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Pesiome
LI,EJ'Ib nccnegoBaHuA. V|3yl4€Hl/I€ OCO6eHHOCTEI7I HyTpl/ILlI/IOHHOI'O CTaTyCa y MauneHToB C 60ﬂe3Hb}O BI/U'IbCOHa — KoHoBa-
J10Ba B 3aBNCUMOCTU OT CTaann nopameva neyeHn 1 oueHKa BNnAHWA HeJOCTAaTOYHOCTV NUTAHWA Ha ypOBEHb oKkuncnn-

TeNbHOro CTpecca

Matepuan 1 meToabl UCCNefOBaHNA. B MccnenoBaHue 6bi10 BKAUEHO 73 NaLMeHTa, U3 KOTopbix 33 (15 MysKunH
1 18 XeHLMH) UMeNV NOATBEPKAEHHbIN AnarHo3 «6onesHb BunbcoHa-KoHoBanosa». Y BCcex naureHTos ¢ 601e3HbIo

39
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BunbcoHa-KoHoBanosa (rpynna nccnefosaHus) MMeNoCh NOpaxeHue neyeHn: HeumppoTuyeckme cragnn —y 12 (36,3%),
unppo3 nevenn —y 21 (63,6%). KontponbHyio rpynny coctasunu 40 uenosek (20 My>XUmH 11 20 XeHLWWH) — npakTuJe-

CKI 300POBbIe NNLA, 6e3 AednLMTa MacChl Tena U OXMPEHWA, He UMetoLe 3aboneBaHKa nedeHu. Bcem naumeHTam Obinm
npoBefeHbl 00LLEKNMHIYECKME NCCNEA0BAHNA (KNTUHWUYECKII N BUOXUMIUYECKIIA aHaNM3 KPOBM), onpeeneHne ManoHOBO-
roavanbaernaa (MIA) B CbIBOPOTKe KPOBY METOIOM BbICOKO3QOEKTUBHOM KMAKOCTHOM XpOMaTorpadum, aHTPoONomeTpus
C onpefeneHremM pocTa, Beca 1 MIMT, a Tak e 1ccnefoBaHme CoCTaBa Tena C MOMOLLbI OMOVMMMEeJaHCHOTO aHan13aTopa

«[QuamaHt AUCT».

Pe3ynbTathl. 1. HegocTaTouHOCTb NUTaHKA Yallle BbiABAANACh Y NALMEHTOB C LMPPO30OM feyeHn (28,6%), Hexenu cpeam

NauVeHTOB C OUMPPOTUYECKUMU CTaaMAMK (8,3%).

2. Tpynna nauneHToB C LMPPO30M NeYeHr 3HaUMMO OTAIMYaNach MO CTaTyCy NMUTaHUA OT KOHTPOMbHOW rpynmnbi: IMT,
YPOBHW 0bLiero 6enka v anbbymrHa, abComoTHOE UMCIO NMMAOOLIMTOB U OKPYXKHOCTb MbILLIL, Meua Obinn J0CTOBEPHO
HIIXE Y NALMEHTOB C LMPPO30M NEYEHU B CPABHEHUM C KOHTPONBHOM rpynnoi. CHUKEHWE XKMPOBOW 11 MbILIEYHOM MaCChl
661110 60nee BbIPaXKEHO CPEAM XEHLLWH, YeM CPEAM MY>KUMH C LMPPO30M NeYeHN.

3. Tpynna naumeHToB C AOUMPPOTAYECKUMM CTAAUAMI He OTINYANACh CTaTUCTUUECKM 3HAUMMO OT KOHTPOSBHOW rpynnbl
o 6OMBLUMHCTBY MAPAMETPOB HY TPULIMOHHOTO CTATYCa, 33 UCKIIOYEHWEM YPOBHA anbbyMUHa, KOTOPbINA 6bin JOCTOBEPHO
HVKe y N1l 0boero nona; ypoBHY obLLero 6enka 1% XM1poBOI MacChl bl AOCTOBEPHO BbILLE Y My»KUWH AOUMPPOTHYe-

CKUMW CTaNAMN, YEM MY XUIH KOHTpOJ’IbHOl?I rpynnbl.

4. ToKa3zaTenb YpOBHA OKUCIIUTENBHOIO CTPecca Obif Bbillie MaLUUEHTOB C LMPPO30M MeYeHH, B OCOOEHHOCTY NPU Hanu-

YN HeAOCTAaTOYHOCTW NUTaHKUA.

KntoueBble cnoBa: 60ne3Hb BrnbcoHa-KoHOBanoBsa; HeAOCTaTOYHOCTb MUTAHWA; OKUCUTENbHbI CTpecCc, COCTOAHME NNTaHKA

summary

Aim. To study characteristic features of nutritional status of patients with Wilson’s disease depending on stage of liver
damage and determine the impact of malnutrition on oxidative stress level.

