTBOpUMBIX BUTaMuHOB [10]. B HacTosIee
BpeMs CYIEeCTBYIOT 00Iue peKOMeHIANY /L BBLABJIe-
HYS, TPOQUIAKTUKY U HeZONyLleHNs HeOCTaTOYHOTO
IIUTAHVS U ero oc/oKHeHmit [11-14], paspaboTaHsl Kpu-
TepUy AVIATHOCTMKY, OLIEHKY U KIaccuUKAIMA HeloCTa-
rounocTy mutanus ([lo6anbHas MHAUIMATIBA PYKOBOJ-
CTBa II0 BOIIPOCAaM HEOCTATOYHOCTM mTaHms — GLIM
[15], EBpomeiickoe 00111eCTBO KIMHUYECKOTO MUTAHMS
u Metabomuama — ESPEN [16]), cormacHo KOTOpBIM Tpe-
OyeTcst OlleHKa couyeTaHus (PeHOTUNNIECKOTO KPUTEPUs
(mmoTeps Beca, CHIDKEHIe VHJIEKCa MacChl Te/la VI YMEeHb-
IIeHVe MBIIIeYHOI MacChl) M 3TUONIOTMYECKOrO (CHIKe-
HYe TIOTPeO/IeHNS ¥ YCBOEHNA NIV M HaII41ie OCTPOro/
XPOHIYECKOTO BOCIIAJIeHYIsI, CBA3aHHOTO C 3a00/IeBaHMeM).
HanmeHee usyueHbl 0COOEHHOCTH HapylLIeHUs HYTPHU-
TUBHOTO CTaTyca IpU XPOHUYECKUX XOIeCTaTUIeCKUX
HOpaKeHUAX IeYeHN U, B YaCTHOCTY, IIPY IePBUYHOM
6unnapHoM xonaurure (IIBX).

[TepBruHBIT OMAMAPHBI XOMAHTUT — XPOHUUYECKOE,
MeJIJIEHHO IIPOTpeccupyroliiee X0mecTaTuiecKoe 3aboe-
BaHJe [IeYeH! ayTOMMMYHHON IPUPOBI, IPUBOJALIee
IpY eCTeCTBEHHOM TeYeHMM K OMIMapHOMY LMPPO3Y
nevenn [17, 18].

Muorue rogst [IBX cunrancs penkum, 6bICTpO Iporpec-
cupyoimum 3a601eBaHMeM, HEOTBPATUMO IPUBOJSIIINM
k LII. C mupoxum BHeApeHNMEM B NMPAKTUKY ypcofie-
30KCMXOJIEBOJI KMUCTIOTHI CUTYalMsA U3MEHWIAch — 3Ha-
YYTENbHO YBEINYNMIACh IMPONOKUTETbHOCTD KU3HNI
HaLMEeHTOB Ha TOLMPPOTUYECKOI CTalNM, TOBBICU/IOCH
KayecTBO XKn3Hu naimeHtoB ¢ IIBX [19].

OpHaKo /10 HaCTOALIEr0 BpeMeHM BCe ellje OTCYTCTBYIOT
YeTKMe peKOMEHJAalNM 110 OlleHKe MUIeBOro CcTaTyca
9TOJ KaTeropny MaIyeHToB, B TOM 4}C/le Ha JOLMPpo-
tdeckoi craguu. Camu 6ompHblie I1BX qacTo cTpemsr-
€Sl MaKCUMaJIbHO OTPAaHUYUTH YIOTpebIeHne XUpPOB,
CHIDKAIOT PM3MYECKYIO HarPy3KYy.

JI71 cCBOeBpEMEHHOTO BBIAB/ICHNA M KOPPeKLMM Hapyllle-
HMI1 IMIIEBOTO CTaTyca BaXKHO IOHMMaHJEe MEXaHI3MOB
Pa3BUTHS SHEPTETIIECKOIT, 6€/IKOBOIT, BUTAMUHHOI 1 MI-
HepaIbHOI HEIOCTATOYHOCTY TTanust 60/mbHbX [1BX.

0co6eHHOCTH Hapg’l.l.IEHMI‘/'I nuieBoro cratyca
npu nepBUYHOM OUTMAPHOM XOJlaHIuTe

ITepBuyHbIl GUIMAPHBII XOMIAHTUT HA PaHHEN, TOLUpP-
pOTMYECKOI CTafgmy, KaK IMpaBUIO, IpOoTeKaeT bec-
CUMIITOMHO WM IIPOABIAETCA HecHelpudecKuMu
anmo6aMu Ha c1aboCThb, yTOMIIAEMOCTb, CHIDKEHME pa-
60TOCIOCOOHOCTH, OFHAKO yXKe Ha 9TOM JTalle PasBuU-
Tt 60/IE3HN OTMEYAIOTCsl HadajIbHble IPU3HAKI JHep-
FeTUYeCKOI HETOCTATOYHOCTH, TPebyIolyie KOPPEKIIIL.
ITo Mepe mporpeccupoBaHmsA OCHOBHOTO 3a60/eBaHNsA
U HapacTaHMA XOJIeCTa3a [OCTENIEHHO HapacTaeT I Iie-
YeHOYHO-K/IeTOYHasA HelOCTATOYHOCTDb, KOTOPas COIpO-
BOXJJA€TCA LIe/IBIM CIIEKTPOM HapyIIeHMI IUIIEBOTO
CTaTyca, B TOM 4YNC/Ie Pa3BUTIEM OelKOBO-3HepreTnde-
CKOJ HElOCTaTOYHOCTM.

[acTpo3HTeponorus

Jlekuim ana pa

ITpyYmHBI M MeXaHM3MBI PA3BUTHS HEJOCTATOYHOCTH

nuTaHuA y nanueHToB ¢ [IBX MHOrogakTOpHBI 1 YC/IOB-

HO MOTYT OBbITb pasfe/ieHbl Ha CeAYIoLue TPYIIIIbL:

= He0CTaTOYHOe IOCTYI/IeHNe HYTPUEeHTOB;

= HapyLIeHN: IlepeBapUBaHNA U BCachIBaHMA (CMHIPO-
MBI MaJIBIUTECTUN U MababCcopOym);

= IOBBIIIEHHAs CKOPOCTb MeTabommaMa (yCKOpEHHBII
KaTabomusM).

HE,U,OCTaTOLIHOG NOCTYNNEHNE MAKPO- N MUKPOHYTPUEHTOB
OpHuM M3 OCHOBHBIX (DaKTOPOB, CBS3aHHBIX C HEOCTA-
TOYHBIM NVTaHNEM, ABJISETCS CHIDKEHNe yIIoTpebIe s
Oy, 06YCIOBIEHHOE OUCIENTUIECKUMI SABTIEHUSMI,
XapakTepHbIMM 14 IIBX: TOIIHOTO, OIIyIeHNeM TA-
KeCTU B 3MMUTACTPUN IIOCTIe TpHeMa MUY, B3LYTUEM,
a Taxke crearopeeit. Ha ¢oHe JaHHBIX CUMITOMOB I1a-
IVIEHTBI CAMOCTOATENbHO OIPAaHNYMBAIOT PAI[VIOH IMTa-
HUS, OTAABas IpefIIOYTeHe JIETKOYCBOsSEMbIM POJYK-
TaM, IPUEMY NIV HeOOMbIIVMY IOPLMAMIY, IPOIYCKY
NpUEMOB IMINM NPU BO3HUKHOBEHUY TOLUIHOTHI WK
nuapeu. Hanbomnee yacTo orpaHMYMBaEMbIMU KOMIIO-
HEHTaMJl palyOHa SBJIAIOTCS MCTOYHMKY JXMPOB U3-3a
HOCTIERYIOMMX JUCIeITUIeCKNX siBIeHumit [20].
[unopexcnio, WiM CHV)KEHME alIeTUTa, CBSA3BIBAIOT
¢ pucHanmaHCcOM MEXLY OPEKCUTEHHBIMI V1 aHOPEKCUTEH-
HBIMU TOPMOHAMM, IJTABHBIM 00Pa30M CHIDKEHMEM KIIN-
PeHca XO/MenMCTOKMHIHA 1 JIENTHHA, a TaKKe IOBBIIIe-
HJIEM YPOBHSI BOCIIQ/INTETbHBIX IIUTOKMHOB, TAKMX KaK
¢baxTop Hekposa omyxonu anbda [21]. PaccTpoiicTBo
BKYCa, CHIDKEHNE WIM V3BpalleHue BOCIPUATIA HEKO-
TOPBIX BKYCOBBIX Pa3fpakuTeneil MOryT ObITh 00yC/IOB-
JIEHBI CYXOCTBIO U MI3MEHEHVSIMU MUKPOQIOPBI ITONTOCTH
pra. Jeduunt nyHKa MM MarHusi Tak)Xe MOXKeT BbI3-
BaTb JUCTeB3NI0 (PacCTPONCTBO BKYCa, XapaKTepU3YIo-
mieecs yTpaToll WM M3BpalljeHNieM BOCIPUATUA HEKO-
TOPBIX BKYCOBBIX pasapaxureneit) [13].

ITpu mexommencauuy IIBX ¢axTopamu, BHI3bIBAOIIN-
MU CHYDKeHIe TOTpeO/IeHNs KalIopHit, ABISIIOTCS paHHee
YYBCTBO CBITOCTH B PE3y/IbTaTe CXKATHA SKEMyKa BCTIeN -
CTBME acLIMTa VUM B3AyTUA KMBOTA M3-3a MI3MEHEHHOM
HepYCTANbTYKY KNIIEYHMKA, TIOPTaIbHAA TUIIEPTEH3 N,
KOTOpasi TAK)Ke CIIOCOOCTBYET CHIKEHNIO ITOTpebieH st
MUY, Hapyluas paccrnabieHne M MOTOPUKY JKeTyaKa
[21]. Kpome ToTO, ApyruMu daKTOpaMy, BINAIOLIMY
Ha HapylIeHMe paloHa NUTAHMNSA, ABIAIOTCA [UETHI
C HM3KVIM COfiep>KaHIeM COJIM M HeBKYCHBIe O/TIofia, fe-
TUYeCKye OTPaHMYEHNs BCIECTBME JIUTETbHBIX IIe-
PMOJOB TOCIINMTANMN3ALNU M KOTHUTUBHbIE HAPYIICHNS
BCIIE[ICTBME [TeYeHOYHOI aHIjedanonarun [22].

