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gastropedklin@gmail.com B cTaTbe NpefCTaBeH AMHAMMYECKII aHanu3 GyHKLMM 11 CTPYKTYPbI MeYeHI y AeTel ¢ 60e3Hbio BunbCoHa Ha ocHoBe

ABTOPCKOW CCTEMBI OnpeaeneHns CTeneHn HapyLWeHUa CTPYKTYPbI 1 YHKLWW NeyeHw, CO3AaHHOM Ha ocHoBe MexayHa-
POAHO Knaccudukaumu GyHKUMOHMPOBAHMA C MCMOSb30BaHMEM CTAaTUCTUYECKOrO aHann3a UMGPOBOTro BbIpaXeHWsA COBO-
KYMHOCTMW U3MEHEeHWI NoKa3aTesel, OTpaxaloLmx OCHOBHbIE HAapyLUeHWA GYHKLMM U CTPYKTYPbl MeYeHM 1 BbIPaKEHHOCTH
nopTanbHoM rnepTeH3un. lNokasaHo, UTo NpW NepBOM NOCTYNAEHWN Y AeTell C 6one3Hbio BunbcoHa B 96,6 % cydaes
OTMEUaoCh CHKEHME GYHKLMM NedeHu Ha 25,0—95,0 %, COOTBETCTBYIOLLEE YMEPEHHOM U TAXKENOW CTEMNEHW HapyLLEHNS,
TOrf1a Kak yepes 6 v 12 MecALeB NeyeHns aHanornyHble M3MeHeHNA PerncTprupoBanoch 3Haunmo pexe —y 87,5 %, 1 86,6 %
60NbHBIX COOTBETCTBEHHO. YMEPEHHOE 1 TAXKES0e HapyLUeHe CTPYKTYPbI MeUeHM 1 BBIPaKEHHOCTb MOPTabHOM runep-
TeH3WW B COOTBETCTBUM C NpeasiaraemMon CYCTEMON Npy NepBoil rocnuTani3aumnmn 6uino oTMeueHo y 77,8 % fetei C Lmp-
pO30M Mevenn B 1cxoae bonesHn Bunscora, uepes 6 mecaues Tepanun —y 50,0 % 60nbHbIX, 1 Yepe3 12 MecAales — Nullib

y 36,0% peteit. ROG-aHanu3 npenioxKeHHOM 6annbHOM CUCTEMbI YCTaHOBUI €€ YMEPEHHYIO 3HAYMMOCTb B ONPeAeneHnn
NOKa3aHUIM K NpoBeAEeHMI0 TPAHCMNAHTALMM NeYEHN N0 NOKa3aTeNAM CTeNeHr HapyLleHna GyHKUMW NeYeHm v BbICOKYIO
3HAUMMOCTb B ONpefeneHnmn No NoKasatenam CTeNeHn HapyLWeHNA CTPYKTYPbI NeUYEHM 1 BbIPaKEHHOCTV NOPTaNbHOM
runepTeH3vn y feteit ¢ bonesHbto BunbcoHa. Taknm 06pa3om, NpeanoeHHble 6anbHble CUCTEMBI OLEHKM CTEMEeHN Hapy-
LWeHMA QYHKUWW 1 CTPYKTYPbI NeYeH MOryT ObiTb 0OBEKTHBHBIM KpUTEPHIEM OLEHKM BbIPAKEHHOCTU MOPAaXeHUA NneyeHw,
KOHTPONA ee N3MeHeHW B IHaMIIKe C OLIeHKOW 3O OeKTYBHOCTM NPOBOAMMON Tepaniiv U NOKa3aHWi K TpaHCNNaHTaumm
neveHu. MpeanoXeHHbIN METOA MOXET NMPUMEHATHCA NA CO3[aHMA «MOfIeAW NaLveHTa» ¢ 6one3Hbio BrunbcoHa ¢ nocnesy-
foLLiel pa3paboTKO CTaHAAPTOB 1 MPOTOKO/IOB OKa3aHUA MeAULIMHCKOM NOMOLLY, @ Take 1CMOb30BaTbCA NPy NpoBeae-
HUW MEeAMKO-COLMANbHOM IKCNePTM3bl AeTer ANA YCTaHOBNEHNA CTENEHW HAPYLLIEHWA CTPYKTYPbI M QYHKUMM NeYeHr Npw
onpefeneHumn Kateropumn «pebeHoK-MHBaNUay.

