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Llenb nccnegoBaHms: pa3pabotaTb CUCTEMY OLIEHKM CTENEHU HapyLUEHUS] QYHKLMM NeYeHu y feTern Ha ocHoBe MexayHaposa-
HOM Knaccupmkaummu QYHKLMOHMPOBAHMS, OrPaHUYEHNI KU3HENessTeNIbHOCTU M 340poBbs (MK®). MaymeHTbl U MeToabl:
Ha OCHOBaHMW PETPOCNEKTUBHOIro aHaim3a 14 6MOXUMMYECKUX roKa3aTesien, XxapaKTepuayoLmx PoJib NeYeHn B QyHKLUUU
obMeHa 6€eJ1KOB, KMPOB 1 yrieBofoB 115 geten, He nMeroLLmMX NaTooruu nedequn, 15 geren, ymepLumx ot ne4eHoYHon Hejo0-
cTatoyHocTH, M 220 nauneHToB C Pas/inYHbIMU 3ab60/1€BaHUSIMM NEYEHHU, KOTOPbIE HaxoAnmck Ha aedeHmnm B HLI3/ PAMH,
B Ka4yecTBe BCrIOMOraTeslbHOro MHCTpyMeHTa pa3paboTaHa 6aslibHas cMCTeMa OLEHKM CTENMEHN HapyLUeHUs1 QYHKLMM NeYeHn
y Aeten. Kaxkabiri GMOXUMUYECKMI MoKa3aTe/lb B 3aBUCUMOCTU OT BbIPAXKEHHOCTU €ro M3MEHEHUI OLIEHUBAJICS M0 MATh-
6a//IbHOM LWKase. Pe3yabTartbl: cyMMa 6as1/10B CAYKUT roKa3aTesieM CTeNeHn HapyLleHuss QyHKLUMKU rneveHn. B cooTeeTcTBmum
¢ pekomeHaaumam MK®, ymeHblueHne Yyucna 6annoB Ha 0—-4% (54—56 6annoB) pacLieHUBaeTCsl Kak OTCYTCTBME HapyLLleHWI
QYyHKUMM neveHn; Ha 5-24% (43-53 6anna) — KaK He3Ha4ynTe/lbHble HapylueHus, Ha 25-49% (29-42 6anna) — ymepeH-
Hble; Ha 50-95% (3-28 6annoB) — Tsaxenbie; Ha 96—-100% (0-2 6anna) — abco/oTHbIE. BbIBOAbI: 6a/l/ibHasi cuctema
OLEHKM CTENMEHU HapyLLEHNUS YHKLMM NeYeHU MOXKET MPUMEHSATLCS Ha JIl060M aTane 06C/1e0BaHMs U 1eYeHns y feTen pas-
HOro Bo3pacrTa, T.K. UC0/Ib3yeMble 6UOXMMMYECKME TOKa3aTen He 3aBUCAT OT Bo3dpacTa. OHa MOXXET UCM0/1b30BaTbCs nNpu
OL/EHKE THXKECTM NaTo/I0rM4eCcKoro npoyecca B AMHaMUKe, ornpeseneHnmn nporHo3a 3abosieBaHns U 6biTb KOUTEPUEM OKa3a-
HUWI K TpaHcnaaHTaummu NeYeHu, a TakKe NPUMEHSTLCS NPy MPoBeAEHUN MEANKO-COLMaIbHOM 3KCMEePTU3bI.

KntoyeBble cnoBa: €T, QYHKLUMM NEYEHH, HapyLIEHUSI.

(Bonpockl coBpemeHHoun negnatpun. 2013; 12 (4): 47-51)

BBEAEHUE

OnpegeneHve creneHn HapylweHus QYyHKUMU MNeyveHu
B HacTosllee BpeMs ABMSETCA AOBOSbHO CNOXHOW U ANUCKY-
TabenbHoW Npo6aemon, 0CO6EHHO NPU NPOBEAEHNN MEANKO-
couManbHOW 3KCMEPTU3bl C LENbl0 YCTaHOBMEHUS cTaTy-
ca «pebeHoK-uHBanna». CornacHo degepanbHOMY 3aKOHY

«0 coumanbHoW 3awmte MHBanuaos» (P3-181, 1995),
«HBanng — NWLO, KOTOPOe UMEET HapylleHWe 3[00POBbs
CO CTOMKUM pacCTpoMCTBOM GYHKLMM opraHndma, o6ycnoB-
JIeHHOoe 3a60NeBaHUAMM, NOCNEACTBUAMMU TPABM UNK fedeK-
Tamu, NPUBOASLLEE K OrPaHUYEHUSM KU3HEOESTENbHOCTU
1 Bbi3blBatolLee He0BX0IMMOCTb Er0 COLMANbHOM 3alluUThI».
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Evaluation of Liver Failure Stage in Children

Aim: to develop a system of evaluation of liver failure stage in children based on the International classification of functioning, disability
and health (ICF). Patients and methods: based on the retrospective analysis of 14 biochemical markers, characterizing hepatic
role in proteins, lipids and carbohydrates metabolism, of 115 children without liver diseases, 15 children who died of liver failure and
220 patients with various hepatic disorders, being followed-up in the SCCH of RAMS, a score system of evaluation of liver failure stage in
children as an additional diagnostic tool was developed. Each of the biochemical markers was assessed according to the 5-point
rating scale in dependence of its changes intensity. Results: the sum of points was considered to be a criterion of liver failure stage.
According to the ICF recommendations, decrease of points on 0-4% (54-56 points) corresponds with absence of liver failure; 5-24%
(43-53 points) — as mild dysfunction, 25-49% (29-42 points) — as moderate; 50-95% (3-28 points) — as severe; and 96-100%
(0-2 points) — as absolute failure. Conclusions: score system of evaluation of liver failure stage can be applied at any step of
diagnostics and treatment of children of any age, due to independence of the used markers from the age. It can be used in assessment
of the severity of disorder in dynamics, in determination of the prognosis and as criterion of indications to liver transplantation, as well
as during medico-social examination.

Key words: children, liver functions, failure.