HapyLuenme nepeBapuBaHus 1 BCAcbIBaHUA MaKpo-

"l MUKPOHYTPUEHTOB

IlaHHbIit IIpoLiecc 06yC/IOB/IeH HECIIOCOOHOCTHIO KOMIIO-
HEHTOB Xe/IUJ JOCTUYb IIPOCBETa KUIIEYHNKA B JOCTATOY-
HOM KOJIIYeCTBe 11 00pa3oBaHys MULIE/UTL, HEOOXOIMMBIX
IUIs1 BCachIBaHys >Kupa. [1py 5ToM BO3HMKaeT Mababcopo-
LSt XKMpopacTBOpuMbIX ButaMnHoB (A, E, K, D), npuso-
pAmas K vx feduuuty. JucdyHKUMA BHYTPUIIPOCBETHOTO
I1eBapeHns 1 aKTUBaLuy (GepMEeHTOB IOfKETyL0YHO
KeJle3bl CIOCOOCTBYeT MPOrPecCypOBAHNIIO HETOCTATOY-
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HOCTH NIUTAHMS U PasBUTUIO HePUIUTHBIX COCTOSHII
[23]. Hapy1eHue npolieccoB SMy/Ibraliyy >KYpoB Ha GoHe
HPOTrPeCCHPYIOLIEro X0/ecTasa IPUBOIUT K HEJOCTATOY-
HOMY I'MIPOTIN3Y XXMPOB, VX YACTIHOMY [TepeBapUBAHMIO,
YCKOPEHHOMY TPAH3WUTY IO KUILEYHNKY ¥ PA3BUTHIO CTea-
TOpe. YXy/ilieHyie BHYTPUIIPOCBETHOTO 1 IPUCTEHOYHOTO
HMIeBape s, PasBMBAIOIIAsACA CTeaTOpest ClOCOOCTBY-
0T PasBUTHIO CHH/IPOMA M30BITOYHOTO GaKTepHUaIbHOrO
pocTa MUKpPOQIIOPEL, YTO YCyrybisieT ManbabcopOimio
HYTPUEHTOB I, KaK C/IeICTBIE, HAPYILIeHNe NIIeBOro CTa-
Tyca nanuenToB ¢ [IBX. CreaTopess cOBMeCTHO C pa3Bu-
BAIOILETICs GEIKOBO-9HEPreTNYECKOIl HE[IOCTATOYHOCTHIO
HPUBONNT K CHIDKEHMIO Beca IauyenTa. [Ipy mporpeccu-
pyrolLell HeTOCTaTOYHOCTY MIPOLIECCOB TTepeBaPUBAHIS
¥ BCACBIBAHNS MAKPO- U MUKPOHYTPUEHTOB, BOSHUKAIO-
1jelt 1o Mepe IPOrpecCupOBaHIA OCHOBHOTO 3ab0/eBa-
Hust, TpebyeTcs 06s13aTenbHast KOPPEKLVs paliioHa.

yCKOpeHVIe npouecco KaTabonmsma

IToBbIIeHHAsI CKOPOCTD MeTab0/IM3Ma IPOSIBIISETCS YKe
Ha HayaJIbHOM 9Talle 3a00jIeBaHMs B YCIOBUAX SHepre-
TUYECKOJ HelOCTATOYHOCTY uTaHus. B cBsA3M ¢ pocToM
HOTPeOHOCTM B IIIOKO3€ ITI0KO303aBUCUMBIX TKaHe!
M VUCTOLIEHNMEM 3aIacoB IJIMKOTeHa KOMIIEHCATOPHO
IIPOMCXOANUT AKTUBALNA NPOIECCOB ITTIOKOHEOTeHesa.
AKTUBaIMA MIPOLECCOB ITIMKOMM3A U TIMKOT€HOTeHe3a
y nanuenToB ¢ I1bX, a Takyke KoMIleHCaTOpHAs aKTUBa-
LA ITJIIOKOHeOoreHe3a MPUBOAAT K IPOTrpecCUpPOBAHNIO
6€/IKOBO-9HEPreTMYECKOI HETOCTATOYHOCTH [23].

BEIIKOBO'3HEPFETM'-IECKaﬂ He0CTATOYHOCTb

I[Ton 6enKOBO-9HEPreTUIeCKOi HEOCTATOUHOCTDIO IOf-
pasyMeBalOT COCTOsIHME, KOIfa MOTPeOHOCT B Oenke
/I SHEPIMY He MOTYT OBITh 0OeCIede bl UeTOl. ITOT
CHMHJIPOM Ha3bIBAIOT TaKXe a/IMMEHTAPHO ANCTpodUel
Wy TpoOIOTIIecKoit HeRocTaTouHOCThIO [23]. ITo Mepe
nporpeccupoBanus I1bX, conpoBokjalolierocsa Hefo-
CTaTOYHBIM IOCTYIUIEHMEM IMILEBBIX MHIPEJUEHTOB,
HapyIIeHNeM IIPOLeCCOB IIepeBapyBaHNA U BCACHIBAHNA
B KUIIEYHMKeE, IIPOVICXOAVT aKTUBAIVS IIPOIIeCCOB ITIVKO-
TeHO/MN3a M yTHeTeHMe IMMKoreHoreHe3a [23]. OcHoBHas
3ajja4a IJIMKOreHoMu3a (6MoXMMMYecKuii IpoLiece paciien-
JIEHMS TTIMKOTEHa [0 IJIFOKO3bI, IPEMMYIIECTBEHHO B Ile-
YeHM U MBIIIIIAX) COCTOUT B MOJIEP>KaHNM TIOCTOSTHHOTO
YPOBHSA IVIIOKO3BI B KPOBY. AKTMBAIVA IIPOLIECCOB TN~
KOTE€HO/M3a 3HAYUTETbHO CHIKaeT 3amachl INIMKOTeHa
B ITeYeHM, CIIOCOOCTBYs YCYTYOIEHUIO IPOLIECCOB HEp-
reTUYecKoll HeloCTaTOYHOCTH. [/IKoHeoreHes (1poljecc
CHUHTe32 IJIMKOT€Ha 13 ITIIOKO3BI 711 CO3/IaHNA SHepreTIye-
CKOTO pe3epBa) IPOUCXOUT BO BCEX TKAHSX, B OCHOBHOM
B IeveHy ¥ Mblniax. [Ipu atom obpasyrommiics B mede-
HJI [JIMKOT€H SIB/ISETCS SHEPreTUYECKNM CYOCTPaTOM IS
BCEX OPraHOB U TKaHell, @ I/IMKOI'€H MBIIII] JICIIONb3yeTCA
TOJIBKO JIJISl CBOMX HYXK[]. YTHETEHIE ITPOLIECCOB IIMKOHEO-
reHesa MPeNATCTBYeT BOCIONTHEHNIO aKTUBHO pacxofpye-
MOTO [JIMKOT€Ha, YCYTYO/Is1s1 pa3sBUBAIOLIYIOCS SHEpreTiye-
CKYIO HEIOCTATOYHOCTb.

Takum o6pasom, faxe HadanbHble cTapuu [1BX acconn-
VIPOBAHBI C IIOCTEIIEHHBIM CHYDKEHVEM 3aI1acoB I/IMKOTeHa
BCJIENICTBIE aKTVBALIVY TJIMKOTEHOIN3a U 3aMeJJIeHIAS TN -

KoreHoreHe3a. Hada/ibHble IIPOSIBIIEHNSI 9HEPreTIYeCKOI
HEJOCTATOYHOCTY HeCIeQuuHbI U XapaKTepU3yoTCs
HapacTarolleli c1abocTbio, OBICTPOIl YTOMIAEMOCTBIO,
CHIDKeHMeM paborocriocobHocTn. IIpu aTom acrenmde-
CKuit cuHApoM Y manyeHToB ¢ [IBX 6osee BbIpaXkeH, deM
IIpY APYIMX XPOHWYECKUX 3aboeBaHmsX medeHn [23].
ITporpeccuBHBIiT pOCT MOTPEGHOCTH B ITIFOKO3€ ITIFOKO30-
3aBMCHMBIX TKaHell IPY UCTOLIEHNN 3aIIacOB ITIMKOTeHa
KOMIIEHCATOPHO aKTHBUPYET IPOLIECCh [IIOKOHEOTeHesa.
[mrokoHeoreHe3 IpefcTaBisieT co60il MeTaboMuecKuit
IyTh, IPUBORALINI K 06PAa30BaHNUIO I/IOKO3BI U3 He-
YITIEBOSHBIX COENVHEHMI ([IPEeVMYIECTBEHHO B II€Ye-
HM, KOPKOBOM BellleCTBe MOYeK U CTIM3UCTON 060m0uKe
KulreqHuKa). [Ipy 3ToM mpepiecTBEHHIKAMI TIIOKO3bI
B IIpoIleccax IIIOKOHEeOreHe3a CTAHOBATCA TaKye COely-
HEHIsI, KaK JIAKTAT, IIMPyBaT, IIMLEpPOrI, 06pasyomuecs
B IIpoliecce TMAPO/N3a KUPOB aUIIOLNTOB VI aMIHO-
KUCTIOT 6€/IKOB MBIIIeYHOIT TKaHM. Takum o6pasom, gedu-
LIAT ITIMKOT€HA U ITIFOKO3bI B OpranusMe nanyeHTos ¢ [IBX
BBI3BIBAET YCIJIEHNE KAaTabOo/MM3Ma MBIIIEYHBIX Oe/IKOB.
ITpy aToM GamaHC MeXXAY CUHTE30M M [ierpajjaliyieil Mbl-
IIeYHOro Oefka HapyIIaeTcs, YTO IPUBOJUT K PasBUTHIO
CapKOIEHNUY, WM aTPOGUI MBIIIII].

CapkoneHns XapaKTepM3yeTCsl YTPaTOil MbILIIEYHO
MAcCChI U MBILIIEYHOI CUIBL C YBE/IMYEHIEM PICKa Hebma-
TOLPYISITHBIX COOBITHIT, TAKMX KaK HapyLIeHNe HOIBIIK-
HOCTH, YXYZALICHMe KadecTBa XXM3HU MM CMepPTh [24].
Bbifienstor nepBUYHYIO (CTapYecKyIo CapKOIEHNIO) U BTO-
PUYHYIO, TO/IMATUOIOTNYECKYIO, BOSHUKAIOIYIO IIPK TA-
XKeJIol coMarydeckol maronoryy. CapKoneHys 60/IbHBIX
ITBX xnaccuuuympyetcs Kak BropuyHad. Knnuudeckne
HPOsB/IEHNs CAPKONEHUM HOCAT HecHelnpUIecKuit xa-
paKTep, KaK IPaBIIO, STO IIOBBIILIEHHAs! YTOM/IIEMOCTb,
MblIlIeYHast CTAbOCTD, CHIDKEHNE TOIEPAHTHOCTH K (usm-
YeCcKMM HarpyskaM. JIMarHoCTyKa CapKOIIEHH TIOfpasy-
MeBaeT OLIeHKY (YHKIMOHATIBHON PabOTOCIIOCOOHOCTH,
MBIIIEYHOI MacChl ¥ CUJIbI MalieHTa. CapKOIIeHMs MOXKET
CUMUTATCS YCTAHOB/IEHHOJ IIPY YC/IOBUY CHYDKEHVST MBbI-
IIEYHON CUJIBI B COYETAaHMUM C MOTEPEN MBIIIEYHOM MaCChI
u/v QYHKIVIOHATIBHOI paboTOCIIOCOOHOCTH [25].