Methods. The study included 73 subjects, 33 (15 men and 18 women) had a confirmed diagnosis of Wilson's disease. All pa-
tients with Wilson's disease (the study group) had liver damage: non-cirrhotic stages — 12 (36.3%), cirrhosis — 21 (63.6%).
The control group consisted of 40 healthy subjects (20 men and 20 women) with neither body weight deficiency, nor obesity,
nor liver disease. All patients were conducted standard blood tests (clinical and biochemical blood tests), measuring malo-
nodialdehyde (MDA) in blood serum by high-performance liquid chromatography, as well as assessment of height, weight
and BMI (Body Mass Index) and analysis the body mass composition with bioelectricalimpedanceanalyzer “Diamant AIST".

Results. 1. Malnutrition was more common among patients with liver cirrhosis (28.6%) than in patients with non-cirrhotic

stages (8.3%).

2. The nutritional status of patients with liver cirrhosis was significantly different from the control group: BMI, total protein
and albumin levels, lymphocytes and arm muscular circumference were significantly lower in patients with liver cirrhosis
compared to the control group. The decrease in fat and muscular mass was more pronounced among women than men

with liver cirrhosis.

3. The group of patients with chronic hepatitis did not significantly statistically differ from the control group in most
nutritional status parameters, except for albumin level, which was significantly lower in persons of both sexes with non-
cirrhotic stages; total protein level and body fat percent were significantly higher in men with non-cirrhotic stages than

in the control group.

4. The marker of oxidative stress level was significantly higher in patients with liver cirrhosis, and was higher in patients

with malnutrition.

Keywords: Wilson's disease; malnutrition; oxidative stress, nutritional status

BesepeHune

Bonesup Bunbcona — KonoBanosa (remnaToneHTUKY-
JSApHAA leTeHepalys) — pefiKoe HaclIe[CTBEHHOE 3a-
6oneBaHue, Nepefanlieecs 0 ayTOCOMHO-PeLIeCCHB-
HOMY THITY, B OCHOBE KOTOPOTO JIEXKUT MyTaljusd TeHa,
KOIMPYIOLIEro Mefib-TpaHCIopTupyomyio ATP-asy
7B, 4TO IPMBOAUT K HAPYLIEHNIO IPOLIeCCa BbIBEIEHN A
MeJiy M3 OPTaHM3Ma U K M30BITOYHOMY HaKOIIIEHUIO ee
B TKaHAX U BHYTPEHHMX OpraHax (B IIe4eHM, FOJIOBHOM
Moa3re 1 ipyrux opraax) [1]. IIpu cBoeBpeMeHHOII -
arHOCTUKE U JIEYeHN Y IIPOTHO3 O/IarOIpUsATHBIIL, B TO

BpeMsI KaK O3 HAA JMaTHOCTUKA 3a60/IeBaHMA IIPaK-
TUYECKU BCErfia IPMBOJNT K JIeTaTbHOMY MCXORY [2].

Pa3mnyaioT ne4eHOYHYI0 (OCTPBIl ¥ XPOHMYECKIIT
TeIIaTUT, LPPO3 IedeH, QyIbMIHAHTHAS IeYeHOTHAS
HeOCTATOYHOCTb) 1 HEBPOIOrNIecKyio GOpMbl 3a60-
neBaHUA (GpOXKATENbHO-PUTUIHBII, APOKATETbHBIIL,
PUTMIHO-apUTMO-TUIIEPKUHETUYECKIUIT M 9KCTpanmpa-
MUIHO-KOPKOBBI BapyaHThl) [1]. [TeppoHadanbHO Menb
HAKaIlINBAEeTCs B IIeYeHM, TAKMM 06pasoM, B TeTCKOM
BO3pacTe 3a60/1eBaHNe NPOABIIAETCA IPEUMYILeCTBEH-
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HO IIOpaKeHMEM IT1edeHN, 6€3 IPU3HAKOB [TOPaXKEeHMsI
ronoBHoOro mMosra. Hepponornueckas gpopma 3abosnesa-
HIs 607lee XapaKTepHa Jyis B3POCIIBIX, U IPOSBIAETCA
Pa3/IMYHBIM CIIEKTPOM HEBPOIOIMIECKON CUMIITOMA-
TUKW: AM3apTpus, aucdarus, fucoHms, SKCTpanmpa-
MUIHBIE CUHPOMBI (TUIIEPKUHESBI — TPEMOP, AUCTOHMS
u cunpgpom ITapkuHcoHa), MO3)KeUKOBbIe HAPYLICHNS
[3]. Hapsiny ¢ HeBpONIOrMYeCKMMY CUMIITOMAMM Y T1a-
LIMEHTOB C HEBPOIOIM4YecKoil Hopmoit 3ab60meBaHms
BCErfla UMEKTCS 0O/IUraTHble IPU3HAKU TOPaXKEHUS
[IeYeH, Pa3/IMYHOI CTENIEHN BBIPAKEHHOCTH (Yalie 370
6eCCUMIITOMHO MM MaJIOCUMIITOMHO IIPOTEKAIOLINI
LUPPO3 IeYeHN).

st pyarHocTUKYM 3ab0MeBaHMsI B HACTOsIIee Bpe-
M MCHOb3yeTcs Jleinuurckas Komu4ecTBeHHas
mkana (tabn. 1), paspaboranHas B 2001 r., cornmacHo
KOTOPOII AMAarHO3 CIUTAETCs YCTAHOBIEHHBIM IIPH
cymme 6annos 6oree 4 [4].