(Voprosy sovremennoi pediatrii — Current Pediatrics. 2013; 12 (4): 47-51)



OpuruHanbHas ctaTbf

CornacHo npuKkasy MwuH3sgpascoupa3Butus PO ot
23.12.2009 N¢ 1013H «O6 yTBEpPXAEHWUWU KnaccudUKauun
N KpUTEPUEB, UCMONb3YEMbIX MPU OCYLLECTBIEHUN MEONKO-
couManbHOM 3KCNepTU3bl rparkgaH deaepanbHbIMKU FOCY-
[apCTBEHHLIMU YYPEKAEHUAMU MEAUKO-COLMaNbHON 3KC-
nepTu3bl» KaTeropus «pebeHoK-MHBanna» onpeaenserca npu
HaNM4YUU OrpaHUYEHUN KU3HeOeaATeNbHOCTU Nbon KaTe-
ropun n NboW M3 Tpex CTEMEHEen BbIPaXKEHHOCTU (KOTO-
pble OLLEHMBAOTCA B COOTBETCTBMM C BO3PACTHOW HOPMOW),
BbI3blBalOLLMX HEOBXOAMMOCTb COLMaNbHOW 3alLMThl.

B pekomMeHAoBaHHbIX B KayecTBe WHOOPMaLMOHHOI0
mMaTtepuana ans coBeplleHCTBOBaHUA LeATe/IbHOCTU YYpPEeXK-
[EHWUW MEeAMKO-COoLMaNbHON 3KCNEePTU3bl PasM4HOro ypoBHS
pernameHTax 3KCnepTHO-peabuUInTaLMOHHOW ANArHOCTUKM
CyLleCTBYIOLIME MpaBuia No OnNpeaeneHunio CTeNneHn Hapy-
WeHUn GYHKUMKM nedveHu Yy feTeir TpebyloT 3HavyuUTENbHOM
KOPPEKLMH, T. K. HE OTpaatoT COCTOAHMSA ee GyHKLMHK [1].

lleyeHb — CNOXHO QYHKLUMOHUPYIOWMIK OpraH, U UHTe-
rpasbHO OLIEHWUTb CTEMEHb TAXECTU MOpaKeHUs (CTeneHb
[eKomneHcauumn) ee GyHKLUMM HenpocTo. MepBas uHTerpanb-
Has WKana OLUEHKM TSXECTU LMPpO3a neyveHun bbiia npeasio-
eHa ele B 1973 1. u ucnonb3yeTcs A0 HaCTOSALWEro Bpeme-
HW. 310 WKana Child-Trucotte-Pugh (CTP), KoTopas BKIto4aeT
OLEHKY OYHKLUMM MeYeHU: CUHTETUYECKOM (KOHLEeHTpauuto
anbbyMunHa 1 NPOTPOMOUHOBOE BPEMS) U AETOKCUKALIMOHHOM
(cogepxaHue 6uUnnpyburHa, BblpaxeHHOCTb aHLedanonaTmm),
a TaKXXe OLEHKY CMHAPOMa nopTajibHOW FMNepTEH3UK (Bbipa-
YEHHOCTb acuuTa 1 aHuedanonatun). Lkana CTP coaeput
KaK NoKasaTe/nu, UMeloLLMe CTPOrne YACIOBbIE 3HAaYEHUS, TaK
1 Te, BbIPaXKEHHOCTb KOTOPbIX CIOXHO OLLEHWUTb OObEKTUBHO
W CTaHOapTU3UMPOBAHHO (3HUedanonatus n acumr).

[ns onpeaeneHnsa nokasaHum K TpaHcnnaHTaLumn nevyexHm
Ha OCHOBaHMWK paccymMTaHHoro 6anna no wkane CTP n Heko-
TOPbIX AONONHUTENbHbIX KPUTEPUEB (HaMuYne peppaKkTepHbIX
K NIEYEHUIO OCNIOXKHEHUIN CUHAPOMA MOPTaNbHOM FMNEpPTEH-
31U, Ha/lMyne renatouenioNgpHOn KapuMHOMbl U npoyune)
6bln0 npegnoxeHo onpeaenatb ctatyc UNOS (United Network
for Organ Sharing).

B 2000 n 2002 rr. 6binM pa3paboTaHbl COBPEMEHHbIE
wransl MELD (Model of End-Stage Liver Disease) n PELD
(Pediatric End-Stage Liver Disease), KoTopble BanManpoBa-
Hbl 415 UCNOSIb30BaHMS y aeten (wKana PELD npumeHsaeTcs
y AeTen OT poxaeHus ao 12 nert, a wKana MELD — y geten
cTapwe 12 neT 1 B3pOCbiX) M MO3BOAIOT NPoBOAUTL 6osiee
TOHKYIO FpajaLmio TAXECTU LMppo3a NedYeHn y geten (6ansb-
HYl0 B CpaBHEHWK ¢ onpeaeneHnem Knaccos no CTP). B aTux
lWKanax npu pacyeTte WMCMNONb3YIOT TONbKO OOGbEKTUBHbIE
CTaHAapTM30BaHHbIE MOKa3aTtenu (coaepyaHue ounnpyou-
Ha, anbbyMWHa, 3Ha4YeHWe MexJyHapoAHOro Hopmannso-
BaAHHOIO OTHOLLEHWS NMPOTPOMOBMHOBOIO BPEMEHH), a TaKKe
BO3pacCT nauueHTa, HaiMyine 3afeprKkn GpuU3nyeckoro pas-
BMTUS M HEOBXOAMMOCTb FreMoAnanm3a; y4uTbiBaloT Hanuume
[eKkoMneHcauun oyHKkumMn noyek [2-4]. OgHaKo LWKanbl
MELD/PELD He oTpaatloT cTeneHb HapylweHus GyHKLMn
nevyeHn Ha TOM WM MHOM 3Tane pa3BuTUs 3aboneBaHus
M NPUMEHSAIOTCS NUWb ANA NPOrHO3UPOBAHMUS KPaTKOCPOY-
HOW BbI}KMBAEMOCTHM MaLueHTa.