KnioueBble cnosa: 6onesHb BuabcoHa, AeTw, HapyLleHre GyHKUMM NeyeHu, HapyLeHre CTPYKTYpbl NeueHu, NopTaabHas
TMNepTeH3NA, LMPPO3, MEXAYHapOoAHas Knaccudukauma dyHKLMOHMPOBAHNA, MeAVKO-CoLManbHan 3KCnepTr3a.
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Summary

In article we presented dynamic analysis of liver function and structure in children with Wilson’s disease based on the
author’s system for determination the degree of liver function and structure disorder that was created on the basis of the
International Classification of Functioning using the statistical analysis of the digital expression of a set of changes in indices
reflecting major violations of liver function and structures and severity of portal hypertension. We found that that the first
examination in children with Wilson’s disease in 96,6 % of cases showed a decrease in the liver function by 25,0-95,0%
corresponding to a moderate and severe degree of impairment, whereas after 6 and 12 months of treatment, similar
changes registered significantly less often —in 87,5 %, and 86,6 % of patients, respectively. Moderate and severe disruption
of liver structure and severity of portal hypertension according to the offered system at the first hospitalization was noted
at 77,8 % of children with cirrhosis in the outcome of Wilson's disease, after 6 months of therapy in 50,0 % of patients, and
after 12 months — only in 36,0 % of children. The ROC analysis of the proposed scoring system established its moderate
significance in determining indications for liver transplantation in terms of the extent of liver function impairment and high
significance in determining the extent of liver structure disorder and the severity of portal hypertension in children with
Wilson’s disease. Thus, the proposed scoring systems for assessing the degree of impairment of the function and structure
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of the liver can be an objective criterion for assessing the severity of liver damage, controlling its changes in dynamics,
assessing the effectiveness of the therapy and indications for liver transplantation. The proposed method can be used to
create of “the patient’s model” with Wilson's disease, followed by the development of standards and protocols for the provi-
sion of medical care, and also used in the medical and social expertise of children to determine the degree of disruption of
the structure and function of the liver when determining the category of “disabled child".

Key words: Wilson's disease, children, liver function disorder, liver structure disorder, portal hypertension, cirrhosis, interna-
tional classification of functioning, medical and social expertise.
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BBepeHune

Bonesus Bunbcona (BB) siBisieTcsi reHeTYeCK freTep-
MUHMPOBAaHHBIM HapylleHueM MeTabo/1n3Ma, nepeya-
IOITIMCA KaK ayTOCOMHO-PeIleCCUBHBIN IPU3HAK, BbI-
3BaHHbII MyTanueli B rede ATP7B (13q), kopupyrommem
obpasoBanme 6enka — Mefib-TpaHciopTHO ATPaspl.
TeHeTmyecknit fepeKT 3TOro HenKa yMeHbUIAEeT CBA3bI-
BaHUe MefI C Liepy/IOIIa3MUHOM — 6€/IKOM, KOTOPBIIt
BbIpabaThIBAETCsI B IEYEH U CBSI3BIBAETCSI C IOMOII[BIO
Menb-TpancnopTHot AT®a3el ¢ MefbIo B IIpolecce
BbIBeJ[eH1 ee 13 OpTaHM3Ma C KeTYbl0. ITO IPUBOSUT
K ITOCTEIICHHOMY HaKOIIEHUIO Me[iU /10 TOKCUYeCKO-
IO YPOBHSA ¥ OT/IOXEHNIO €€ B Pa3TMYHBIX OpTraHax,
MpeXfe BCETO B IIEYEHM, B MO3Te, B II0YKaX U B POTO-
Bute. Hapymenue o6pasoBaHms Meb-TPaHCIIOPTHOI
AT®aspl 1, BCTEACTBUE 3TOTO, YMEHbIIEHME CBA3bI-
BaHUA MeJY C LIePyI0IIa3MUHOM, COIIPOBOX/AETCS
Ha/lIM4yueM anolepyoiasMuta (LepynonaasMuHa,
He CBsI3aHHOTO C MeJIbI0; LIePy/IOIIa3MIH, CBA3aHHBIN
C MeIbI0 — XO/IOLePY/ION/Ia3MIH) ¥ IPUBOJUT K CHU-
JKeHWIO YPOBHA LVMPKYINPYIOLIEro IepynIonaasMuHa
BCTIE[ICTBYE COKpAIeHM s Nepuoyia IOTyBbIBEeHN A
arnonporenHa [1, 2, 3, 4].