JI7151 OLIeHKM MBIILICYHOJ CH/IBI KaK Ha STalle JUarHOCTH-
KI1, TaK U Ha 3Tale KOPPeKI[UM CApKOIEHNN VICTIONb3YIOT
MeTOJ, KICTeBol AuHaMoMeTpun. CHIDKeHue IToKa3aTeres,
IHO/TyYeHHbIX TIPY [IPOBEIEHNN KVICTEBOI AMHAMOMETPIL,
CBUIETETIbCTBYET O PA3BUTHN ieUIITA CYIIBI M, KaK CTIef-
CTBMe, HM3KOTI PM3MUeCcKOlt aKTYBHOCTY NTaLueHTa [26, 27].
VsmeneHye cybl ¥ QYHKLVM 3aILICThst MOYKET IOB/IMATD
Ha CIIOCOOHOCTY BEPXHIX KOHEYHOCTEI! I, CTIEJOBATE/IBHO,
Ha Ka4eCTBO JKVM3HI MALMEHTOB. MBILIEYHY0 Maccy [o-
IIYCTVIMO OLIEHVBATh C VICIIONIb30BaHMEM AHTPOIIOMETPINL,
KOMIIBIOTEPHOI ToMOrpady, OVOMMITETAHCHOTO aHaJIN3a,
MAarHUTHO-Pe30HaHCHON ToMorpadum 1 ABYyX(OTOHHOII
peHTreHOBCKOI abcopbrmomerpun. CaMbIM IPOCTHIM
¥ JOCTYIIHBIM METOJOM SIB/ISIETCSI aHTporoMeTpust [28]:
B pa3paboTaHHble (POPMYIbI 3aHOCATCS Pe3Y/IbTaThl M3Me-
PEHVIA TOTILIVHBI KOXKHBIX CKJIJIOK M OKPY>KHOCTeII 4erioBe-
Ka (rormeHu, Oefipa, 1ieya, IpeAIrIeYbst) M BHICUNTHIBAETCS
k03¢ puument. Hanbosee mpocTsIM 1 pacpoCTpaHeHHbIM
MHCTPYMEHT/IbHBIM METOOM OLIEHKVI COCTABa TeJIa SIB/Is-
eTcsi GronMItefaHCHbIT aHa/m3. K mpenmyiiectBam Metona
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OTHOCATCS] HeHBA3VBHOCTD, A TAKKe IIMPOKas IpaKTIJe-
CKas IpUMeH:AeMOCTb. KoMOMHaIsa aHTponoMeTpuiecko-
TO ¥ 6MOMMITETaHCHOTO METOfIa OLIEHKY MBILIIEYHOJ MacChl
Te/Ia sIB/ISIETCA Haubo/lee JOCTOBEPHOII 1 HOCTYIHOIL IIpo-
TpeccHpYIOLIas capKOIleHNA YXyAIIaeT IPOTHO3 U OKa3bl-
BaeT HeTaTVMBHOE B/IVIAHVE Ha Ka4eCTBO JKM3HM ITAIVIEHTOB
C IePBIYHBIM OM/IMaPHBIM XO/IAHTHTOM, ee CBOeBpeMeHHast
IVIATHOCTMKA HeoOXoauMa Ha IIPOTHKEHUN BCero 3abore-
BaHNA Iy BO3MOYKHOCTY CBOEBPEMEHHOI KOPPEKIINIL

leduuut HesameHMMbIX aMUHOKNCNOT
C pa3BeTB/EHHOI Lienblo

ITpn meduunTe He3aMEHMMBIX AMUHOKICTIOT C Pa3BeTB-
nenHoit 1enbio (anra. branched-chain amino acids,
BCAA) Heo6xoammo yie/siTh 0cob60e BHUMAHME IIAllNeH-
tam ¢ X3II, B vactHOCTH ¢ IIBX. BCAA WrparoT BaXXHYIO
POTIb B Ilepefjade CUTHAIOB J/IS CHTe3a IIPOTENHOB Yepe3
mTOR, ABIAIOTCA He3aMEHMMBIMU aMMHOKMCIIOTAMU
M K/IIOYeBbIMY KOMIIOHEHTaMI B crHTe3e OenkoB. Hedu-
T BCAA IprBOANT He TOMBKO K HEFOCTAaTKY KOMIIOHEH-
TOB /I CMHTe3a OeJIKa, HO Y K HapyIIEHWIO €T0 Pery/LLum
[29, 30]. Deduimr BCAA y narmenTos ¢ X311, B yacTHOCTH
npy LI, cBA3aH C IOBbILIEHHBIM MeTab0NMM3MOM aMMIaKa
B CKEJIETHBIX MBIIIIAX. Y 3I0POBBIX JIIOMIEN IIPUMEPHO I10-
JIOBMHA aMMJaKa MeTaboIM3UPYeTCs B IIeYeHN, B TO BpeMs
Kax JIpyras IIO/IOBMHA — B CKeJIETHBIX MBIIIIIAX B I[VKJIE
npeo6pasoBaHUsA IITyTaMaTa B IIyTaMUH. Y MaI[IEHTOB
¢ IIT ctoco6HOCTb K AeTOKCUKALMM aMMMaKa CHIDKeHa
13-3a IIPOTPECCUPYIOLIEN TIE€Y€HOYHON HEJOCTaTOYHOCTH,
YTO MepeHAIpaB/sieT Ipolecc MeTabomm3Ma aMMuaKa
IO ITy TV JAHHOTO ITPOLIeCca B CKeIeTHBIX MBIIIIIIAX, I7ie BO3-
HIKaeT OBbILIeHHas1 HoTpe6HOCTh B BCAA. Takum o6pa-
30M, BO3HMKAIOLMIT HA OHE OBBIIIEHHOTO IIOTPebIeH st
ne¢urmt BCAA cioco6CTBYyeT Iporpeccupyrolert rumep-
aMMOHVIEMUN 1, KaK CIeACTBME, Pa3BUTUIO IIeYEHOYHON
sHIe¢aIoIaTIIL.

Hapywenusa nunuaHoro o6meHa

IIpm IIBX runepnunupeMus BoIABAAETCA ¥ 75-95%
mareHToB [31]. Ilpu xonectase CHMKAETCST CeKpeLus
JKETYHBIX KUCTIOT, MX CUHTE3, YTO NPUBOAUT K Hapylle-
HUIO PeTY/LAIMM CUHTe3a XolecTepyuHa B nedenu. [lo-
BBHILIIEH)E YPOBHSA XO/NeCTepPMHA B OCHOBHOM CBS3aHO
¢ munonporerHoM X (LpX), KOTOpbIil HAXOAUTCA B A1a-
ma3oHe xoectepuHa Huskoi mwotrHoctu (JIITHIT), a du-
3M9eCKMit pasMep — B AMaIa30He IMIIONPOTENHOB OYeHb
uuskou wrornoctu (JINOHII) [31].
InnepxomectepreMus: 6bUta MEeHTNGUIMPOBAHA KaK
OCHOBHOI1 (haKTOp prcKa 3a60/IeBAEMOCTH 1 CMEPTHOCTH
OT aTepOCKIePOTUYECKIX 3a00/IeBaHNIT, OHAKO IIPUYVIHA,
110 KoTOpoit y manuenToB ¢ IIBX He HabmonaeTcs yBemm-
YeHVsI PUCKA CePIeYHO-COCYAUCTBIX COOBITHIL, HECMOTPS
Ha TUITepXO/IeCTePUHEMIIO, OCTAETCS HeM3BECTHOIL
Cuaurtaetcs, uyTo LpX He 06/1agaeT BHICOKOI aT€pOTeHHO-
CTBIO U Ha CaMOM Jie/le MOXKeT CHYDKATbh PUCK pa3BUTUA
arepockieposa [3]. LpX cHmaeT aTepOreHHOCTDb XO-
necrepuna JIITHII, npegorspamas okucnenne JIITHII,
U 3TO IO3BOJIAET IPENTIONIOKNTD, 4TO LpX MOKeT 3amiu-
IIaTh L[eJIOCTHOCTD SHAOTENNANIbHBIX KIETOK IIPY HaJlu-
4y runepxonecrepuHeMnn [32].

[acTpo3HTeponorus

Jlekuim ana pa

Kpowme Toro, B pe3ynbTaTe HOCTENEHHOI yTPAThI peLIeNTO-
pos JIITHII B ne4enn, KoTopast COOTBETCTBYET TAXKECTH 3a-
6oeBaHs, IPOUCXONUT CHIDKEHME KIMpeHca TelaToLM-
TaMI U, CTIeNOBAaTENbHO, yBenudeHre yposs JITTHIT [32].
KommeHcannoHHble MexaHI3MbI HEOOXOAMMBI IS 3a-
IIMTHI XM3HEHHO Ba’KHBIX OPTaHOB, HYXHAIOMNXCH
B ITOBBIIICHHOM NOTpeb/IeHnu sHeprun (Mo3r, ceppied-
Has MBIIILA, SPUTPOLUTEL U AP.), OT HepULUTa SHep-
ruu u 06ecHednBaOTCsA NMyTeM IepepacHpee/eHns
IUTACTUYECKMX U 9HepreTudecknx pecypcos [33]. Oc-
HOBHBIM MeXaHI3MOM KOMIIEHCAllMM SBJIAETCA MOOU-
NMM3aLNs SHEPTOpecypcoB >XMpoBoi TKaHu. JKupHble
KICTIOTBI CTAaHOBSATCS BaKHBIMU CyOCTpaTaMU AJIs BBI-
paboTKu sHepruy. BemencTBye yCKOpEHMsI IPOLeCCOB
[-OKucIeHns XUPHBIX KUCTOT HAGMIO[AeTCst IIporpec-
cUpyiollee YMeHbIIEHME 3aIIacOB JXIPa B OPTaHM3Me
nanyeHToB ¢ [1BX [34, 35]. AkTuBalusA JaHHBIX IPO-
[IeCCOB ¥ IIPOrpeccupylolas MOTepsl Beca MPOUCXOTAT
IIOCTeIIeHHO II0 Mepe HapacTaHMA XojlecTasa. Y Ha-
nrenToB ¢ I[IBX HabmiofaeTcs MOBbIILIEHNE COfEpKa-
HUA NaJIbMUTVHOBON M OJIEMHOBON >XMPHBIX KMUCIIOT,
HPeNCTaBIARINX 06071 KOMIOHEHTH (HOCHOMNITIIOB
xemun. [TpefcTaBieHHbIe XXMPHbIE KMCIOTHL Y4aCTBYIOT
B 06pa3oBaHNM MULIE/UIPHO-TAMEUIIPHBIX CTPYKTYP,
cocrosux u3 GochonunmuoB, XonecTepona u >Kemd-
HBIX KICTIOT. [IoBbIIIeHNe cofiep)KaHys B I/Ia3Me KpPOBU
nanuenTos ¢ [IbX nmaapMuTIHOBOI U ON€MHOBOI XUP-
HBIX KICJIOT, a TaKXe XojecTepona u Gochoannmumos
HOCUT KOMIIEHCATOPHBIN XapaKTep BCENCTBIE HENTpa-
MU3aLNN BeTePTeHTHOTO [eVICTBUA XKeMIHBIX KUC/IOT.
[ToBblmeHNe comep>KaHMs B IIa3Me KPOBY BBIIIEyKa-
3aHHBIX COeMHEHNI IPOUCXOANT IIPONOPIMOHATBHO
HapacTaHUIO X0JIecTasa.