B ncnonb3yembix B HacTosilee BPeEMS peKomeHAauusx
Nno 3KCMNepPTHO-peabuIUTaLMOHHON [OMarHOCTUKE CTeneHwu
HapylweHus ©&yHKLUUMKM NevyeHn OTCYTCTBYeT pasfeneHue
HapyLWEHUN CTPYKTYpPbl opraHa v HapylweHUs ero GyHKuuu.
MexayHapoaHaa Knaccudpukauua GYHKUMOHUPOBAHMS,
OrpaHUYEeHNN XU3HeaesaTenbHOCTn W 3a0poBbs (MKOD),
KoTopas npuHATa aKcneptamn BcemupHOM opraHu3auuu
3apaBooxpaHeHns B 2001 r. U aBAseTCd NepecMoTpoM
MexayHapoaHon KnaccuduKauum HapylweHun, orpaHuye-
HUN XU3HELEedATeIbHOCTU U CoLManbHOM HEAOCTaTOYHOCTH,
BblAeNnseT CTPYKTypbl OpraHM3ma (aHaTOMWYEeCKMe YacTu

opraHu3ma, Takue Kak opraHbl, KOHEYHOCTU U WUX COCTaB-
naowme) 1 GyHKuMM opraHmama (dusmonormyeckme yHK-
LMK CUCTEM OpraHMama, BKJYas MCUXMYECKUE QYHKLINN).
HapyweHus — a1o npobnembl, BO3HUKalOLWME B CTPYKTypax
NN GYHKLMSX, TaKME KaK, K NpUMepy, CYLLECTBEHHOE OTKJIO-
HeHue unu yTpata [5].

Mpy onpeaeneHnm cTteneHn HapyweH1s GYHKLUI NedYeHu
LenecoobpasHo UCXOAUTb U3 TOr0, HTO NeYeHb NpeacTaBnseT
Cco60M BaKHblM opraH ob6ecnevyeHuss XMMUYECKOro romeo-
CTasa opraHu3ma, rae co3gaeTcs CyLeCcTBEHHbIN 0OMEHHbIN
M 3HEepreTMyecKuin nyn ang mMetabonuama GENKoB, XUPOB,
YyrneBoAoB M Apyrux BelecTB. OcylWeCcTBNEHNE BaxHeNLWeN
QYHKUMN NMeYeHU — AETOKCUKALMOHHOW — TaKMKe Mnpouc-
XOOMT B pe3y/nbraTe MeTabonMamMa O6€elKoB, XUPOB WU yrie-
BOAOB. Takum 06pa3oM, Mpu OLLEHKEe CTEMEHU HapylleHUs
QYHKLUMI MeYeHU AOoMKHa ObiTb BblAefleHa PoJib MEYEHM
B 0O6MeHE yKa3aHHbIX OpraHU4YeCKUX CoeAIMHEHNN.

[Mpn obmeHe 6eKOB KatabonnM3Mm O6OMbLUIMHCTBA amMu-
HOKMCNOT Ha4yMHaeTcs C ABYX TUMNOB peaKuui: TpaHc- (6e3
NMPOMEXYTOYHOro 06pa30BaHUA amMMuaKa) U [e3aMUHU-
poBaHUs (C BblAENEHWEM aMMWaKa), KOTOpble MPOTEKAIOT
NPENMYLLECTBEHHO B MNeYeHu. KatanuMaupyloT 3T peakuuu
opraHocneundunyHble pepmeHTbl anaHuH- (AJ1T) n acnaprat-
amuHoTpaHcdepasa (ACT). AMMUaK, obpasylowmninca npu
TpaHCaMWHUPOBAHWKN, TOKCUYEH ANSA LLEHTPaNbHOW HEPBHOM
CUCTEMbI, NO3TOMY B renatouuTax, rae npucyTCTByeT NoJHbIN
Habop HEO6X0ANMMbIX GEPMEHTOB, OH MPEBpPALLAETCHA B HETOK-
CMYHOE XOPOLLO PacTBOPUMOE COEANHEHNE — MOYEBUHY (CUH-
Te3 MO4YeBMHbI). B BUae MoYeBUHbI, @ TaKKe B BUAe conen
aMMOHUSA aMMMWaK BbIBOAMTCSH M3 opraHuama. [loparkeHue
neYvyeHn U HapylweHne CUHTEe3a MOYEBUHbI MPUBOAAT K NOBbI-
LLIEHMIO COAEPKaHUS B KPOBU U TKaHAX amMKuaKa [6—8].

MockonbKy ACT u AJIT Hanbonee aKTMBHbI B KJETKax
neyvyeHun, cepaua v (B MeHbLUEN CTENEHWN) CKENETHbIX MbILL,
B KIMHUYECKOM NPaKTUKe LWMPOKO UCMONb3YIOT onpeaeneHue
akTMBHOCTM ACT 1 AJ1T B CbIBOPOTKE KPOBM ANS IMArHOCTUKM
pasnu4yHbiX GOpPM NaTosIorMmn aTUX OPraHoB.

B knetkax cepgeyHon Mmblwilbl Konndectso ACT 3Hauu-
TeNbHO NpeBblwaeT Konnyectso AJTT, a B ne4eHn — HaobopoT.
[oaToMy 0CO6EHHO MHGOPMATUBHO OAHOBPEMEHHOE W3Me-
peHne aKTUBHOCTU 060MX PEPMEHTOB B CbIBOPOTKE KPOBMW.
CooTHoweHune aktuBHocTH ACT /AT Ha3biBatoT KOIGPULIMEH-
TOM Je Putuca, B HoOpme y B3pOcC/biXx OH cocTtaBaseT 1,3-1,4.
OTOT NoKasaTe/lb MOXET M3MEHATLCA NMPU Pa3/IMYHbIX NaTo-
JIOTMYECKMX MpoLeccax B NEYEeHW KaK B CTOPOHY CHUMKEHWUS
npyv 3HaA4YUTENbHON LMTOIMTUYECKON aKTUBHOCTM C npeobna-
[aHnem noBbllieHns AJT, Tak U B CTOPOHY NOBbLILLEHMS, KOraa
3HaYUTENbHO NoBbILaeTCs akTMBHOCTb ACT, 4TO MOXET CBUAE-
TE/IbCTBOBATb O TAXENOM MOpaxeHUn NapeHXxMMbl MeYeHHU.