OCHOBHBIMM IPUHIUIIAMY JIeYeHNUs 3a00/I€BaHMSA
B HacCTOsIllee BpeMs sIBIAITCSA IPUMEHEHIe MeJib-
IMMMUHUPYROIIMX NTpenapaTos (D-neHunumIaMmus,
TPUEHTHH, TETPATMOMONUOMAT U TIPENapaThl IIMHKA),

cobofieH e CTPOTO JUEThl CO CHMXKEHHBIM KO-
4eCTBOM MeJU B pallliOHe (3a CUeT UCKIIYeHNA U3
palnoHa NpogyKToB, CofiepXKaHue MeIy B KOTOPbIX
npesbinraeT 0,5 M1/100T — cy6nIpoRyKTHI, KaKao-IIpo-
IYKTBL, Tpu6BI, Opexn, MOIIICKY, 6060BbIe, Tped-
HeBas U OBCSIHAas KPYIIBI) U, P HEOOXOAUMOCTH,
[IpOBeJleHNe TPAHCIIAHTAL MY TedeH  [1].

Heo6xonuMoCTh COOMIOfEHNS CTPOTOIL AMETHI CO
CHVDKEHHBIM KOMMYeCTBOM MefiM B pallOHe, CHU-
JKeHMe 0eTKOBO-CUHTETNYeCKO PyHKINY TIeYeHn,
U, B pAje Clydaes, TsXKe/Ioe IopakeHne HePBHO
CHCTeMBI 00yC/IOBINBAET HAINYMe IPU3HAKOB He-
HOCTAaTOYHOCTY MUTAHUA Y MALJUEHTOB C 6ONe3HbI0
Bunbcona-Konosanosa. HefocTaTouHOCTh NUTaHUA
1pu 3a60/IeBaHNAX MEYeH) acCOLMMPOBaHa ¢ Horee
BBICOKMM PUCKOM CMEPTHOCTH, ¥ 3HAYMMO YXYALIAeT
IIPOTHO3 OCHOBHOTO 3abojieBaHuA [5].

Ilenp McCAegOBaHMSA: U3YUEHNE OCOOEHHOCTEN
HYTPUIIMOHHOTO CTAaTyca B 3aBYCUMOCTH OT CTauu
MOpa’keHM A IeYeH) U OLeHKa BIVSAHUS HeOCTaTOY-
HOCTY IMTAHN A Ha YPOBEHb OKMCIINTETBHOTO CTpecca
pu 6onesHu Bunbcona-KoHnoanosa

MaTepman n metoabl nccnegqoBaHnA

B nccnemoBanme ObITIO BKIIOYEHO 73 MAI[MEHTA, U3 KO-
TOpBIX 33 maryeHTa (15 My>k4mH 1 18 XeHIIMH) uMe-
IV IOATBEPXKAEHHBI fuarHo3 «bone3np BunbcoHa-
KonoBanosa» (cymma 6annos 6onee 4 cormacHo
JIeMMIMICKOI KONMMYeCTBEHHOM LIKae). Y BCeX Ia-
LIEeHTOB C 607e3HbI0 Bubcona-KoHoBanosa (rpymma
VICCTIEIOBAH) MIMENOCh IIOpaKeHMe TIeYeHN: Helmp-
pornueckue craguu (HIIC) -y 12 (36,3%) 4enosex,
uuppos nedenu (IIIT) -y 21 (63,7%) yenosek. [Tpu sTom
14 (66,7%) marueHTOB MMeny KoMIteHcrpoBaHHbIit LIT1
(kmacc A mo Yaitng-IIs10), 7 (33,3%) — meKoMITeHCH -
posanHsiit LTI (Kmaccst B, C mo Yaina-ITswo). Y 20
(95,3%) narmenTos ¢ 11T nmenuch HEBPOIOTMYECKIE
nposiBneHus 3aboneBanus. B pmarnoctuke BBK nc-
1omb30Basnach Jlermnunurckas KONM4eCTBEHHAsA IIKasa
(2001) [4, 7], 9TO MMO3BOJANO HE BBIIONHATDH JUATHO-
CTUYECKYIO OMOIICHUIO MeYeH ) B GOTIBIINHCTBE CTy4aeB.
ITyHKIOHHAs1 GMOIICHUA TIedeHN TpoBefieHa y 6 (18,2%)
HaleHTOB, Tpe6oBaBINX AuddepeHanbHON A1-
arHOCTUKM. VI3 HUX Yy 4 mallMeHTOB OblIa BbIsAB/ICHA
Mopdororndeckas KapTuHa CTeaTOreNaTUTa C yMe-
peHHbIM (B 1 cTy4ae) 1 BbIpa>keHHBIM (B 3 cTy4asx)
¢1ubpo3oM, y 2 MaleHToB — IPU3HAKU XPOHIIECKO-
O TellaTUTa B CTafiuy Lupposa nedeHn. Ilanuenram,
KOTOPBIM He Tpe6OBaoCh BHINOTHEHME OMOICHUM Tie-
4yeHyr, Hanmaye ctaguu LT yckmoyanoch myTeM BbI-
[IO/THEHVISI TPAH3UTOPHOI 3macTorpaduim ¢ IOPOroBbIM
sHayeHueM 8,4 klla. [8, 9]. Bce manmeHThI ¢ 6071€3HDIO
BubcoHa omy4anu Mefb-31MMIHAPYIOHIYIO TEPATINIO
(xympeHun u/umy npenapars! UuHKa). KOHTponpHYy0
rpymuy cocrasumu 40 denoBek (20 My>xunH u 20 xeH-
IVH) — IPaKTU4YeCKy 3[0POBbIe Mnia, 6e3 feduimra
MAacChl Tefa M OXXMPeHMs, He uMerolye 3ab0eBaHus
nedeny. CpegHMIT BO3pacT MALMEHTOB B TPYIIIe ¥C-
cnemoBanus coctasui 31,4+10,2 roga (32,4+11,4 roga —
Yy My>X4nH, 30,5+£9,4 roga -y JKEHILVH ), U3 HUX CpemHmit
Bospact y nauuenTos ¢ HIIC cocraBun 26,7+7,5 et
(25,4+6,5 et — Yy MY>XX4uH, 27,7+8,5 net — y KeH-
I[VH), CPefHNIT BO3pacT y naumeHTos ¢ LIIT coctaBun