BB npepcrasisiet coboit TshKenoe 3aboneBaHme Iie-
YeHU, IPY KOTOPOM PaHH:AA IMAaTHOCTVKA VI CBOEBpe-
MeHHOe aJleKBaTHOe JiedeHle MOTYT CYI[eCTBEHHO 13-
MEHNTb eCTECTBEHHOE TeUeHue 3a00/IeBaHNs, Y IINTD
Ka4eCTBO >K/M3HM [TALIMEHTOB 1 MMeTb 61arONPUATHBII
ucxop. Ecnn BB He pacniosnaercs, mporpeccupoBaHue
MeYeHOYHOI ¥ HEBPOJIOTMYECKOIl ITaTOIOTY MOXKeT
ObITb OYeHDb OBICTPBIM, @ PV TEPMUHAIBHO CTANU
3a00/1eBaHMsA TIeYeH BO3HMKAET HEOOXOAUMOCTD ee
TpaHcianTauuu [5]. OfHUM U3 BaXXHBIX BOIIPOCOB
ABJIAETCA ONpefeNieHNe KOHKPEeTHBIX CPOKOB IIPOBe-
JeHMs TpaHCIUIAaHTauuM nedeHn. [Ins onpeneneHus
OIITYMA/IbHOTO BPeMEeH! OIlepaTYBHOTO BMeIIAaTe/IbCTBA
Heo6X0o/MMa B3BellIeHHAs OLIeHKa BCeX PUCKOB, aCCOLIY-
MPYIOLIMXCS KaK C CaMUM 3ab0/IeBaHueM MeYeHy Ipu
€r0 eCTeCTBEHHOM TeUeHMM, TaK U C TPAHCIUIAHTALVEeN
¥ IOCTTPAHCIVIAHTALMOHHBIM COCTOSHMEM.

TlepBast MHTerpaabHas LIKaNa OLEHKY TSXKECTU
LITI 6b11a pepio>keHa emte B 1964 ropy umikana Child-
Trucotte [6], MoguduunposanHas Pugh B 1973 r. n nno-
ny4ymsurasg HasBaHue mkansl Child-Trucotte-Pugh
(CTP) [7], xoTopas u ceityac OTHOCUTCS K OCHOBHBIM
croco6aMm OLEHK TSKECTI OPaXkeHnii iedenn [8, 9].
Opnako mkana CTP He BanupupoBaHa A1 UCIO/b-
30BaHNA Y JeTell.

B 200011 2002 rr. 6bI/1M IIPELIO>KEHDI COBpEeMEHHBIE
mkansl MELD 1 PELD, koTopble BanuaupoBaHbl A1
UCHonb30BaHMA y feTeli (mxana PELD ncmonbayercs

y eTeit oT poxxeHu 1o 12 net, a mkana MELD -y fe-
Teit cTapiie 12 JieT M B3pOC/IbIX) U IIO3BOJIAIOT IPOBO-
ouTh 6omee TOHKYIO rpajauuio tsoxectu LIy mereis,
IIOCKOJIbKY BBIPAXKaI0TCs B 6ajIIax, a He B KJIacCax, Kak
npu CTP [10, 11, 12, 13].

Opnako cymectsytomue mkanst CTP, MELD
u PELD nu6o orpakaroT GyHKIMM HedeHN YaCTUIHO
(CTP), nubo npesHa3Ha4YeHbI [/ OIPefeIeHNs 3-X
MeCSYHOTO IIPOTHO3a BBDKMBAEMOCTM MAI[MEHTa [/
YCTaHOB/IEHNU s IOKa3aHNIT K CPOYHOI TpaHCIIaHTa-
uuu nedeny (MELD u PELD): 6onee 20 6annos — mio-
XOJi IPOTHO3 TPEXMeCAYHOI BBKMBAEMOCTH, MEHee
20 6a71710B — XOPOUINIT IIPOTHO3 TPEXMECAYHOI BbI-
KrBaeMocTu. TeM He MeHee, pas3nuuHble MOAUPIKa-
LIV ¥ YCOBEPLICHCTBOBAHNA MEX/1yHaPOJHBIX LIKaJI
OILIEHKM CTEIeHU TAXKECTU MAIMEHTOB ¢ 60Ie3HAMU
[IeYeHV OTPAXKAIOT MMULIb IPOTHO3 X BBLKMBAEMOCTHU
B TedeHIe OIpefle/IeHHOTO BPEMEHM U He OTPaKakoT
CTeIleHb TSDKEeCTY OPayKeHNsI TIeIeH .