TakuM 06pa3oM, HapylweHUs NPoLeccoB TpaHc- U Ae3a-
MWHWPOBAHWS COMPOBOXAAIOTCA MOBbILWEHWEM aKTMBHOCTH
AT n ACT, a HapylleHWe CMHTE3a MOYEBUHBI MPUBOAUT K ee
CHWXXEHWIO M MOBBLIWEHWIO COAEPXKAHUSA B KPOBM U TKaAHAX
ammuaka. 1o cteneHn u3MeHeHU aTUX NoKasartesien MOXHO
CYAMTb M O CTEMEHU HapyLeHUa QYHKLIUM NEeYeHU B peaKLInsX
TPaHC- U Je3aMUHUPOBaHKS.

[loMMMO TpaHC- U Ae3aMUHUPOBAHUSA MeYeHb y4acTBY-
€T B CUMHTE3€ HEKOTOPbIX GaKTOPOB CUCTEMbI CBEPTbIBAHMS
KPOBWM M COBCTBEHHbIX GENKOB, Cpeau KOTOpbIx Haubonee
3HaAYMMbIMK U CUHTE3UPYEMbBIMU TONBLKO renatouutTamu ABnas-
loTc anbbyMuH, GUOPUHOreH, NPOTPOMOWMH, Lepyonias-
MWH, TpaHcdeppuH [7, 9—14]. Takenoe nopaxeHue nevyeHu
COMPOBOX/JAETCA CHUKEHUEM COAEPIKaAHUSA B KPOBU GENKOB,
CUHTE3UPYEMbIX TONbKO renatouutamu. OnpegeneHne KoH-
LeHTpauun aTux 6enKoB NO3BONSET OLEHWUTb CUHTETUYECKUE
GYHKUMK NeYveHU. AKTMBHOCTb $aKTOpoB MPOTPOMOUHOBO-
ro KOMMJIEKca nfa3mbl No3BOJISAET ONpeaenstb NpoTPOMOUH
no KBWKy (Kak # NpOTPOMOGUHOBBIN MHAEKC, OHM cOoBMajaloT



ApYyr ¢ Apyrom B 067aCTU HOpMasibHbIX 3HAYEHWI), KOTOPbIV
B HacTosLlee BpeMs ABASETCH 06LWENPUHATBIM METOAOM.

MeyeHb wUrpaeT Beaylyl ponb B OO6MEHE NUNUAHbLIX
BeLEeCTB — HEWTPasbHbIX }MUPOB, XUPHbIX KUCNOT, Gocdo-
NMNUOoB, xonectepuHa. KnoyeBbiM 3BEHOM, XapaKTepu-
3YIOLWKUM POJib NEeYEHN B OOMEHE XKUPOB, ABMIAETCHA CUHTESN-
pyembl renatoumMTaMu XonecTepuH, U3 KOTOPOro B MeYeHu
06pasyloTcs NepBUYHbIE XeN4YHble KUCNOTbl (xonesas U
xeHogesokemxonesas) [15]. OnpegeneHne KOHUEHTpauuu
XOnecTeprHa B KPOBM NMO3BONSET CYANUTb O QYHKLIMKU NEeYEeHU
B 0OMeHe MpoB. [pyM MapeHXMMaTo3HbIX MOpaXKeHUsax
nevyeHn CUHTETMYECKAA aKTUBHOCTb €e KIEeTOK ocnabneHa,
W KOHLEHTpaLmMsa xonectepmHa B KPOBU CHUXKaeETCS.

MpK OLLeHKe CTeneHn HapyLleHUn GYHKLUKU NevYeHn Heob-
XOAUMO OLEHUBaTb M GYHKLMIO NeYeHN B 0OMEHE reMOXPOM-
HOro NUrMeHTa 6unnpybuHa, KOTOpbIA ABASETCS OAHUM
M3 KOMMOHEHTOB enuun. CogepxaHne 6UnnpybunHa B KPOBM
yBENMYUBAETCH NPU CHUKEHHON CMNOCOBHOCTU K MeETabonmns-
MY W TP@HCMOPTY B XKen4b 6UnnpybrHa renatouutamu.

leyeHb — rnaBHbIA OpraH, B NMapeHXMMaTO3HbIX KaeT-
Kax KOTOPOro MPOoMCXOAsAT GUOXMMHUYEeCKMe npeobpal3oBaHus
NPOAYKTOB NULLEBAPUTENBHOMO rMAPONM3a YrNeBOA40B U npe-
BpalleHne WX B MoKo3y — GopMy, AOCTYMHYIO AN KIETOK
opraHuama. lNevyeHb — [eno yrneBoAoB, T.K. YacTb [MIOKO3bI
XpaHUTCS 3[4ecCb B BWAe rMKoreHa. llevyeHb BbINONHAET
rNIIOKOCTaTUYECKY0 QYHKLIMIO, MOAAEPIKMBAs COAEPXKaHue
rNIIOKO3bl B KPOBW Ha MOCTOSHHOM YPOBHE, UrpaeT LieHTpasb-
HYIO POflb B MHOFOYUCIEHHbIX PeaKLnsax obmeHa yrneBoaoB
[15-24]. B ne4vyeHn nNpomcxomdaT NPoTUBOMONOXKHO Hanpas-
JIeHHble NPOoLEeCChl: CUHTE3 MIOKO3bl ([IIOKOHEOreHes) U ee
pacnag (rM1Konam3) (B 60NbLIMHCTBE APYrMX OpraHoB Mpouc-
XOAWT TOJIbKO MMKKONN3). [MoKo3a npu a3pobHOM rnMKoNInse
okucnsgetcsa go CO2 n H,0, a npn aHaspoBHOM MMKONM3e —
[10 NMpyBaTa, HO C NocneaylLMMm NpeBpalleHMemM nupysaTta
B naKrtaT. B neyeHn npoucxoaut ewe 2 NpPOTUBOMOOKHO
HanpaB/IeHHbIX MpoLecca: CUHTE3 [IMKOreHa, MUKOreHes,
W ero pacnag — rfIMKOreHonmna.