34+10,7 net (35,9+11,9 ner - Yy My>X4nH, 32,3+£9,9 net -
y xeHIuH). CpeIHNIT BO3PACT MAL[VIeHTOB IPYIIIIbI KOH-
TpoA cocTaBwI 34,3+8,3 ropa (My>k4uH — 33,2+6,9 ropa,
SKEeHIUH — 35,5+9,5 j1er).

BceM manyeHTaM 6bUIM IPOBEREHbI 00IeKIMHIYe-
CKUe UCCIENoBaHMA (KIMHNIECKUI ¥ 6MOXUMIYECKUI
aHa/IM3 KPOBN), OIIpefie/ieHyie MaJIOHOBOTO AMaIbernya
B CBIBOPOTKE KPOBY METOJIOM BBICOKO3((PeKTUBHOI
XXMIKOCTHOJ XpoMaTtorpaduu (cunrarolieecs Hanbosnee
MHGOPMATUBHBIM MapKepPOM OKMCIUTENbHOTO CTpec-
ca) [6], aHTpoIOMeTpHs C OIpefieNieHreM POCTa, Beca
un VIMT (uHpEeKca Macchl Tefa), U3SMepeHIe OKPYKHO-
CTYI TJIeYa U TOJIIVIHBI KO>KHO-)KVMPOBOII CKJIaJIKV HaJ
TPULENICOM (C pacYeTOM OKPY>KHOCTY MBIIIII II/IeYa)
[7], a Tak e uccnenoBaHye COCTaBa Te/la C IIOMOIIbIO
6ronmMmenancHoro anamusaropa «[Juamant AVICT»
U pacueT MH/IeKca TOIIell MacChl /IS BBLABIEHMS CHI-
JKEHUSI MbIIIEYHOIT Macchl (capKorieHn). VIHaeKc Tomeit
MacChl pacCYMThIBANICA 110 popMmyIie: Tomas Macca (kr)/
poct M? (Hopma 6oree 15 kr/m? yist XXeHIuH u 6oree
17 xr/M* pna My»xunH) [8].