MesxxpayHapopHas Kraccupukauyua QyHKIMOHN-
pOBaHuUsI, OTpaHNYEHNIT XXU3HEEATETbHOCTI 1 3/0-
poBbst (MK®), kotopas npunsita BO3 B 2001 r. [14],
un MexpyHapopHas Kiaaccudukanus QyHKIMOHUPO-
BaHMsI, OTPaHMYEHNII )KM3HEEATETBPHOCTI U 30PO-
BbA feteil ¥ nogpoctkos (MK®-IITI), yTBep>xaeHHas
B 2007 r. [15], KOTOpBIE OBI/IM 0OBEfMHEHDI HA COBEIa-
Huu Functioning and Disability Reference Group, BO3
(Mapgpug, nrons 2010 r.) [16], a ux o6 benHeHMe 6BLTO
opo6peno BO3 (ToponTo, okTs16pb 2010 T.) 1 BK/TI0YEHO
B Family of International Classifications, Beigensor
CTPYKTYPBI OPraHM3Ma — er0 aHATOMUYeCKue JacTH,
TaKMe KaK OpraHbl, KOHEYHOCTY U X COCTABIIAIONINE,
u QyHKIMY OpraHusMa — Gpu3nomorndeckie GyHKumnn
cucteM opraHusMa [14]. IIpu 9ToM HapylIeHUAMU
CYUTATCS MPO6IeMbl, BOSHUKAIOLINE B CTPYKTypax
wnn pyHKIMAX, TaKVe KaK CYILleCTBEHHOE OTK/IOHEH e
wnm ytpara (14, 15].

B Hacrosiiiee Bpemsi pa3paboraH crocob ompe-
HeeHNA CTeIleHM HapyIIeHUA CTPYKTYpPbI IeuyeHN
M BBIPQXKEHHOCTH IIOPTA/IbHOI TUIIEPTEH3UN, & TAKXKE
OIIpefieNIeH s CTeNIeHN HapyIueHus GpyHKIY TTeYeHn
y nereit Ha ocHoBe MK® [17, 18, 19, 20]. Merog mo-
3BOJISIET C IIOMOIBIO IIM(PPOBOTO BBIPAXKEHM I COBO-
KYITHOCTM U3MEHEHNII OMOXMMIYEeCKMX IT0Ka3aTeer,
OTPa’KAKLIVX POJIb [IEYeHN B OOMeHE 6e/IKOB, )KUPOB
U YITIeBOLIOB, OObeKTUBHO OLIeHMBATb CTENEHb Ha-
pyuieHus ee QyHKUMYM IPYU Pa3IUMIHBIX O0/NIE3HAX,
a C TOMOIIIbIO [IM(POBOTO BBIPa>KEHM I COBOKYITHOCTH
M3MEHEeHMII II0Ka3aTeslell, OTPakalolINX HapylleHue
CTPYKTYPBI IIe4eHY U BBIPa)KEHHOCTDb ITOPTAIbHO
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IUIepTeH3uN, 0O BEKTUBHO OLIEHNBATh CTEIEHDb Ha-
PpyLIeHNA CTPYKTYPHI IPU Pa3NMYHBIX XPOHUYECKUX
60/1e3H5X IIEYeH Y eTelt.

C IIOMOIIBIO CTATUCTUYECKOTO aHaMm3a ObIJIo ycTa-
HOBJIEHO, YTO CTOJIKOe CHYDKeHVe GYHKUMM HedeH,
a TaK>Xe CTPYKTYPbI TIeYeHN ¥ BBIPAa>KeHHOCTH TIOp-
Ta/bHOM runepTensuy Ha 40,0 % u 6o01€€ ABIAETCA IO-
Ka3aHMeM K IIPOBeJleHIIO II/TAHOBOJ TpaHCIIAHTaLl UK
IIeYeH ! Y JleTeil, a CTOIKOoe CHIDKeHe ee GYHKIMMU Ha
65,0 % 1 6071ee, a CTPYKTYpbl IEYEHM 1 BBIPAXKEHHOCTH
MOpTaNbHOI ruitepTeHsuu Ha 60 % u 6oree, pacueHu-
BaIOTCs KaK XM3HEYTPOXKaIowIe, U TpeOyIoT IpoBefie-
HUsSI CPOYHOI TPaHCIUIAaHTAL[MY HeveHn [19, 20].

bB BcTpevaeTrcs Bo BceM MUpe € 4aCTOTON B 1-
amasoHe oT 1:30000 go 1: 50000 B 3aBUCUMOCTU OT
PasNMMYHBIX NCCTEAYEMBIX STHMYECKUX TPymIL. B nra-
NbAHCKOM peruoHe (CapAuHNA) pacCIIpOCTPaHEHHOCTD
ee BblIlE U cocTaBnigeT okoso 1:2700 [21]. ITo onjenkam,
1:90 yenoBek ABNAETCA HOCUTEIEM MYTAaHTHOIO I'eHa,
OTBETCTBEHHOIO 32 pasBUTIeE 3a00/IeBaHSI.