Mcxoasa u3 Toro, YTo NPoAyKTaMu NOHOMO nepeBapuBaHns
YrNeBOAOB SBASIOTCS MOHOCaxapuAbl (INOKO3a), a MPOAYKTOM
pacnafa rnoKo3bl MPU aHa3POBHOM IMIMKONN3e ABNAETCS NaK-
TaT, 3TW NoKasaTenu MOoryT 6biTb UCNOSIb30BaHbI AN OLLEHKM
CTENEHN HapyLleHns GYHKLMM NevYeHn B 0OMeHe yrineBoaoB.

Llenb uccnegoBaHus: paspaboTtaTb CUCTEMY onpeaesne-
HUSA CTENEeHU HapyleHUn GYHKLUKU NeYeHn y AeTen Ha OCHO-
Be MK®.

NALIMEHTbI U METOAbI

Y4yacTHUKM uccnegoBaHus

lMpoBeaeH pPeTPOCNEKTUBHbLIA aHanuM3 U3MeHeHuUs 6u1o-
XMMUYECKMX MOKa3aTesien KPOBU, XapaKTepu3ylwux posb
ne4yeHn B PyHKUMM OOMeHa OGENIKOB, XMPOB U YrneBOAOB
nauMeHTOB, HaXOAUBLLMXCA Ha IEYEHUU B raCTPOIHTEPOSIO-
rMYECKOM OTAENIEHMM C FrenaTofIorMYecKon rpynnom, XMpyp-
rMYEeCKOM OTAENIEHUM, OTAENIEHUM aHECTE3UONOMMU U PeaHu-
Maumn HUW negmatpum HaydyHoro ueHTpa 340p0BbS AeTen
PAMH (HLU3 PAMH), a TakxKe B 0TA€N1EHNM BOCCTAHOBUTETb-
HOrO fle4yeHnsa aeten ¢ 60n1e3HAMM OpraHoB MuLeBapuUTesb-
How cucteMbl HUM npodunaktnyeckon neguatpmm u Boccta-
HoBUTENbHOrO NeveHns HU3J PAMH. MNMpoaHannaupoBaHsbl
nctopun 6onesHn 115 geten, He UMEIOLLMX NATONOMMK NeYe-
HU, 15 geten, ymeplumx OT MeYEeHOYHOM HEeAOCTaTOYHOCTH,
1 220 nauMeHToB C pas3nMyHbiMK 3a601E€BAHUSAMU NEYEHM.

MeTtopabl uccnegoBaHus

OueHuBann GMOXMMUYECKME MNOoKazaTenn Kposu: AJT,
ACT, KoaddpuumeHT ae Putnca, movyeBUHY, amMMHUaK, anboy-
MWH, LiepynonnasmMuH, TpaHcheppuH, GU6PUHOreH, NPOTPOM-
6vH No KBKKY, XonecTepuH, GUIMpyouH, MIOKO3y, NaKTar.

buoxmmunyeckme nokasaTenu, xapakrtepuayloune dyHK-
UMK nevyeHn B obMeHe BGeNKOB, KMPOB U YINeBOLOB AeTeN,
HEe MMeloLWMX NaToNorMK NevYeHu, pacLeHMBain Kak OTCyT-
CTBME HapyLIEHNK GYHKLUKN NEeYEHMN.

Broxumuyeckne nokasartenu, xapaxkrepuaylowmne GyHK-
LMK nevyeHn B o6MeHe BGEeNIKOB, XMPOB U YIeBOLOB AeTeN,
yMepLWMXx OT MNeYeHOYHOM HeJOoCTaTOYHOCTU, pacLeHuBanu
KaK abCoNOTHOE HapylleHne GYHKLUUKU NeYeHu.

CreneHb BbIPaXKEHHOCTU U3MEHEHMIN TaKMX MOKa3aTenen,
KaK AJ1T n ACT, B KIMHUYECKON NPaKTUKE NPUHATO OLLEHUBATb
B yucne «<Hopm». Tak, nosbllwenune AJTT B 1,5 pa3sa Bbllle HOpMbI
npegnaraeTcs pacLeHMBaTb Kak MUHUMalbHYO aKTUBHOCTD,
B 2—3 pa3sa Bbllle HOpPMbl — Kak cnabyto, B 3—10 pa3 —
KaK yMepeHHyto, B 10 pa3 1 60/iee — KaK BblpaxeHHyto [25].

MK® pekomeHAyeT cyuTaTb CHUMKEHWE DYHKLMU NeyeHu
Ha 0-4% OoTCyTCTBMEM HapylleHuh, Ha 5-24% — He3Ha-
YuTeNbHbIMU, Ha 25-49% — yMEpPEeHHO BbIPaXKEHHbLIMU,
Ha 50-95% — TsxenbimMu, Ha 96—100% — abCONOTHLIMM
HapyweHusamu [5].

YuutbiBas, 4To KOIbGPULUMEHT ae Putnca npu pasnmyHbix
3a60/1eBaHNSAX MOXET OblTb KaK MOBbIWEHHbIM, TaK U MOHWU-
YEHHbIM, B 3aBUCUMOCTU OT COCTOSIHUS LIUTONUTUYECKOWM
aKTUBHOCTU OLEHWBaNM He TONbKO CTEMEHb €ro CHUXKe-
HUA (%), HO M CTeNneHb ero noBblleHUs (%) No OTHOLWIEHWUIO
K MOKasaTteNiaM JeTen, He MMeIoLLMX NaToNorMm nevyeHu.

CtaTtucTtuyeckas o6padoTKa AaHHbIX

PesynbtaTbl UccnefoBaHWA MNpoaHanM3upoBaHbl Mpu
NoMOLLUM MakeTa NpuKnagHbix nporpamm «GraphPad Prism» 1
«Statistica 10.0». KonnmyecTBeHHble AaHHbIE Bblparkanu B BUae
CpeAHUX 3HaveHunn (M) £ ctaHaapTHOE OTKNOHeHwue (SD).