Craructudeckas o6paboTka pe3ynbTaToB JC-
C/leloBaHuUs IPOBOAN/IACH C IIOMOIIBIO IIPOIPaMMBI
«STATISTICA 12.0». InsA cpaBHUTEIBHOTO aHANIN3a
ucnonb3osancsa U-kputepnit MaHHa-YutHu (Hemapa-
MeTPUYeCKMIT KPUTEPUIT A1l CPaBHEHMS [JBYX MaJIbIX
BbI6OpOK [9]). IIpu comocTaBieHNM pe3ynIbTaToB MO
DaHHBIM GMOMMIELAHCOMETPUN M AHTPOIIOMETPUN
[TAIMeHThI ObIIN TOTIOTHUTENBHO pas/ieneHbl Ha IO -
rpy1nsl o oy: LTI (11 skeHuyH u 10 my>xans), HIJC
(7 >KeHILMH 11 5 MY>K4MH), KOHTpO/IbHasA rpy1mna (20 skeH-
s 1 20 MyxunH). IIpy conocTaBieHun Mo ypoBHIO
MaJIOHOBOTO AMasIbJeryjia IPpyIIIa NCCIefoBaHNA OblIa
TOTIOTHUTEIBHO pa3ie/ieHa Ha CIeYIOLie O TPYIIIIbL:
manueHTs! ¢ VIMT menee 18,9 kr/mM? (n=7) U maiueHTsl
cVIMT 6onee 18,9 kr/m? (n=26). Cpenu maryenTos ¢ 111
6 mauyenToB 6611 ¢ VIMT Menee 18,9 kr/m? 15 manjuen-
toB 66unt ¢ VIMT 60ree 18,9 kr/m?. Cpeny maneHToB
¢ HIIC mump 1 manyent umen VIMT menee 18,9 xr/m>2.
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Tabmuma 1. MpusHak BbipaxeHHOCTb bann
JleftmyurcKas KOMuYeCTBe - TunuyHble KNMHNYECKNE CUMMNTOMbI U npu3Hakun
Has IKana oaA IMarHOCTUKN
. . VmeroTca 2
6onesun Bunbcona-Konosa- Konpna Kaitsepa-®reiiuiepa Ha porosuije rinasa
oBa (2001) OTCYTCTBYIOT 0
Tsoxenpre 2
Table 1. HeBponorudeckie CUMIITOMBI U/IN XapaKTepHbIe Terre 1
Leipzig scoring system for npossnenns npu MPT ronosHoro mosra
diagnosis of Wilson’s disease Orcyrersyior 0
(2001) Hopwmansaast (> 0,2 r/n wiu (> 200 mr/m) 0
KoHIleHTpanm mepynomnrasMmnHa CbIBOPOTKN 0,1-0,2 r/m mmm 100-200 mr/n 1
< 0,1 r/m wnu < 100 mr/n 2
TeMonuTU4ecKas aHEMUS C OTPULATENbHON mpoboit  VIMeercst 1
Kym6ca OTcyTCcTBYeT 0
Lpyrue meToabl NccnefoBaHuA
B 5 pas Bhile BepxHeli rpaHMUI bl HOPMBbI
2
(> 4 mxomonb/t unu > 250 MKr/t)
CopeprxaHue Meiy B IledeHN (IIpU OTCYTCTBUM 0,8—4 MKOMOZB/T 111 50-250 MKI/T 1
Xo01ecrasa)
Hopwmanbzoe (<0,8 MkoMOIb/T mnu < 50 MKr/r) -1
Hanuume pogaHNH- HO3UTUBHBIX I'PaHYI 1
Hopmanbnasa (<0,9 MKMOMB/CYT X 1,73 M2 mnu < 57 0
MKI/CyT. X 1,73 M2)
. Brimre BepxHell rpaHUIIBI HOPMBI B 2 pa3a I MEHbIlIe
OKCKpelus Mefu C MO40ii (IIPU OTCYTCTBUM OCTPOTO -
bonee yem B 2 pasa Bblllle BepXHell TPaHUIIbI HOPMbI 2
remaTuTa)
HopmanbHas, HO TIoBbIIIaeTCA 6o/Iee YeM B 5 pa3s
BbIIlle BePXHell IPaHMIIbI HOPMBI Ipy npueMe d-me- 2
HUOUJIITaAaMUHa
MyTanuu B 2-X XpOMOCOMaxX 4
MorneKkynsspHO-TeHeTUIecKast
MyTanuu B 1 xpoMmocoMe
OMAaTHOCTUKA
JedeKTbl MyTauuit He BbIsIBIEHbI 0
MHTepnpertaymna pesynbrarta
JI1arHo3 ycTaHOBJIEH >4
JInarHo3 COMHMTe/IEH, HEOOXOAUMO UCCIIef0BaHNe 3
60/IbIIIero YycIa oKasareseit
JIarHo3 MazoBepOATEH <2
MauueHTbl c 60ne3Hblo BunbcoHa-KoHoBanosa K
OHTpONbHasA rpynna
Ta6nuua 2. Mokazatenn Linppos neueHn HeuunppoTtuyeckue P =40 d
ITokasarenu cOCTOAHMA IUTA- n=21 cTagnm, n=12 n=
HIA ¥ YPOBEHD Liepy/IOIIas- T z 3 3 0% "
MUHA B IPYIIIaX HCCTENOBA- VIMT (xr/m?) 21,0+3,4 23,9+3,9 23,0+1,8
HUS Y KOHTPOTIA. O6unit 6enok (r/m) 67,7+6,7%* 74,4+4.2* 73,8+2,6
JocToBepHble pasmmunsa AnpbymuH (r/m) 38,7+5,5%* 41,0+2,4*** 45,0+2,3
(p<0,05): Lepynommasmun (Mr/m) 97,9+47,5** 125,0+£60,24** 264,9+26,8
* -
MEILY TAIMERTAMI € YUPPO A6comoTHOe 9nc1o Moo (¥10°/1) 1,3+0,4** 2,0+0,65* 2,1+0,3

30M IIeYeHU U HEeLMPPOTHYe-
CKVIMU CTafVsIMY;

** — MeX/Ty IMPPO30M TIeYeHN
¥ KOHTPOJIbHOJ I'PYIIOIt;

4 MeXTY HEIIMPPOTIYECKMMU
CTaMAMM ¥ KOHTPOJIBHOI
rpynmnoi

Table 2.

Measures of nutritional status
and ceruloplasmin level in the
study and the control groups.