[Tpy noBbIeHHOM CHMHTe3e GOCHONUNNOB B OTBET
Ha [OBBILIEHVIE COAEPXKAHNS XKETIHBIX KICIOT Tpeby-
eTCsl KpOMe OJIeMHOBOJ M IaJIbMUTVHOBON >KMPHBIX
KJCIIOT JOCTaTOYHOE cofepkanus oprodocdara [22].
VIMeHHO 10 3TOV NMpUYMHE Y)K€ Ha PAaHHUX CTafuAX
pasBuTuA 3ab60/1eBaHMA IIPOUCXOAUT IOBBINICHNE
aKTMBHOCTM Ie4eHOYHOI (ppakuuy menodHoit ¢poc-
daTaspl 1 5-HYK/I€OTUAA3HI, YTO, B YACTHOCTH, YKa-
3pIBaeT Ha HapyueHus obmena ¢ocdopa. [Janusie
(bepMeHTHI YUacTBYIOT B ruponuse pochomMoHospu-
poB c obpasoBannem oprodocdara, UCIONIb3YEMOrO
B KaueCTBe OCHOBHOI'O KOMIIOHEHTa [Ig OMOCUHTe3a
bochomumupos. [Ina nanuentos ¢ IIBX xapakrepHo
AMUTeNbHOE IpOorpeccupyollee MOBBIIICHNE YPOBHSA
XO0J/IeCTepOosIa, YTO IMPUBOAUT K 0O6Pa3OBAHMIO KCAH-
Te/la3M — ONMHOYHBIX VI MHOXeCTBEHHBIX JKeJITO-
BAaTBIX OJIAIIEK, YacTO JIOKAaJIM30BaHHBIX Ha BeKax
M BOKPYT I71a3. IIpy 3TOM IOBBILIEHHBIN YPOBEHD XO-
JlecTeposa HapsiAy C MoBbILIeHNEM (oCHOMUNULOB
obecneunBaeT HEMTPANN3ALUIO TETEPTEHTHOTO [eli-
CTBMsI KETYHBIX KUCIOT U He CIIOCOOCTBYET IOBBIIIIe-
HUIO PUCKA Pa3BUTHUA aTepOCKIepo3a.

TakuMm o6pasoM, MeXaHU3M T'UIIEPXONeCTepUHEMUN
y manuenTtoB ¢ [1BX Hocut crennduyeckuit xapaxrep
(ppaxunms JITIBII mpeobnamaer Hax dpakumert JITTHIT
n JITTOHII u, xak mpaBuIo, He CIIOCOOCTBYET PUCKY cep-
Ie4HO-COCYAMUCTBIX OCTIOKHeHMII) [36].
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Lin Ang Bpauei

HepoctaTounoctb ¥npopacTBOpUMbIX BUTAMUHOB

JKemunble KMCIOTHI UTPAIOT BXXHYIO B PO/Ib B abcOpOImm
KMPOPACTBOPYMMBIX BUTaMIHOB, 06ecIIeunBas BKIIOUeHe
>KVMPOPACTBOPMMBIX BUTAMIHOB B COCTAB JINTIONITHO-KeMd-
HbIX KOMIUIEKCOB [/Isl TPAHCIIOPTUPOBKY VX B SHTEPOLIT.
ITpu 3TOM HeJOCTATOYHOE HMOCTYIUIEHUE B KUIIEYHMK
KEJTYHBIX KVUC/IOT IIPY XO/TecTase IMIPUBOINT K CHVDKEHVIO
BCaChIBaHMA >KMPOPACTBOPUMBIX BUTAMIHOB U PasBUTHIO
BUTaMUHHON HemocTtatouHoctn [37]. Hegocrarounoe mo-
CTYIUIeHNE XKeTIHBIX KIICTIOT MMeeT MeCTO y)Ke Ha paHHUX
CTajAX 3a00/eBaHNA, OHAKO KIVHIYeCKye IPOSABICHNA
meduiyTa XIPOPACTBOPUMBIX BUTAMUHOB Pa3BUBAIOT-
€5 TOpasfio Mo3xKe 6/1arofapst MX CIOCOGHOCTY IETIOHNPO-
BaThbCs B opranusme. Kpome toro, HeKOTopble SKIPOPacTBO-
pVIMble BUTaMMUHBI MOTYT CMHTE3VPOBATbCA B OpraHu3Me.
Tax, Butamus D cuHTe3upyeTcs U3 xonecreposna oz, BO3-
pevicteyeM YO-myders, a Butamus K cuHTesupyerca Mu-
Kkpodiopoit Toncroro kuieynnka. OFHAKO 110 Mepe IIpo-
IPeCCpOBAHMS TIeIeHOYHO-KIETOYHOI HEeTOCTATOYHOCTI
HeVIVT STUX BUTAMIHOB TaK)Ke BO3HUKAET Y>Ke B pe3yJib-
TaTe HapyLIEeHNMA IPOLIECCOB MX MeTabo//3Ma B IIeYeH.
ITo pesynpratam mccnepoBanus J.R. Phillips u coasr.
(2001), momns maumeHTOB ¢ KeUIUTOM BUTAMUHOB A, D,
E wmm K npu I1BX cocrasuna 33,5; 13,2; 1,9 u 7,8% coort-
BETCTBEHHO [38].

Bumamurom A HasbIBAIOT IPYIITY M3OIPEHONUIOB, BK/THOYAs
PETUHOJI, €ro MeTabONUTBI PETHHAIb U PETUHOEBYIO KIC-
70Ty, 9pUpPbl PETHHO/MA — PETUHNMIALIETAT, PETUHN/IIIAIIb-
MHUTaT U fp. Butammu A B muIneBbIX IPOFYKTaX MIPUCYT-
CTBYeT KakK B Byjie 3QMpOB, TaK I B BUJe IPOBUTAMIHOB
anbga-6era-raMMa-KapOTHHOB, KPUNITOKCAHTVHA U JIp.
Merabomueckrie GyHKIMY BUTaMIHA A B CeTUaTKe I71a3a
0becrevnBaoTCs PETVHONOM U PETUHATIEM, @ B OCTA/IbHBIX
OpraHax — peTMHOeBOl kucnoroit [39]. Butamun A urpa-
eT porb B obecriedeHnyl TeMHOBOI apanranym. ITpu rumo-
BUTaMMHO3€e BUTaMIHa A HaOJIOfjaeTcs JeCcTpyKLus Ha-
JI0UeK, PasBUBAETCS HAPYIIEHNEe CYMEePeYHOTO U HOYHOTO
3penus. IIpu BBIpaKeHHOM fleuLiTe MOXKET M3MEHNUTBCS
U IIBETOBOE 3peHe BC/IeACTBYE HapyIeHyA QyHKINY KOJI-
60ueK, KOTOpbIe COfiepXKaT HeOOMbILIOe KOMIECTBO BUTA-
muHa A. Ilpu nedunute BuTaMmHa A IPOUCXOFUT Kepa-
TUHU3ALV XKeJIe3VCTOTO SMUTENMNA Pas/INYHbIX OPTaHoOB,
YTO HApyIIaeT UX (PYHKLMIO, IOCKOIbKY BUTaMUH A yda-
CTBYeT B Iponeccax Ay depeHIpOBKY SIUTeMaTbHBIX
KJIeTOK, OCOOEHHO SIIMJIEPMICA M JKeNe3UCTOTO SMUTEINA,
BBIPabaTBIBAIOIETO CIIM3NUCTBIN ceKpeT. Tak, oporoenye
SMNUTETNS CTIE3HBIX IIPOTOKOB IIPUBONUT K PasBUTHUIO KCe-
podranpMun, TUIIEPKePaTO3 CIM3UCTON PTa CLIOCOOCTBYeT
HapyIIEeHNIO IVIIeBapeHys B poToBoit monoctu. I1pn pe-
¢uryTe BUTaMMHA A HaOTIONAIOTCA TUIIEPKePATO3 KOXKHBIX
HIOKPOBOB, MOSAB/IEHIIE TPELIVH KOXU, HapyIeHue paboThl
CaJIbHBIX JKeTIes.