PE3YJ/IbTATbl U OBCYXAEHMUE

BennynHbl GMOXMMUYECKUX MOKal3aTenen pneten, He
MMEBLLMX 3abofieBaHUM MeYEeHU, a TaKKe [eTeun, ymep-
WKNX OT MNeyeHOYHOM HeaoCcTaTOYHOCTU, MNpeacTaBEHbI
B Tabn. Y nayMeHToB, He UMEBLLUNX 3ab601eBaHUI NEYEHMU,
aktMBHocTb AJIT coctaBuna 16,7 + 0,5 ME/n, ACT —
28,1 + 0,5 ME/n, KoadpdnumneHT ge Putnca — 1,78 + 0,05.
3T noKasatenu OblnM pacLEeHEeHbl KaK XapaKTepu3ylo-
lMe oTCyTCTBME HapyweHUn YHKLMKM NevyeHu B MnpoLec-
cax TpaHCaMWHWPOBAHUS U Ae3aMUHUPOBAHUA U MO3BO-
JINNKU 3aKN0YUTb, YTO NMPU OTCYTCTBUU HapPyLUEHUM DYHKLMHK
neyeHn aktuBHocTb AJ1T He gonxKHa npesbliwaTtb 17,2 ME/n,
ACT — 28,6 ME/n, 1 X MOXHO YCNOBHO CYMTaTb «O4HOM
HOPMOW»; KO3ODUUMEHT Ae Putuca [JOMKEeH HaxoauTbes
B npegenax 1,73-1,83.

Y naumeHToB, yMepLKX BCEACTBUE NEYEHOYHOW HegocTa-
TOYHOCTH, coaepxKaHue AJIT coctaBuno 244,3 = 27,0 ME/n,
ACT — 360,77 + 81,01 ME/n, koaddnumneHT ge Putuca —
3,57 = 0,35. 3™ nokaszaTenu 6bIIM UCMOb30BaHbl Kak
XapaKkTepuaytolwune abCotoTHOE HapyleHne GYHKLUMM NeYeHn
M NO3BONWAN 3aKN04UTb, 4TOAJTT Bbie 217,3 ME /N (T. €. Bbile
13 Hopm), ACT Bbile 279,8 ME/n (Bbllie 10 HOpM), a TaKKe
KoadduuneHT ge Putnca 6onee 3,22 aBnsOTCS NoKalaTens-
MW abCOMOTHOIO HapyleHnsa GYHKLMU NeYeHn B npoLeccax
TpaHC- U e3aMUHUPOBAHNS.

KoHueHTpauus 6unnpybuHa y AeTen, He uMeBLIKNX 3a60-
neBaHUM nedveHun, coctaBuna 12,84 + 1,00 mMKMonb/n,
a y naumMeHToB, yMepLIMX BCeacTBME NeYeHOYHOM HeJocTa-
ToYHOoCTU, — 254,60 + 52,77 mMKMonb/n. CnegoBaTtenbHo,
MpU OTCYTCTBUU HapyLEeHUN YHKUMKU MeYeHU CopepyKaHue
6unnMpybuHa He JoMKHO npesbiwaTtb 14,0 MKMONb/N, U ero
MO}HO pacLeHMBaTb YCI0BHO KaK «0OAHY HOPMY», TOrAa Kak
nosbllweHne 6onee 202,0 MKkmonb/n (T.e. 6onee 14 Hopm)
OTHOCUTENbHO NoKasaTtesnen geten, He UMeBLLMX 3aboneBa-
HUW NeYeHu, roBopuT 06 abCONOTHOM HapyLIEHUN QYHKLMK
nevyeHu B npolieccax obmeHa 6unnpybuHa.
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OpuruHanbHasa cTaTtbs

Ta6nuua. bannbHas cucteMa OLEHKM CTENEHN HapyLweHna GYHKLMK NeYeHn y aeten

[NioKo3a HaToulak Mmonb/n | 4,52-4,76 | 4 3,58-4,47 3 2,40-3,53 2 1,45-2,39 1 <1,45 0
Nakrar MIKB/N o 1,56 4 1,57-1,86 3 1,87-2,24 2 2,25-2,93 1 =294 0
AnbOYMUH r/n =423 4 37,1-42,2 3 31,9-37,0 2 26,7-31,8 1 =< 26,7 0
LlepynonnasmuH Mmr/on = 20 4 16,7-20 3 13,3-16,7 2 10,0-13,3 1 <10 0
durbprHoreH r/n > 3,03 4 2,50-3,03 3 1,98-2,49 2 1,45-1,97 1 <1,45 0
MpoTpom6u1H No KBuKy % > 95,7 4 90,7-95,7 3 58,5-90,6 2 26,4-58,4 1 < 26,4 0
TpaHcheppuH Mmr/on = 244 4 202-243 3 176-201 2 150-175 1 <150 0
ANT ME/n =17,2 4 17,3-83,9 3 | 84,0-150,6 | 2 | 150,7-2173 | 1 =217,3 0
ACT ME/n < 28,6 4 | 28,7-1123 | 3 | 1124-1960| 2 |196,1-279,7 | 1 | =279,7 | O
KoaddMLMEHT 1,31-1,72 0,88-1,30 0,87-0,09 < 0,09
ACT/ANT | 1,73-1,83 | 4 nnu 3 nm 2 nm 1 nm 0
Ae Putuca 1,84-2,27 2,28-273 2,74-357 >3,22
AmmmaK MOKB/n fo 32 4 | 321-397 | 3| 398-47,7 | 2 | 478-624 | 1 | =625 | O
(MOHBI @aMMOHUS)
MoueBuHa MMOJb/N = 3,7 3,2-3,7 3 2,7-3,1 2 2,2-2,6 1 <22 0
BunnpybuH obum MKMONb /N =< 14,0 14,0-76,5 77,0-139,2 | 2 | 140,0-201,9 = 202
XonectepuH MMONb/N = 4,0 3,3-3,9 3 2,7-3,2 2 2,0-2,7 1 <20 0
MaKcuMabHO BO3MOXKHOE YUCo Gannos: 56

lMpumeyvarme. OTCYTCTBME HaPYWEHUIN GYHKLMM NeveHn (CHMKeHne dyHKUMn Ha 0—4%) — 54-56 6annoB, HE3HAUYUTENIbHbIE HapPYLLEeHUS
DYHKLMKU NeYeHn (CHUKeHne dyHKUMnM Ha 5-24%) — 43-53 6anna, ymepeHHble HapyleHns GyHKUUKU NeYeHmn (CHUXKeHNe QYHKLIMK

Ha 25-49%) — 29-42 6anna, Taxenble HapyleHns GyHKLUKU NeveHmn (CHUxKeHne GyHKLMK Ha 50-95%) — 3-28 6annos, abContoTHbIE
HapyweHns GyHKUMKU NeveHn (CHUxKeHne GyHKLMK Ha 96—-100%) — 0—-2 6anna.