Significant differences
(p <0.05):

* between patients with liver
cirrhosis and non-cirrhotic
stages;

** —between liver cirrhosis and
the control group;

*** between non-cirrhotic stag-
es and the control group

4

Pe3synbTatbl nccnegoBaHuaA

[Tpu3HaKyM HEZOCTATOYHOCTY NMUTaHUA OblIN Ooree
BBIPa@>KEeHBI B IpyIie nanueHTos ¢ LI, Hexxenn B rpy1-
e ¢ HIIC. Cpepu marnmenTos ¢ IIIT: 6 (28,6%) — umenn
HegocTtaTrouyHoCTh nuranusa (VIMT menee 18,9 kr/m?),
13 (61,9%) - HOpMaTbHYIO0, a 2 (9,5%) manueHTa — U36bI-
TOYHYIO Maccy Tena. OXXMpeHNs: BBIABIEHO He OBITIO.
Y nmanmenTos ¢ HIIC HefocTaTOYHOCTD MUTAHMA OblTa
obHapy>eHa nmuib y 1 (8,3%) maruenra, n36bITOY-
HasA Macca Tena y 2 (16,7%) marueHToB, oXupeHue 1
creneHn y 1 (8,3%) manmeHTa, 8 MallMeHTOB MMe/IN
HOPMaJIbHYI0 Maccy Tena (66,7%). IMT, yposets 06-
1gero 6e1Ka, a Tak ke abCOMOTHOE YNCTI0 TUMQOLUTOB
ObIIN OCTOBEpHO HIDKe Y manueHToB ¢ 1T, Hexxenn
¢ HIIC, a Tak >ke B CpaBHEHMY C KOHTPOJIbHOM I'PyIIIION
(p<0,05; Tab1. 2). YpOBEHD CBIBOPOTOYHOTO aNbOyMIHA
ObLII JOCTOBEPHO HIDKe KakK y manuenTos ¢ IIT1, Tak

n y 6onbpubix ¢ HIIC B cpaBHEHUM C KOHTPO/IBHOM
rpymnoii (p<0,01; Tabm. 2).

[Tpw paspeneHny Ha MOATPYNIIBI B 3aBUCHMOCTH
OT I10JIa TaK>Ke OBI/IM BBIABJIEHDI JOCTOBEPHBIE Pas3-
nuuns no crarycy nutanus. VIMT, xxuposas macca,
TOJIIIMHA KO>KHO-KMPOBOJI CK/IafIKVM HaJ| TPULETICOM,
a TaK ke a6COMIOTHOE YMCTIO0 TMMOLUTOB Y KEHIIMH
¢ IJIT 6p1111 fOCTOBEPHO HMXKe, YeM y sxeHuyH ¢ HIIC
(p<0,05; Tab1. 3), a TaK >ke JOCTOBEPHO HIKE 110 CPAB-
HEHUIO C )KeHIIVHAM¥ KOHTPO/IbHON rpynisl (p<0,01;
Tabi1. 3). VIHmeKc TomIelt MacChl, OKPY>XHOCTD MBI
I/Ie4a, ypoBeHb afbOyMMHa 1 001ero Henka Obln
mocToBepHO HiKe y eHuuH ¢ IIII mo cpaBHeHMI0
C )KeHIIMHAMM KOHTPOIbHON rpynmsl. IIpu cpaBHe-
Hym XeHmuH ¢ HIJC ¢ )xeHIMHaMY KOHTPOJIBHOM
TPYIIIBI CTATUCTMYECKY 3HAYMMBble Pa3Indmsa OblIn
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MNavumneHnTbl € 60ne3Hblo BunbcoHa-KoHoBanosa

MNokasaTtenn

Linppo3s neueHn

KoHTponbHas rpynna
HeuuppoTtuueckue

n=20
n=11 crapgun, n=7
Mupekc maccol Tena (kr/m?) 19,4+2,6** 23,0+4,9* 22,4+2,1
OKpY>XHOCTb Tanuu (cm) 69,7+5,6** 72,418,3 74,0+5,0
YKnposast macca (%) 20,243,5%* 27,9+6,1* 24,7+2,2
Mupekc Tomiei maccsl (Kr/m?) 15,3+£1,4** 16,4+2,0 16,8+1,2
OKpYXHOCTb TIe4a (CM) 24,3+2,1%* 27,3%3,0 28,4+1,4
Ko>KHO-X1poBast CK/IafiKa Hafj TPULIEICOM (MM) 13,8+6,5** 21,9+4,0* 19,8+3,0
OKpY>XHOCTb MbIIII] I7Ieva (cM) 20,1+2,2%% 20,7+1,9 22,1+0,8
O6wmuit 6enox (r/m) 68,3+6,6** 73,6+5,4 74,5+3,3
AnbbymuH (r/m) 39,1+5,5** 40,0+2,4%* 44,8+2.4
LlepymormasmuH (Mr/m) 106,0+60,9** 126,3+49,0%%* 282,4+26,9
A6comoTHOe 4rcmo anMdornnTos (x10°/m) 1,410,4*%* 2,0%0,9 2,2+0,4

BBISIB/ICHBI JIMIIb [I0 YPOBHIO a1b6yMMHA, KOTOPBIIT
6511 focroBepHo Hike npu HIIC (p<0,01; Tabmnia 3).