Buramyu A obmafiaeT UMMYHOCTUMY/TUPYIOLMM AeICTBI-
€M BCTIICTBIE YKOpOUeHA Ipoudeparym mmMQonuTos
u akTuBM3anym ¢aronmrosa. Kpome toro, Buramus A He-
06XOfIIM /I CMHTe3a XOHIPOUTHHCYNIb()ATOB KOCTHOI
U IPYTUX BUMIOB COEAMHNUTEILHON TKaHM, TIPY ero Aeduiiu-
Te HapylIaeTcs pocT KocTeil. OTMeYaloTcs TakKe aHTUOK-
CUJAHTHbBIE CBOJICTBA BUTaMMHA A 11 KapOTUHOKUT0B. MeTa-
607113M, B 9aCTHOCTI abcopOLys BUTaMUHA A, BO3MOXKEH

TONBKO IpY 3G PeKTUBHOM (PYHKIMOHUPOBAHUY SHTEPO-
TelaTiYecKoil IVPKY/IALMY >KeMYHBIX KUCIOT 1 00pa3o-
BaHUM JIMIIOVNTHO-XXETIHBIX MULIEIIPHO-TTaMETIIPHBIX
CTPyKTYp B Kuteunuke. [TporpeccupoBanye Manbabcop6-
11y Ha (pOHe BHIPOKEHHOTO XO/IeCTa3a MOXKET IIPUBOANTD
K CHVDKEHVIIO BCAChIBAHISI BUTAMIHA A B KUIIIEYHIIKE, UTO,
B CBOIO O4epefib, IIPYBORUT K CHIDKEHMIO YPOBHA PETHHO-
7a B CbIBOpOTKe KpoBu. Ha cTajiuu mmedeHoYHO-K/IeTOYHOI!
HeJI0CTaTOYHOCTH TIPOUCXONNUT HapYLIeHNe CYHTe3a PeTH-
HOJICBs3BbIBAOIIero Oenka remarormramu [40]. Cpemy sxu-
POPacTBOPUMBIX BUTAMIHOB fie(UIUT BUTaMIHa A BCTpe-
yaeTcsa Hambosee 9acto [41].
Kmunideckye nposiBiieHNs ITMIIOBUTAMMHO3a A
= CYXOCTb KOXI, TMIIEPKepaTo3 JIOKTeil U KOJleHelt, (or-
JIMKYJIAPHBIA TUIIEPKEPATO3, PELVIVMBYPYIOLE THOM-
HIYKOBBIE IIOPKEHIIST KOKI;
® IIOBBILICHVE OOTIEBON U TeMIIePaTyPHOI IyBCTBUTENb-
HOCTH;
= CYXOCTb, IOMKOCTb, BbIITajieH/e BOJIOC, IOMKOCTb HOT-
Te;
= HapylleHUe TeMHOBOII ajjanTanuiu, Onedapurt, kcepod-
TaJIbMIL;
= HapyllleHNe MMMYHUTETa, CKIOHHOCTb K MH(EKIIMOH-
HBIM 320071eBaHAM;
= IOBBIUIEHVE PIUCKA KAaMHEOOpPAa3OBaHMSI B IOYKAX
V1 5KETYHOM ITy3BIpe;
= HapylleHue MeTabonusMa enesa (BUTAMUH A CTHMY-
JIMPYeT CUHTe3 SPUTPOIIOITHHA).
ITuirieBbIMY MICTOYHVKAMM BUTAMMHA A SIB/ITIOTCS IIPOTYK-
TBI XKMBOTHOTO IIPOVMCXOKICHMSA, B YaCTHOCTY IIE€YeHb, XKeJl-
TOK IViL1a, CIMBOYHOE MAaC/IO, TBEp/ible ChIpbL. bera-kapoTnu
COJIEP>KUTCST B OCHOBHOM B ITPOJIYKTaX PAaCcTUTETBHOTO IPO-
MICXOXKIEHMs, B YACTHOCTU B KPACHO-OPAHIKEBBIX OBOILAX
U IUTOIAX, 3€TICHI.
Bumamun D — XypopacTBOPUMBIiA BUTAMIH, OCHOBHBIMU
IPeNCTaBUTE/LIMI KOTOPOTO SAB/IAITCS 3PTOKaIbLepor
(D,) u xonexanbuudepon (D,), - urpaeT sHaYNTENbHYIO
ponb B hochOopHO-KaIbLeBOM 0OMeHe, TIOALEP>KUBAET
HOPMA/IbHBIII YPOBEHb Ka/IbLIVSL, CIIOCOOCTBYET 3[0POBOMY
PasBUTHIO KOCTHOV TKaHM. [ToMMMO cBO€i 0CHOBHOII poin
B roffiepxaHny GocOopHO-KasIbIVEBOTO 0OOMEHa OKa3bl-
BaeT B/IMSIHIE Ha POCT 1 1 depeHIIPOBKY KIETOK, B TOM
4IIC/Ie IMMYHHOI CUCTEMBL.
Ormpepeniena cBsI3b MEXAy IporpeccupoBanneM ¢pudposa
IIpY XPOHMYECKVIX 3a00/IeBaHVISAX ITeYeHN U TeDUIITOM BI-
TamMyHa D ¢ yd4eToM aKTMBHOCTH JAHHOTO TIpoliecca 1 MIy-
POKOIT PacIIpOCTPaHEHHOCTY HEIOCTATOYHOCTY BUTAMIHA
D mpy XpOHMYECKVX 3a00/IeBaHNISIX TIE€IEHIL.
A6cop6iist mieBoro ButaMuHa D IIPOMCXORNUT B IIPOK-
CUMAaJIBHOM OT/ie/Ie TOHKOJI KUK/ B COCTaBe XMIOMUKPO-
HOB. JlanbHeliIas TpaHCIIOPTUPOBKa BUTaMuHa D B me-
YeHb V1 )KMPOBYIO TKaHb OCYIIeCTB/IsAeTCs D-CBA3BIBAIOIINM
anbda-1-r106yIMHOM.
CrerleHb BCacbIBaHMA 3aBUCUT OT KOJIMYECTBA BbIe/LAe-
MOV JKeIT4yl U pe3KO HapyIIaeTcs mpy Xonecrase. B xposu
6orblIIas 4acTb BUTaMIHA HAXONUTCS B CBA3AHHOI (opMe,
a potfecc 06pasoBaHMs AKTUBHBIX popM BuTamuHa D He-
HOCPEICTBEHHO IIPOUCXOANT B K/IETKAX IeYeHN U IOYeK.
ITpw I1BX Ha ¢oHe IporpeccUpyIoLIero XonecTasa Ipouc-
XOIMT HapylleHue IPOLeCCOB BCachIBaHNs BUTaMyHa D,
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a 0 Mepe pasBUTUA NEYEHOYHO-KJIETOYHON HeJoCTa-

TOYHOCTY IIOCTEIIEHHO PasBUBAETCA IPOTPecCUpPYIOIINI

IedUINT TIpeAlIecTBeHHNKA aKTUBHON (OPMBI BUTaMMU-

Ha D - Kanpuuamosa, YTo IPUBOAUT K OCTEOAUCTPOGUIL,

COIIPOBOXK/IAIOLIENICS OCTEOIIEHNEN.

OcTeorneHys AB/IACTCA IPUSHAHHBIM OCTIOKHEHVEM XOJle-

CTaTH4YecKMX 3a00/meBaHMil IeYeHN C PacIIpOCTPaHEeHHO-

cTbi0 0T 10 1m0 56%, B 3aBMCUMMOCTM OT CTaUl PasBUTHUA

3aboneBanus [42]. IlepBudHbIl GMIMAPHDII XOTAHTUT

SBJIAETCA COCTOSHMEM, BBI3BIBAIOMIVIM OCTEOHEHMUIO Yallle,

4yeM ApyIue XpOHUYecK1e 3aboieBaHus IedeHy [43-46],

YTO K/IMHMYECKY IPOSBIAETCS PasBUTUEM IPU3HAKOB

ocreoroposa [39].

ITpu peduumre Butammua D y B3pocmbix dpopmupyercst

0CTeOMaJIALYLA, IIPU 3TOM Ha (POHe IIPOrpeccupyIoLel 1Io-

Tepy KaJIbLV KOCTHOV TKaHBIO BO3MO>KHO Pa3BUTIE 9KTO-

MYECKON KalbIMpUKAM APYTUX TKaHell, B 4aCTHOCTU

apTepuii 1 IOYeK.

CyrouHas moTpe6HOCTb B BuTaMyHe D cocrapser 400 ME

(10 mMxr/cyT).

ITyneBbIMY MCTOYHMKAMY BUTaMuHa D ABILAI0TCA TPORYK-

TbI )KIBOTHOTO IIPOMCXOXIEHA, TaKVe KaK )KUP U3 IIeYeHn

PbIO ¥ MOPCKUX YXKMBOTHbIX, XXMPHbIE COPTa PHIOBI, MKPa,

KE/ITKM SILI, Mac/lo, CMeTaHa XXUPHOCTbIO 20-30%, clMBKK

>KUpHOCTBIO 10-20% [39].

Bumamun K — 310 >XMpOpPacTBOPUMBII BUTAMIH, UTParo-

[T BaYKHYIO POTIb B MPOLIECCaX CBEPTHIBAEMOCTY KPOB,

a TaKoKe POpMUPOBAHUY KOCTHOI TKanu. Buramuu K sB-

JI€TCsL KOPEePMEHTOM MMUKPOCOMA/IbHBIX (PepPMEHTOB ITe-

YeH, OCYILIECTB/LAIOLIVX FaMMa-KapOOKCHINPOBaHe TTy-

TaMMHOBOV KMC/IOTBI B cOCTaBe OenKkoBoii iery. braropaps

ydactyio BuTaMyuHa K B peakipax raMmma-KapOOKCHINpo-

BaHUs1 6eNKOB 00€eCIIeunBaeTCsI IOCTTPAHCIALIVIOHHAST MO-

IUKALS COOTBETCTBYIOLINX OE/IKOB:

1) pakTOpOB CBepTHIBaHNA KpOBU B IevyeHu: ¢pakropa IX
(Kpucrmaca), pakropa X (Crioapra), IpOKOHBepTIHA
(¢daxrop VII), mporpombuna (daxrop II);

2) 6€71KOB KOCTHOJ TKaHY, HATIPUMEP OCTEOKA/TbLIVHA;

3) mporenHa C 11 S, y4acTBYIOLIMX B pabOTe aHTMCBEPThIBa-
IOLLEV CUICTEMBI KPOBIL.

B mpopykrax mutanyA ButamyH K IpucyTcTByeT B TpeX ak-

TUBHBIX (opmax: GpunoxuHoH (ButamuH K, ), MeHaxuHoH

(Buramun K,) n menagmon (Butamus K,) [47].