JTOT e MPUHLMN pacnpefeneHns OTHOCUTENBHO WKan
«OTCYTCTBME HapyweHUn» U «abCOoNIOTHbIE HapylweHUs»
Mcnonb3oBancsa U Ans Bcex Apyrnx 6UOXMMUYECKUX NoKasa-
Tenew, xapakTepusyoLlnx pob NnevyeHn B GyHKLMAX oOMeHa
6ENKOB, XWPOB W YrNeBoAOB: anbbymuHa, GUOPUHOreHa,
npoTpoMbuHa, TpaHcheppuHa, LepynonnasmuHa, xonecte-
pWHa, MOYEBUHbI, aMMHaKa, MOKOo3bl, laktata. OHK TaKkKe
npeacTaBneHbl B Tab.

Mpu oueHKke cTeneHun HapyleHns GyHKUnn MKD peko-
MeHIyeT cyYuTaTb YMEpPEeHHbIMU HapyleHus, noKasaTtenu
KOTOPbIX AOCTUraloT CepeamHbl LWKanbl «abCoNOTHOE Hapy-
lweHue» [5]. B cOOTBETCTBMM C NOJSYyYEHHBIMU pe3yfbTaTamMu
PETPOCMEKTUBHOrO aHannida GMOXMMMYECKMX MoKasaTtenewn
KpoBHu, aktneHocT AJTT, ACT n KoadbduuneHTa ae Putuca, KoTo-
pble MOryT CBMAETENbCTBOBATb 06 yMEPEHHOM HapyleHun
PYHKLUMKM nedeHn, coctaBunu: ansa AJIT — 84,0-150,6 ME/n
(5-9 ycnoBHbix HopMm), ana ACT — 112,4-196,0 ME/n
(4—7 ycnoBHbIX HOpM), Ans KoadduuuneHTa ae Putuca —
2,28-2,73 (25-49% noKazaTens nauuMeHToB, He WMelo-
wmx 3aboneBaHur ne4veHu). KoHUeHTpauua Ounnpyou-
Ha Haxogunacb B AuanasoHe 77,0-139,0 MKmonb/n
(5—10 yCnoBHbIX HOPM).

BenunynHy 6MOXMMHYECKMX MoKasaTenen, pacnonarato-
WMXCS MEXAY WKanaMu «OTCYTCTBME HapyLUEeHWM» U «yMe-
PEHHblE HapyweHus», MOXHO pacLeHWBaTb KakK «He3Ha-
YyUTE/bHbIE HapPYLIEHUS», @ MEXAY LWKanaMu «yMEepPEHHble

HapyLeHns» U «abCONMIOTHbIE HAPYLWEHUS» — KaK «TsKenble
HapyweHus» (CM. Tab.).

JTOT e NPUHUMN pacnpeaeneHns OTHOCUTENbHO LWKan
OLIEHKM CTEMEHU HapyweHns GYHKLMN MPUMEHUM M A1s BCEX
Apyrux GUMOXMMMYECKMX MOKasaTenen, XapakTepu3yloLlnx
OYHKUMKU NeYveHu.

3ab6oneBaHns NeyveHn MOryT COMPOBOXAATbCS Pas/ny-
HbIMW BapuaHTaMn U3MEHEHUI BUOXMMUYECKUX MOKasaTe-
NIen, UCNOJIb3YyeMbIX NMPU OLEHKE CTENeHW HapylleHUs QyHK-
LMK NeYeHn B 0OMeHe 6eNKOB, XXMPOB U YIIeBOA0B, BAUSHWE
COYETaHHOCTU U3MEHEHUIM KOTOPbIX HEPEAKO TPYAHO YHECTb.
C 370N LeNblo B KayecTBe BCNOMOratenbHOro MHCTPyMeHTa
6blla pa3pabotaHa GannbHas CUCTEMA OLEHKW CTeneHu
HapyweHUn GYHKLUUKU neYveHKn. Npu aTomM Kakabli GUOXMMU-
YeCKMW MoKaszaTefb OLeHWBaAM No NATMOaNIbHOW LWKane.
YpoBeHb OGMOXMMUYECKOro MNoKasaTens, COOTBETCTBYIOLMUM
OTCYTCTBMIO HapyLEHWH, NpUHUManu paBHbIM 4 Gannam,
He3HayuTeNbHbIM HapyweHusM — 3 Gannam, yMepeHHbIM
HapyweHnsaMm — 2 6annam, TKenbiM HapyweHuasm — 1 6an-
Ny, abCONOTHbIM HapylweHnam — O 6annos.

Cymma 6anfioB CNy)KUT OLEHKOW CTEeMeHU HapyllieHus
yHKLUMM neyeHu. Tpu OTCYTCTBUM HapyleHUn ¢yHKLUU
nevyeHn (CHWeHue GyHKuun Ha 0—4%) cymmapHoe 4ucno
HabpaHHbIXx 6annoB paBHO 54-56, NpPU He3HAYUTENbHbIX
HapyweHnsax GyHKUMKM neveHun (Ha 5-24%) — 43-53, npu
YMEPEHHbIX HapyweHnsax GyHKUMK nevyern (Ha 25-49%) —




29-42, npu TEKeNbIX HapyweHusax OYHKLUUMKU MeyYeHu
(Ha 50-95%) — 3—-28, np1 abCONOTHbIX HaPYLIEHUAX DYHK-
umm nevyexu (Ha 96-100%) — 0-2 (cm. Tabn.).