IIpy cpaBHEHUY MY>KUMH C pa3IMYHbIMU CTaAUAMU
HOpa)keHU A TIe4eHN ObIIM BBIABICHBI CTATUCTUYE-
CKM 3Ha4MMBbIe pas3NInyus II0 yPOBHIO 00Iero 6ernka:
€ro ypoBeHb ObII JOCTOBEPHO HIDKe y MyxunH ¢ IT1
M MYXXYVH KOHTPOJIBHOJ TPYIIIBI, Y€M Y MYXXIIH
¢ HIIC (p<0,05; Ta6s. 4). YpoBeHb anbOyMuHa 6bI1
nocToBepHO HIKe Kak y My>kunH ¢ HIIC, Tak n ¢ III1
B CPaBHEHUU C MY>XYMHAMY KOHTPOJIbHOI TPYIIIBI
(p<0,01; Tabs. 4). OKpy>KHOCTDb MBIIII] IIIeYa U abCo-
JIIOTHOE IIC/I0 TUMOLIUTOB ObIIN FOCTOBEPHO HIDKE
Yy MY>XK4MH C I¥PPO30M NedeHn, 4eM y My>x4mH ¢ HIIC
U KOHTpO/bHOIL rpymmsl (p<0,01; Tabn. 4). XKuposas
Macca (%) y myxuans ¢ HIIC 6b11a fOCTOBEpHO BbIlIe,
4YeM B KOHTPO/IbHOI rpyie (p<0,05; Tab. 4). ITo Mepe
[IpOTpecCcUpOBaHNUsI IOPAXKEHNSI [IeYeHY YPOBEHD
JKMPOBOJT MacChl CHIDKaeTcst (Tab. 4).

O6cyxpaeHne

Hepnoctaro4HOCTh MUTAaHUA XapaKTepHa A1 pas3nny-
HBIX 3a00/IeBaHMII C IOpa>KeHMeM IIeYeHN. VI3BecTHA
IpsAMas CBA3b MEX/Y TAXKECTDIO MOPAXKEHNU A NTeYeHN
U CTeNeHbI0 HeJoCcTaTouyHoCTH nuTanu [10, 11, 12].
B TO >xe BpeMsa MMeeTcA KpaliHe Majlo Hay4YHBIX pa-
60T, IOCBSAIEHHBIX M3YYEHNIO CTATyCa MUTAHU IPU
6omnesun Bunbcona — Konosanosa.

Hamu pesynbraThl cOrnacymoTrca C JaHHBIMU
JKuranerosoit O. A. u coaBsr. [13], KoTopsIe TakKe

YpoBeHb MaJIOHOBOTO AUAIbAET A He OTANYANCT
CTaTUCTUYECKM 3HAUYMMO IIPU Pa3IUIHBIX CTafU-
SIX MOPaXKeHMsI NTe4eHN, HO ObIJI JOCTOBEPHO BhIIIIE
y nanuenToB ¢ 11T (0,6+0,4 MKMO/Ib//T) B CpaBHEHUU
¢ KOHTposIbHOI rpymnmnoii (0,3+0,2 MkMomb/11; p<0,05).
ITpu cpaBHEHMM TPYIII IO HAJIMYNIO HELOCTATOY-
HOCTU UTAaHUSA YPOBEHb MaJIOHOBOTO MaJIb/leT /A
ObL/I JOCTOBEpPHO BhIle y manueHToB ¢ VIMT Me-
Hee 18,9 kr/mM?(0,7£0,3 MKMO/IB//I), 4eM y AL eHTOB
¢ IMT 6onee 18,9 xr/m?(0,4+0,3 Mmxmonb/i; p<0,05),
a Tak )Xe B CPaBHEHMY C KOHTPOIbHON IPyNIIOI
(0,3+0,2 mxmons/m; p<0,01). Cpegu maruentos ¢ 111
yPOBEHDb MaJIOHOBOTO Auanbferusa 6bII TaK 5Ke 10-
cTOBepHO Bhille y manuenTos ¢ IMT menee 18,9 kr/
M?(0,8+0,2 MKMONB/1), 4eM y marueHTos ¢ UMT
6onee 18,9 xr/m?(0,4+0,3 Mmxmonb/i; p<0,05), a Tak
Xe B CpaBHEHUM C KOHTPOIbHOI rpymnmnoit (0,3+0,2
MKMO7b/1; p<0,01).

NIPOJIeMOHCTPUPOBAIM BHICOKYIO YaCTOTY BbIAB/IEHNA
HeJOCTaTOYHOCTY MUTAHUsI npu 60e3Hu Buabcona -
KonoBanosa: 7 13 8 maijieHTOB C BUTbCOHOBCKUM Te-
natutoM u 18 n3 20 manuenTos ¢ IIII nmenn npusHa-
Ky ManbHyTpunuu. OJHAKO B HallleM MCCIeflOBaHUN
HeJ0CTaTOYHOCTDb MUTAHNA 4Yallle BBIABIAIACH IPU
IITT, yem mpu HIIC, 4yTo, 1O BCEiT BUAMMOCTH, 00Y-
CJIOBJIEHO BBIPAXKEHHBIM CHUKEHVEM O€/TKOBO-CUHTE-
TUYEeCKOI PyHKIMM IIeYeHN, 3aTPY/HEHNEM ITIOTaHUA