Buramuu K| mocrymaer B opraHusm npu ynotpebnenun

HPONYKTOB PaCTUTEIBHOTO IIPOUCXOXK/ICHNSA, B YACTHOCTH

PaCTUTENTbHBIX MaceyI ¥ 3e/IeHbIX JIVICTOBBIX OBOLIE, TaKMX

KaK KaITyCTa, LIMNMHAT, @ TakoKe 13 OPOKKOMN, THIKBBL Bu-

TaMyH K, MOXXHO MOTy4UTh TPV YHOTpeO/IeHnM POTyK-

TOB >KBOTHOTO IIPOVCXOXK/ICHIA, B YaCTHOCTU (hepMeH-

TMPOBAHHBIX MOJIOYHBIX IIPORYKTOB, TaKye KaK ChIp VN

KICTIOMO/IOYHBIE IPOAYKTBI, @ TaKXke (epMEHTNPOBAHHBIE

COeBble POIYKTBI, B YACTHOCTY 60651 HaTTO. IToMiMO 110-

CTyIUTeHUs1 ¢ mmiest, ButamuH K cuHTe3upyeTcs MuKpo-

¢ropoit kumeyHyka. XpaHeHue 3amnacos BuramuHa K ocy-

I[eCTB/IAETCS B IeUeHy (caMas BBICOKAsA KOHIIEHTpaluA,

0k0710 10%), a TaxoKe B CepALie, TOMPKETYA0IHO JKete3e, ro-

JIOBHOM MO3Te, JIETKVX V1 [I0YKaX.

ITpu xo/mecTaTIecKux 3a60/IeBaHISX [IeYeH N, B YACTHOCTI

npu I1BX, BenencTBye pasBuTHA ManbabcopOLum K1po-

PacTBOPMMBIX BUTAMIHOB BOSHMKAET HELOCTATOYHOCTD,

[acTpo3HTeponorus

Jlekuim ana pa

a 110 Mepe IIPOrPecCUpPOBaHNs — BBIPRKEHHBIN feduiuT
putamuHa K [47].
Knunnueckne nposiBnenns peduuura ButamuHa K -
3TO TEMOPPArNYECKIIl CUHAPOM, B YaCTHOCTH IIOBBIIIIEH-
Hasi KPOBOTOUMBOCTbD, CHVDKEHIE CBEPThIBAEMOCTY KPOBI,
TIOSIBJICHYIe TIOKOXKHBIX 'eMaTOM, Y KEHIIMH OTMEYAI0TCA
OOMIIbHBIE MEHCTPYALVIL.
Hedunut Burammua K guarnoctupyercs myTeM usmepe-
HISI IPOTPOMOMHOBOTO BpEMEHH, B YaCTHOCTH, OTMeYaeT-
€A ero yBeI4YeHue.
CormacHo pexoMmeHmanysaM EBpomneiickolt acconyanym
o usydenuo 6oresteit nevenu (EASLD), BceM maiyeHTam
C XOJIECTATUYECKUMI 3a00/IEBAHAMM TIEY€HN Ha TIO3[IHIX
CTafvsIx 3a60/IeBaHIsI PeKOMEH/YeTCsl IPOBUIaKTIIECKoe
Ha3HadeHye BuTamyHa K riepey mpoBefieHyeM HBa3MBHbBIX
IIPOLEAYP C LebI0 NPeNyIpeKAeHNs PasBUTIUA KPOBOTe-
yenmii [11].
Bumamun E — 5TO Tpy1IIIa COeIHEHNIA, IMEIOILIMX CXOHbIE
OMOTIOTIYECKIIE CBOJICTBA, — YeThIpe TOKO(dEPOIa 11 YeThIpe
ToKOTpueHona. Buramun E o6maaer BRICOKOIT aHTHOKCH-
JAQHTHOI aKTVBHOCTBIO: 3aXBaThIBAET HECIIAPEHHBIE JTIEK-
TPOHBI aKTVBHBIX GOPM KICTIOPOTA, TOPMO3UT IIEPEKICHO
OKJCTIeHVI€ HEHACBIIEHHBIX XXVPHBIX KVIC/IOT, BXOAAIINX
B COCTAB K/IETOYHBIX MeMOpaH. Butamus E Taxoke Boccra-
HAaB/IMBaeT BUTaMuH A 11 yorxuHoH (k03H3uM Q). AHTHOK-
cupaHTHbIe GYHKIMY BUTaMyHa E cOnpsiKeHBI ¢ CelleHoM,
H03TOMY K/IVIHMYECKMe TIPOSBIeHNs AeUITa BIUTAMU-
Ha E 1 cesiena cxonHbI Mexay coboit.
BuramuH E okasbiBaeT aHTHMAaTepOreHHOE JENICTBIE, 3aMENI-
JISI51 CKOPOCTDb OKMCTIEHMsI aTePOTeHHBIX JTUIIONPOTENHOB,
YTO IPEIATCTBYET UX OTIOKEHNIO B COCY/MCTOI CTEHKe.
Toxodeporn cTUMYIMpPYeT AesTeIbHOCTD MBILIILY, CIIOCOOCT-
BysI HAKOIUIEHNIO B HUX IVIMKOT€HA U1 HOPMAym3ys 0OMeH-
Hble IIPOLIECCHI, IIOBBIIIAET YCTOIYMBOCTD SPUTPOLIUTOB
K TeMOJIV3Y, 3allMIaeT BOCIPOU3BOLICTBO K/IETOK MIMMYH-
HOW CUCTEMBL.
BcacpiBanme BuTaMmHa E mpoucxomuT u3 KuileyHMKa
B COCTaBe XMIOMVMKPOHOB, II03TOMY IMIIOBUTaMIHO3, KaK
[IPaBI/IO, BOHUKAET IIPY HAPYLIEHNM OOMEHA YKETIHBIX
KIC/IOT ¥ MaIbabcopOImn.
Heduut Butamuna E mpexxze Bcero BefeT K IOBpeXXfe-
HMIO MBIIIEYHBIX BOTIOKOH ¥ HEMIPOHOB — KJIETOK, 00/maja-
0IIMX 6OTIBIION MeEMOPAHHOI TIOBEPXHOCTBIO 1 BBICOKOI
HAIPSDKEHHOCTBIO TIPOLIECCOB OKVC/IEHVS U BBIPabaThiBa-
JOLVX aKTUBHBIE POPMBI KMCTIOPOJIA.
Kimmanueckne nposiBieHns runosutamMmuosa E:
= MbIlIeYHas CIAbOCTh ¥ MbIIIIEYHAS TUTTOTOHS;
= TeMO/IV3 SPUTPOLUTOB, OOYCIOBIEHHDII HApYIICHVEM
CTabMIBHOCTY X MEMOpaH;
= aTaKkcus, AM3apTpus, runopedaekcusi, TUIOIKCTEH-
31 BC/IENCTBUE MeMUETMHU3AINNA U T/IN03a B CIIUH-
HOM MO3Te€;
= JlereHepalysl CeTYAaTK! 13-32 BTOPMYHOIO HAPYIIEHNA
o6MeHa BuTaMiHa A;
= TOBPEeXJeHIEe TeMaTOLUTOB, KAHAJIBL[EBOrO SIUTENNs
TTOYeK.
[TvineBbIMY MCTOYHMKAMY BUTaMuHa E sAB/stt0TCS pasHble
BUJBI PACTUTEILHBIX Macell: COeBOe, XIOIKOBOE, KYKypy3-
HOe, IIO[ICOJTHEYHOE, OJIVIBKOBOE, a TAKoKe IIPOIYKThI PacTH-
TE/IBHOTO IIPOVICXOXK/IEHNE: COsI, TOPOX, (acosb, KyKypysa,
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[ep/IOBast, OBCSIHASI KPYIIa, TpedKa sApNIA, KYKYpy3Has
KpyIa. JKYBOTHBIMIM MCTOYHVKAMMY SIB/ISIIOTCS. MOPEIIPO-
JYKTBI, TaKyie KaK KPEBETKM, Ka/llbMapbl, CyJjaK, CKyMopusi,
a TaroKe sitna [39].

MuHepaanaﬂ Hef0CTaTOYHO(Tb

ITporpeccupyroliiee HapylIeHye IIEBOrO CTaTyCa y I1a-
1meHToB ¢ [1BX cBsA3aHO He TOMBKO C HapyllleHneM o6MeHa
MaKpPOHYTPUEHTOB U BUTAMIHOB, HO 1 C PasBUTIEM Hapy-
IIeHniT 06MeHa MUKPO/IEMEHTOB, B YACTHOCTI MUHEPA/Ib-
HOW HEIOCTaTOYHOCTH.

Hapywenue gocdpopro-xkanvuyuesoezo obmeHa B Bufe pas-
BUTKA IehUIUTOB KambLyst U ocdopa sABIAETC OTHUM
u3 (aKTOPOB pasBUTUA OCTEORUCTPOGIH, BOSHUKAIOLIET
y nanmenTos ¢ [TbX. C yyeTom TOro 4To 3Ha4MTENbHOE I10-
CTYIUIEeHVe Ka/IbL{isi B OPTaHM3M OCYIIECTB/ISIETCS [Ty TeM
€ro IIOCTYIUIEHVA U3BHE C MIPOAYKTaMI MUTAHMA, AepULIUT
Kajplys y naiyeHToB ¢ [IBX accouympoBaH ¢ orpaHnde-
HMEM €ro MOCTYIUIEHNs M3-3a HAPYLIEHN allleTUTa Ipu
VICIIENITNYECKIIX SIBIEHVISX, 4 TAKXKE BCTEICTBIE Pa3BUTI
HapYIIEeHNIT BCACBIBAHYISI KQ/IBLIVIS U3 IIPOCBETA KIIIETHN-
Ka B TIpollecce muieBapeHnsA. HapyireHne BcacbIBaHUSA
KaJIbL[Us U3 IPOCBeTa KUIIEYHNKA MOXKET ObITb acCOLM-
MPOBAHO KaK C IPOrPeCcCUpYIOLLelt cTeaTopeelt 1 06paso-
BaHMEM HEPACTBOPMMBIX MBI KQ/IBLIVSL, TAK U C fePUIITOM
putamuHa D [48].

Y manmeHToB ¢ XPOHMYECKUMU 3a00/IeBaHUAMY TIeYeHN,
HpeNMYyIeCTBEHHO Ha CTafuy LYPpo3a TedeHN, Hapsamy
¢ mepUIMTOM Ka/IbLVisi OTMEYAETCs JOCTATOYHO BBICOKAs
pacripoctpaneHHOCTh fedurmra docdopa, mo3BossroIIas
IIPEJIIONIOKUTD KOPPETLILMIO MEX/Y HAHHBIMY Jieuiira-
M [49]. Panee cooburanock o passutuu runopocdaremmn
Ha (OHe ITeYeHOYHOI HegocTatogHocTH [50, 51].

Huskmit ypoBenb BuraMuHa D MOXKeT IpUBECTY K Pa3BU-
TIIO BTOPVYHOTO TMIIEPIAPaTNPeO3a, Ha (POHE Yero CTUMY-
JIMpyeTcs BcachiBaHue Kanbuys u ¢pocdopa us mpocsera
KUIIEYHVKA, TPOMCXOANT MOOW/IM3AINA KaTbLIVs U3 KOCT-
HOII TKaHN, @ TaKoKe yBe/MYeHue IOUedHol peabcopbimnu
Ka/IbLIVSE B AVICTA/IbHBIX KAHA/IBLIAX.