3AK/TIOMEHUME
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aTane o6cnefoBaHMa W NIeYeHUs y BCex [eTen: UCMOofb-

REFERENCES

1. Puzin S.N., Lavrova D.l., Kuzmishin L.E. etc. Reglamenty
ekspertno-reabilitatsionnoi diagnostiki dlya glavnogo byuro mediko-
sotsial'noi ekspertizy (inf. pis'mo) [Regulations of Expert and
Rehabilitation Diagnosis for Central Bureau of Social Security Medical
Assessment Board. Informational Letter]. Moscow, 2006. pp. 12-19.
2. Agata I.D.D', Balistreri W.F. Evaluation of liver diseases in the
pediatric patient. Pediatr. Rev. 1999; 20 (11): 376-389.

3. McDiarmid S.V., Anand R., Lindblad A.S. Development of a
pediatric end-stage liver disease score to predict poor outcome in
children awaiting liver transplantation. Transplantation. 2002;
74 (2): 173-181.

4. Murray K.F., Carithers R.L. AASLD Practice Guidelines:
Evaluation of the Patient for Liver Transplantation. Hepatology.
2005; 41 (6): 1-26.

5. Mezhdunarodnaya klassifikatsiya funktsionirovaniya, ograni-
chenii zhiznedeyatel'nosti i zdorov'ya [International Classification
of Functioning, Disability and Health]. Translated from English by
G.D. Shostka, V.Yu. Ryasnyanskii, A.V. Kvashin etc. WHO, Geneva,
2001. 342 p.

6. Komov V.P, Shvedova V.N. Biokhimiya: Uchebn. dlya vuzov
(Vysshee obrazovanie: Sovremennyi uchebnik) [Biochemistry:
Textbook for Institutions of Higher Education (Higher Education:
Contemporary Textbook)]. Moscow, Drofa, 2004. 640 p.

7. Shevchenko O.P. Laboratoriya — Laboratory. 1996; 1: 3-6.

8. Bairoch A. The ENZYME database in 2000. Nucleic Acids Res.
2000; 28: 304-305.

9. Aleshkin V.A., Novikova L.l., Lyutov A.G., Aleshkina T.N.
Klinicheskaya meditsina — Clinical Medicine. 1988; 8: 39-48.

10. Volodin N.N., Dolgov V.V., Degtyarev D.N., RakovS.S.,
Lipagina A.A., Krivonozhko A.V. Rossiyskiy Vestnik Perinatologii i
Pediatrii — Russian Bulletin of Perinatology and Pediatrics. 2000;
1:10-13.

11. Fomin V.V., Kozlovskaya L.V. Consilium medicum — Consilium-
medicum. 2003; 5 (5): 247-250.

12. Koj A. Metabolic studies of acute-phase proteins. Pathophysiology
of plasma protein metabolism. N.-Y., London. 1984. P. 221-248.

3yemble GUOXMMUYECKME MOKa3aTeNn He 3aBUCAT OT BO3pac-
Ta nauueHTa. bannbHas cuctema ABAAETCA O6BEKTUBHbLIM
KPUTEPUEM OLIEHKM CTeMneHW HapylleHWs GyHKLMKU nedyeHu
1 MOXET UCMONb30BaThCHA NPU OLEHKE TAMECTH NnaTosornye-
CKOro npoliecca B ero AMHamuKe, onpeaeneHiun nporHosa
3a60/1eBaHUs 1 BbiTb KPUTEPMEM MOKaA3aHWUI K TpaHCcnnaH-
TaUuUW MeyYyeHu, a TakKe MPUMEHATLCA NPU MPoBeLeHUH
Me/IMKO-COLMaNbHOM IKCMNepTuUsbl.

13. Wolberg A.S. Thrombin generation and fibrin clot structure.
Blood Rev. 2007; 21 (3): 131-142.

14. Zaborske J.M., Wu Xiaochen, Wek Ronald C., Pan Tao. Selective
control of amino acid metabolism by the GCN2 elF2 kinase
pathway in Saccharomyces cerevisiae. BMC Biochemistry. 2010;
11: 29.

15. Grady J.G., Lake J.R., Howdle P.D. Glycogen storage disease,
comprehensive clinical hepatology. Gastrointest. Liver Dis. 2000;
715:122-128.

16. Berman R.E.,Kligman R.M.,Jackson H.B.Pediatriyapo Nel'sonu:
v 5 t. Per. s angl [Nelson Textbook of Pediatrics: in 5 Volumes.
Translated from English. 4th Volume]. Edited by A.A.Baranov.
Moscow, Rid Elsiver, 2009. 1112 p.

17. Bluger A.F. Osnovy gepatologii [Basics of Pathology]. Riga,
Zvaigzne, 1975. 469 p.

18. J.1. Wolfsdorf, J.F. Crigler, Jr., Rukovodstvo po endokrinologii.
Glikogenozy [Endocrinology Guideline. Glycogen Storage Diseases].
1990. pp. 741-755.

19. Colman J., Rem K.-T. Naglyadnaya
Biochemistry]. Moscow, Mir, 2000. 469 p.
20. Cohn R., Roth K. Rannyaya diagnostika boleznei obmena
veshchestv [Metabolic Diseases: A Guide to Early Recognition].
Moscow, Meditsina, 1986. 637 p.

21. Metzler D. Biokhimiya. Per. s angl. T. 2 [Biochemistry. Translated
from English. 2nd Volume]. Moscow, 1980. 609 p.

22. Nikolaev A.Ya. Biologicheskaya khimiya [Biological Chemistry].
Moscow, MIA, 2004. 568 p.

23. Severin E.S. Biokhimiya [Biochemistry]. Moscow, GEOTAR-
Media, 2003. 779 p.

24. Sherlok Sh., DuliJ. Zabolevaniya pecheni i zhelchnykh putei
[The diseases of the liver and biliary tract]. Moscow, GEOTAR-Media,
1999. 864 p.

25. Baranov A.A.etc. Diagnostikailechenie khronicheskikh virusnykh
gepatitov B, C i D u detei. Pos. dlya vrachei [Diagnosis and Treatment
of Chronic Viral Hepatitis B, C and D in Children. Guideline for
Doctors.]. Moscow, 2003. 84 p.

Biokhimiya [Visual

i

BOMPOCbI COBPEMEHHOW NMEAUATPUU /2013/ TOM 12/ N 4