MayueHTbl c 60ne3HbI0 BunbcoHa-KoHoBanosa

KoHTposnbHas rpynna

Mokasartenu Linppo3 neueHn HeuunppoTtuyeckue n=20
n=10 cragum, n=5

VMT (xr/m?) 22,8+3,3 25,1+£2,2 23,7£1,3
OKpYXHOCTb Tanuu (Cm) 82,9+8,2 87,0+8,4 86,5+3,8
JKuposas macca (%) 17,7+4,8 21,0+4,5 18,1+1,6***
VHpexc Toueit Macchl (Kr/m?) 18,8+2,4 19,7£1,0 19,4+0,8
OKpY>XHOCTb T71e4a (CM) 28,612,6%* 30,6+1,1 31,1%+1,2
KoyXHO-)X1poBast CK/IafiKa Hajl TPULEIICOM (MM) 14,6+8,0 19,0+7,2 16,2+2,4
OKpY>XHOCTb MbIIII] I7Teva (cM) 24,0+2,1** 24,6+2,4 26,0+1,4
O6mnit 6enok (r/m) 67,247,2*%* 75,6+1,5* 73,2+1,6%+*
AnpbymuH (r/m) 38,2+5,7*F 42,4+1,8* 45,3+2,1
LlepynomnasmuH (Mr/m) 88,94+26,8%* 123,2479,7*** 248,3+12,4
A6comoTHOe 41cmo numdornTos (*10°/1) 1,310,4%* 2,0+0,2* 2,0+0,2

Ta6mumna 3.

IToxasarenu COCTOAHMA NUTA-
HVS M yPOBEHD Ljepy/IoTIas-
MMHa B rpyrlrlax ucciemoBa-
HUS M KOHTPOJIST (SKEHIIMHBbI).

ocToBepHbIe pasnmuns
(p<0,05):

* MeXy aljMeHTaMu C Uppo-
30M NeYeHN ¥ HelMPPOTHye-
CKUMU CTaiUAMM;

** — MeXy HMPPO30M NedeHNn
Y KOHTPOJIbHO TPYTIIIONt;

P MeXITY HeMPPOTUYECKMMU
CTaiuAMM U KOHTPONbHOI
Tpymnmnoi

Table 3.

Measures of nutritional status
and ceruloplasmin level in the
study and the control groups
(woman).

Significant differences
(p <0.05):

* between patients with liver
cirrhosis and non-cirrhotic
stages;

** —between liver cirrhosis and
the control group;

*** between non-cirrhotic stag-
es and the control group

Ta6bnumna 4.

IloxasaTenu cocToAHMA NuTA-
HMA U YPOBEHb LiepyIONIas-
MJHA B IPYIINax MCCIE[0Ba-
HUA M KOHTPOJIA (MY>KYMHBI).

JlocToBepHbIe pasnnyunsa
(p<0,05):

* MeX/y ITallMeHTaMU C UpPPo-
30M IIeYeHM ¥ HEeLMpPpOTHYe-
CKUMU CTafUsMY;

** — MeXY IMPPO30M IedeHr
¥ KOHTPOJIbHOM I'PYIIION;

X MeXXTy HeLMPPOTUYeCKIMM
CTafUAMA ¥ KOHTPOJIBHOI
rpymnmnoi

Table 4.

Measures of nutritional status and
ceruloplasmin level in the study
and the control groups (men).

Significant differences
(p <0.05):

* between patients with liver
cirrhosis and non-cirrhotic
stages;

** —between liver cirrhosis and
the control group;

*** between non-cirrhotic stag-
es and the control group

43
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BCJIeICTBUE KCTPAIMPAMUHBIX HapyLIeHuit (60/1b-
IIMHCTBO naryeHToB ¢ [T umeny HeBpomornyeckue
nposiB/IeHN s 3a60/IeBaHM ), HEOOXOAMMOCTBIO Orpa-
HMYEHNS TIOBAPEHHON conu (MPpU JeKOMIIEHCUPO-
BaHHoM IJIT) momMumo cobofeHns [UETHL C Orpa-
HUYEHVEM MeIV B PAallYIOHE, Pa3BUTIEM CUHpPOMA
Masnbabcopbuun.

Ponb OKMCIUTENBHOTO CTpecca B IIaTOreHes3e XPo-
HUYeCKVX 3a00/IeBaHNIT TIE9€HN JOCTATOYHO XOPOIIO
nsydeHa (B YaCTHOCTH, IIPU HEATKOTOJIBHOI XUPO-
BOII 6orme3nu nevenn) (14, 15, 16]. Psg pabor [17, 18,
19] cBMAETENbCTBYIOT O €r0 3HaYMMOM BIIMAHUY Ha

BbiBOAbI

Jist 60MbIIMHCTBA MAI[MEHTOB ¢ 60/e3HbI0 Brbcona —
KoHoBanoBa xapakTepHa HEJOCTATOYHOCTDb MIUTAHNA,
K/IMHUYECKNEe 1 TabOpaTOpHbIe MPUSHAKU KOTOPOI
YCYTYOIAIOTCS IO Mepe IIPOrpecCUpOBaHMst HOPaXKeHMs
niegenn. IIpy 3TOM B HallleM MCCIE[OBAHUM OHY ObLIN
6071ee 3HAYVMMBI /I JIUL] YKEHCKOTO II071a. YPOBEHb ITOKa-
3arerielt OKVCIIUTENBHOTO CTpecca Bo3pacraet npu ¢op-
muposaHuu LI1; Hanm4mMe HEJOCTATOYHOCTY NUTAHMA
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