ITo naHHBIM IPOBEEHHBIX PaHee NCC/IENOBAHMIL OblIa BbI-
IBVHYTA TUIIOTe3d, YTO HEJOCTaTOYHOE coflepykanme $oc-
¢dopa okasbIBaeT BIMAHME HA IIPOTHO3 ITAIIMEHTOB C Iie-
eHOYHOII HE[JOCTATOYHOCTDIO, B YaCTHOCTU MOXKET OBbITh
IPVYMHOI OCTPOTO TeIaTOLE/UIIOIIPHOTO HEKPO3a.

B uccnepoBanuy, npesncraBneHHoM A. Baquerizo u coasT.
[52], craTmcTV4ecKy 3HAYVIMBIIT TIO3UTUBHBII IIPOTHO3 Ha-
6IIrofasIcst MMEHHO Y TIALMEHTOB C HOPMa/IbHbIM YPOBHEM
docdopa.

Takum 06pa3oM, CHIDKeHe cofepxkanust hocdhopa B CbIBO-
POTKE KPOBY Y TIALVIEHTOB C XPOHIYIECKMMI 3a00/IeBaHNS-
MM IledeHN TpebyeT OTHEMbHOrO BHUMAHNSA U KOPPEeKIVH,
TaK KaK OKa3bIBaeT HEIOCPeACTBEHHOE BISHNUE HA IIPO-
THO3 OCHOBHOTO 3a00/IEBaHIsL

Iunk — ellle OAMH 37TEMEHT, fePUIIUT KOTOPOTO IIPU3HAH
HeO/IarONpPUATHBIM IIPU XPOHMYECKNX 3a00/IeBaHMAX I1e-
YeHN.

LIMHK UTpaeT Ba>KHYIO POjIb B aKTMBALIMY U MeTabommsme
6oree TpexcoT 6eKOB 1 PePMEHTOB, Y4aCTBYeT BO MHOTIX
BHYTPEHHVX IIPOL[ECCAX, B YaCTHOCTI IMMYHHOM OTBETE,
KaHIleporeHese, Ipolleccax arnomnrosa u fip. [53].

TomeocTas IMHKa B OpraHM3Me OIOCPERYeTCsl ITTABHBIM
o6pa3oMm Ormarofapsi BCaChIBAHMIO 1 BBIBEIEHIIO €TO B XKe-
JIyOYHO-KMIIIEYHOM TpaKTe. BcacbiBaHMe LMHKaA powC-
XOIUT B JBEHAJLATUIIEPCTHON KMILKe ¥ BEPXHMX OTHE/IaX
TOHKOTO KUILEYHNKA. BhIBeeHe HeafcopOmupOBaHHOTO
I[HKA OCYIIECTB/ISETCS Yepe3 XKeTyJ0UHO-KIUIIeYHbII
TPaKT C KasioM [54].

Y HaIyeHTOB C XPOHMYECKMMM 3a00/IeBaHISIMY TIeYeH s,
0CcO06eHHO MpM LMPpPO3e MeYeHN, OTMETAeTCsT TeUIUT
1uHKa. [TpranHamy feuuuTa IMHKA B TAKOM CTydae siB-
JISIIOTCSL CHVDKEHIIE €TI0 BCACBIBAHVI B JKETYIOYHO-KIILIeY-
HOM TpPaKTe, TIOBBIIIIEHHAs! KCKPEIVs IIMHKA C MOYOIT, T~
noanbOyMuHeMus, feUIUT MaKpo- I MUKPOI/IEMEHTOB,
Ie4YeHoYHass HeNOCTAaTOYHOCTh. Ellle OmHUM MeXaHus-
MOM pasBUTHUsA fAepUIUTA IIMHKA MOXKeT OBITh CHIDKEHIE
OTpeO/IeHNsT MHKCOfEPXKALIVX TIPOAYKTOB BC/IEHCTBIE
CHIDKEHVIS allleTUTA VIV HEIIPUATIA UX BKyca.

Bonpurass gacTp LMHKA CBA3BIBAETCS C albOYMUHOM,
a MeHbIIIas — C a/1b(ha-2-MaKpOrI0OY/IMHOM 1 aMIHOKIICTIO-
tamu. [1pyu pasBuTHN IMIOA/IBOYMIHEMIUN IIVHK aKTHBHEe
CBA3BIBAETCA C AMUHOKMCIIOTAMM, YTO TIOBBIIIAET BEPOSIT-
HOCTD €T0 BBIBETIEHNS C MOYOIL, a IIPK TIpUeMe JUypeTide-
CKUX IpenapaToB SKCKpeLys [IHKa ¢ MOYOii eltje 6osbliie
YBE/IMYNBAETCA.

Jeduuut nyHkKa, HAOMIIOKAEMBII PV XPOHNIECKUX 3a00-
JIEBaHMSAX TIEYEHN, B TOM YMCTIE TIPY IIMPPO3€, PACCMATPU-
BaeTCs KaK IpIYMHA HApYLIeHNUI MeTabonmsMa aMMyaKa
U TedeHOuHOI 3HIIedanonaTuy. COrTacHO IPOBETEHHBIM
paHee UCCIENOBAHIISIM, IIPYMEHEHNE JOOABOK [[VHKA [IPU
TIe4eHOYHO! HIe(aIoNaTI IIPOSEMOHCTPUPOBAIO YIyd-
IIeHVEe PEe3Y/IbTaTOB TeCTa CBSI3BIBAHIII UNCEN, a TAKXKe
CHIDKEHNe KOHLIEHTpaluy aMmmuaka B Kposu. Kpome Toro,
COIJIACHO pe3y/IbTaTaM [POBENEHHOrO MCC/IENOBAHI, TIPH-
MeHeHNe IIMHKA Y ALJIEHTOB C [IXPPO30M IIeUeHN He TO/b-
KO y/Iy4IIaeT (pyHKIVIO [IeYeHy, HO 1 CHIDKAET PYCK Telta-
TOKapLuHoreHesa [13, 54].

Takum 06pa3om, IIVHK UTPaeT BAXHYIO POIb BO MHOTUX
OMOXMMIYECKIX V1 (PU3MOTOTIIECKX IIPOLIECCAX, SB/ISIETCS
BaKHBIM KOMIIOHEHTOM 0€/IKOB, YYaCTBYIOLINX B Perapa-
muu [THK, aHTHOKCHTaHTHOI 3aIuTe, a TAK)KE ITOMOTaeT
PperynmpoBaThb paboTy MIMMYHHOJ CHICTEMBL.

Medv. Y maliMeHTOB ¢ XpOHMYECKMMY 3a00/IeBaHNAMI T1e-
JeHI Ha (pOoHe IPOrpeccupyIoLell MeYeHOIHO-K/IeTOIHO
HEJOCTATOYHOCTY [IPOVCXONUT HapyIleHne 0OMeHa My
BCTIE[ICTBIIE €€ HAKOIUIEHVSI B TeNaToLMTax. B faHHOM crry-
Yae peyb JfeT He 0 geduiure, a 06 M30bITKe Meny, Tpe-
OyrollieM KOPPEeKLUM OMeTUIeCKUX PeKOMEHIALNIT JaH-
HOJ1 TPyIIIIE ITALIIEHTOB.

[Tporpeccupylomiee pa3BUTHe IIeYeHOYHO-KIETOYHOIN
HETOCTATOYHOCTY TIPUBOIUT K HAKOIUIEHUIO MEMU B Te-
IATOLMTAX, OHAKO BCTIEACTBME €€ CBSA3bIBAHN C LIepyIio-
IJIa3MMHOM XapaKTepHble KIVHIYECKIe IPU3HAKU TOK-
CHYECKOTO BO3JIEICTBUS MeU OTCYTCTBYIOT, B YaCTHOCTH
He OTMeYaeTCsl XapaKTepHoe TosiBeHne Konblia Kaiisepa —
Ornevirepa [55].

Haxkormnenne meny B remaronmTax naiyeHToB ¢ [IBX moxxeT
IPUBOAUTD K AKTUBALIMN MEIbCOfepKatiiero pepMeHTa TH-
PO3MHA3BI, YTO OKA3bIBAET B/IVSIHIE HA BHIPAOOTKY Mea-
HMHA ¥ Pa3BUTHE TUIIEPITUTMEHTALN KOXKHBIX TIOKPOBOB.
[urMeHTAINS KOKHBIX TIOKPOBOB, KPOME 9TOTO, BOSHUKAET
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" Ha $OoHE M3OBITOYHOTO OTIIOKEHVISI MEI B SIIMIEPMIICE,
YTO TpKfaeT GPOH30BBIIT OTTEHOK KOXKE MAIVIEHTOB C IIep-
BUYHBIM OMIMapHBIM X0MaHIUTOM. C y4eToM Iporpeccu-
pyrolLiero HapyieHus: oOMeHa Mey Mal[ieHTaM Ha CTafyiu
BBIPa)KEHHOI II€Y€HOYHO-K/IETOYHOV HEOCTAaTOYHOCTH
HeOOXOMMO OrPaHNYNBATH YIOTpebIeHne MpORyKTOB
C BBICOKVM cofiep>kanueM Menu (6omee 0,5 mr Ha 100 T mpo-

mykTa) [55].

[lueTa KaK yacTb Tepanuu nepBuYHOro GunuapHoro
XONAHTUTA

ITuTanne urpaeTt BayXHYIO pOjb B ONIpefe/IeHNI IIPOTHO-

3a U OTBETa Ha TepaIVIo Y MAIIeHTOB C XPOHNYECKIMMA

3abomeBannsaMu medenn, B actHoctu npu [1BX. Cre-
uuamictsl ESPEN paspaboTanu pekoMeHganum 1o mnm-

TaHVIO NallIeHTOB C XpPOHUYECKUMM 3a00IeBaHNAMU

nevenu [11].

Ha ocHOBaHMU CYIIECTBYIOIMX PEKOMEH/ALINI 1TO MUTa-

HUIO I/Is IALMEHTOB C XPOHMYECKMMU 32a00/IeBaHMAMA

HedeHV ObUIM BBIJ/IeHbI OCHOBHbIE ITO/IOKEHNS, T03BOJLA-

I0IIVie KOPPEKTUPOBATh paliioH NanueHTos ¢ I1bX.

= HemocraToyHOCTp mNTaHMsA SABAAETCI (PaKTOPOM,
YXYALIAIOMIMM [IPOTHO3 TeYeHNUs1 OCHOBHOTO 3abojie-
BaHUA.

= Bce manmeHTHI ¢ XpOHMYECKIMY 3a00IEBAHISIMY TI€-
YeHM MOJ/DKHBI OBITH OOC/IEeNOBaHBI /I BBLABIEHNA
IIPU3HAKOB HEJOCTATOYHOCTY IIUTAHNA.

= [Iutanme p[OMKHO OBITh AUPPepeHIPOBaHHBIM
U VHAVMBUYa/IM3UPOBAHHBIM B 3aBUCHMOCTH OT CTa-
Auy 60JIe3HN M Ha/IM4IMsL OC/IOXKHEHMI (OTeKM, acIiuT,
HapyIlIeHN YIIeBOJHOTO 0OMeHa, 0CTeOopo3 1 Ap.).

= HepmomycTuMbl pmnuTenbHBlE HPOMEXYTKM MEXIY
npuemamy nuuy. Heobxonumo dactoe npobHOe mu-
TaHMe, YaCcTOTa IIpyeMa IMIIN JO/DKHA COCTAaB/IATD
5-6 pa3 B CyTKM € 0043aTe/TbHBIM ITO3JHIM O€/IKOBbIM
IIepeKyCoM.

= PacueT cyTOYHON Ka/JOpUITHOCTM NUTAHMS JOKEH
IIPOU3BOJUTBCS MHAMBMUAYAJIPHO B 3aBUCUMOCTHU
oT craguy 3ab0/eBaHMSA M HAINYUs U3OBITOYHOTO
Beca (B cpegHeM 30-35 KKaJjI/Kr Macchl Tefa).

= [Tanmentam ¢ IIBX pexomeHpoBaHO c6OamaHCcUpo-
BaHHOE OINTMMAaIbHOE MUTaHME C PU3MOTOTNYECKIM
cofiep)xaH1eM Oe/IKOB, KMPOB U YITIEBOZOB, obora-
IIeHHOe BUTAaMMHAaMU, MMHEPaIbHbBIMI BelleCTBaMU
U pacTUTEIbHON KJIeTYaTKOI (0BOIY, PPYKTHI).

» JI7n1 ManMeHTOB C IIpM3HaKaMM HeJOCTaTOYHOCTH
MUTaHUs peKoMeHayeTcss morpebmenne 1,5 T 6enka
Ha 1 KT Maccsl Te/a B CYTKM, 0e3 IPU3HAKOB HEJOCTa-
TOYHOCTY ImuTaHys — 1,2 T 6enka Ha 1 KT Maccsl Tena
B CYTKM.

= [Tpu ITBX m3-3a HEFOCTATOYHOrO 0OPA3OBAHMS JKel-
41 MOXKET ObITb HapylLIeHO IepeBapuBaHMe U YCBO-
eHMe XUPOB, YTO IPUBOAUT K Auapee. Ilpu ymos-
JIETBOPUTENbHO IE€PEHOCUMOCTI PEKOMEHTOBaHO
OTpaHN4YMBAaTh, HO He VMCKIYATh IIOTHOCTBIO IIPO-
LYKTBI C BBICOKMM COfep>KaHNeM >XMPOB (XKUpHOe
MSICO, CIMBKM, CBIP ¥ TBOPOT C BBICOKMM COfiepKaHM-
eM XIPOB, TOPTBI M KOHAUTEPCKIE M3[e/Ns), a TAKoKe
He JICIIO/Ib30BaTh JKapeHue Kak CIocod IpUroToBIIe-
Hua iy, He6onploe KOmmuecTBO OpexoB, ceMe-
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Jlekun ans Bpayen

4eK, PaCTUTENILHOIO Mac/la MOXKHO [OOaB/IATh B Ca-
JIaThl, Kally MM BTOpble Omrofia. YKupHyo MOpcKylo
pbI6y peKOMEHAyeTCsl YIOoTpeOnATh OAMH-ABA pasa
B HeJIeJII0 B COYETAaHMM C OBOLIHBIMY MU KPYILAHBI-
Mu rapHupamu. [Ipy HeOOXOEMMOCTM OrpaHNIEHMsI
HoTpeOIeHNs >KMPOB PeKOMEHJO0BaH IIpYeM >XMPOB
B BiJe cpenHenenoyeyHbix Tpurmnuepupos (MCT),
tak Kak MCT nepeBapuBaioTcs 1 BCaChIBaIOTCA IPU
OTCYTCTBYUIM XVPHBIX KMC/IOT B IIPOCBETE KMIIEIHMKA.

= JlanmenTtam c IIBX pekoMmeHAyeTCA OrpaHMYMBATH
noTpeOIeHne TeTKOyCBOsAEMBIX caXapoB (caxap, KOH-
(beTbI, ClIafiKye ra3syipoOBaHHbI€ HAIINTKV, KOHOUTEP-
CKJe U3JeNnus), TaK KaK OHY HOJJepXXMBAIOT BOCIIA-
JIUTENbHYI0 PpE€aKIMI0 B OpraHmnsme, M yBEINYNBATDb
noTpebieHne CIIOKHbIX YITIeBOLOB, OCOOCHHO B BIJie
CBEXUX OBOILEN U L€TbHO3EPHOBBIX IPOJYKTOB —
x7me6a U KpyI.

= IIpy Hammuum OTEKOB W/VIM acLMTa HeoOXOIMO
OrpaHUYNTh IOTpebreHne comyu. PekoMeHayeTCst OT-
Ka3aTbCS OT COJICHOI PBIOBI, CBIPOB, KOIOACHBIX 13-
I[e)'[]/[f/l, COJIEHBIX I MapMHOBAaHHDBIX OBOHLeI?[, a TaK>XKe
He JlocanuBaTh roToByto mumy. Ecim orexn HapacTa-
0T, PEKOMEH/IyeTcs He CONIUTD MUY B IIpoLecce IpH-
TOTOBJICHUA.

3aKknioyeHue

Hapymenne numesoro craryca mauueHnTos c I1bX oxa-
3bIBAET BIMAHME HA NPOTHO3 M KAYECTBO MX >KMU3HIU.
Hapymennsa nuimieBoro craryca HOCAT IIPOTPECCUBHBIN
XapakTep, Pa3BMBAIOTCA ITOCTENEHHO M BBIABIIAIOTCS
Jaxke Ha OecCHMIITOMHOI iy paHHel craguu I1BX.
B ocHoBe maTorenesa HapylleHUJI NMMUIIEBOTO CTAaTyca
y manuenTos ¢ I1BX nexunrt psg pakropoB. OCHOBHBIMHU
MIOCTIEICTBUAMI ABJIAIOTCA HapyllleHMe IpyueMa Iy,
U3MeHeHUe 0OMeHa MaKpo- ¥ MUKPOS/IEMEHTOB, Hapy-
IIEHMsI S9HEPreTUIeCKOro oOMeHa, yBeIMYeHNe pacxo-
Ia 9Hepruy, ManbabcopOLUUA MUTATENbHBIX BELIECTB,
CapKoIleHMs], c1abocTb. DTU OCTOXKHEHUS OKA3bIBAIOT
IpsIMO€ BJINMAHME Ha KIMHMYECKNE VICXOAbl, BbDKMBAE-
MOCTD 1 KauecTBO u3Hu. [loamep>xanne afeKBaTHOTO
NUILEBOTO CTaTyca MMeeT pellalollee 3HaYEHME I JODK-
HO OBITh OCHOBOII JIeYEHMSL.

Henpasunbnoe mutanne npu IIBX tpebyer 60mbiiero
BHJMAHIA CO CTOPOHBI TeIIaTO/IOrOB, TaCTPOIHTEPOTIO-
OB, Bpayell o01eil IPaKTUKA Y JUETOTIOrOB, 3aHMMAI0-
muxca nedenyeM nannueHTos ¢ I1BX Ha mo60i cragnmn
6one3Hu. Bcem manyeHTaM ¢ UMPPO3OM IEYEeHH, OCO-
0€HHO C IEeKOMIIEHCHPOBAHHBIM LIMPPO30OM, PEKOMEH-
AYeTCsl CBO€BPEMEHHO IPOBOAUTD CKPMHVHT HY TPUTHUB-
Horo craryca [56]. CTaTyc nuTaHusA ClefyeT OlleHUBATh
CUCTeMaTU4ecKM B XOfie HaOIOfIeHNs 3a STVMU Ialu-
eHTamu. HeoOXoyMBbl la/ibHeIiIINe VICCTIeTOBAHNS AL
6oree MOAPOOHOTO M3ydeHMs TATOT€HETUIECKIX MeXa-
HI3MOB, TaKMX KaK PO/Nb OCK «KMIIEYHUK — IE€YEHb,
U 1A pa3spaboTKM lielleHallpaBlIeHHBIX TepaleBTiye-
CKMX CTpaTeruim.

IIo sTOM NpMuYMHe BCeM MAaLMEHTAM C LMPPO3OM IIe-
4eHU, 0COOEHHO C [[EKOMIIEHCUPOBAHHBIM LUPPO30OM,
PeKOMEHyeTCs CBOeBPEMEHHO IIPONTY CKPUMHUHT N~
Tauud [56].
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What Do We Know About the Nutritional Status of a Patient with Primary Biliary Cholangitis?

A.V. Timoshchenko, E.V. Vinnitskaya, PhD, Prof., T.N. Kuzmina, PhD
A.S. Loginov Moscow Clinical Scientific Center

Contact person: Anastasia V. Timoshchenko, dr.timoshchenko@mail.ru

The purpose of the article is to summarize modern ideas about the importance of nutritional status of patients with
primary biliary cholangitis (PBC) and to draw attention to need of assessment and correction of malnutrition in this
patient category. Nutritional disorder of patients with PBC affects prognosis and quality of life. Already at an early stage,
the development of energy deficiency, activation of compensatory mechanisms for obtaining energy from fatty acids and
amino acids of the somatic pool of proteins with progressive loss of body weight are observed. Violation of bile secretion
processes leads to the development of maldigestion and malabsorption, vitamin and mineral deficiency. In turn,
insufficient intake of vitamins and minerals causes hypovitaminosis, disturbances in the metabolism of microelements,
in particular calcium, the development of osteopenia and osteoporosis. The progressive development of liver failure
reduces the protein-synthetic function of the liver, leading to a deficiency of the visceral protein pool and progressive
protein deficiency and sarcopenia. Thus, nutritional disorder directly affects the course of disease, response to therapy
and prognosis of the disease, which determines the need of assessment and correction of nutritional status during the
observation and treatment of patients with PBC.
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