B 2003 ropy Ferenci ¢ coaBTopaMu npemnoxun
IMArHOCTUYECKYIO OLleHKYy BB y reTeli, BKIoyas Kim-
HM4YecKue, OMOXMMIYeCcKIe, TYCTO/IOTYeCKe ¥ MO-
NeKynApHble KpuTepun [22]. IlepBbiM marom B gua-
THOCTUYECKOM 0OCIeOBaHNM NIPY IOLO03PEHNY Ha
BB aBnseTca uccnefoBaHue ypoBH: Liepy/lIoIIasMIHa
B CBIBOPOTKE KPOBH, CHIK€HJIE KOTOPOT'O XapaKTePHO
nns BB. Tem He MeHee, n3BeCTHO, 4TO y 20 % meTeit
U B3POC/IBIX OOIBHBIX YPOBEHD Liepy/IOIIaMIHa TP
BB MoxeT 6bITh HOpMaIbHBIM. KpoMe Toro, HusKue
YPOBHIU Liepy/IOIIa3MIHA MOXKHO HAa6/IIOfATh U K
TaKMX 3a00/IeBaHMAX II€9€HM, KaK JeKOMIIEHCYPOBaH-
HBIil LM PPO3 WU BPOXK/I€HHAs MTaTONIOTUA ITINKO3MU-
nupoBaHus [5, 23].

B mocefHee BpeMs ObLIT IpeIO>KeH HOBBIN A1a-
THOCTUYECKUI TECT [I/I ONpefe/leHNsA HapyLIeH A
obmeHa Menu u ObICTpOIT AuarHocTuku bB. Mertop
MCCIeOBaHNUA 3aK/II0YaeTcA B OIpe/ie/ieHNI YPOBHA
OTHOCHUTE/IbHO CBSI3aHHOI, I/ITaBHBIM 00pa3oM, ¢ ajib-
6ymuHoM, Menu (REC - Relative exchangeable copper),
KoTopblIit onpenenserca o popmyne: REC=CuEXC/%
o6ueit Mmeny, rae CuEXC - ypoBeHb CBA3aHHOI MeiN).
Yeennuenne REC oTpakaeT neperpysky Meiu B KpoBu
U TKaHAX, KOTOpas IPOUCXOAUT IOC/Ie HAaChIIeH A
Mezbio renaTonuToB. OfHAKO, /14 IPOBEPKM MHO-
roo6emanmyux JaHHbIX 00 9TOM JMAarHOCTUYECKOM
MeToje HeOOXOIMMBI [Ja/IbHeNIIIe UCCefoBanms [24].

Ba)KHBIM AMarHOCTMYECKMM TeCTOM ABJIAETCS OIIpe-
HerneHue 6a3albHOTO YPOBHs Mef B MOYe, IOKa3aTen
KOTOPOTO, OJJHAKO, CBAA3aHbI He TOIbKO C IIeperpysKoil
Me[Ibl0, HO M C BO3PacTOM Ha MOMEHT MCC/IeJOBaHNA.
Huarnoctmyeckumn myist BB cunrarorcsa sHageHns >100
MKT/24 Jaca, HO IMEIOTCS JaHHbIe, COTTACHO KOTOPBIM
B IeVIaTPMYIECKON IPAKTUKe ANarHOCTUYeCKIMMY 3Ha-
YeHMAMM TpefIaraeTcsl CINTATb 0a3aIbHBII yPOBEHD
Menu B Moue >40 Mkr/24 gaca. Kpome Toro, apyroit
IVaTHOCTUYECKUI TeCT — 3TO M3MepeHNe SKCKpeLnn
MeJiy C MOYOJT TTOCTIe BBEJIeHA KyTIpeHNIa — KyIpe-
HWJIOBBIN TeCT, TPV KOTOPOM AVaTHOCTUYECKUM IJIA
BB cunraercs ypoBeHb Mean >1600 Mkr/24 vaca [25].

JMarHOCTYeCKUM TeCTOM TaK>Xe ABJIAeTCsA OIIpe-
Ie/leHMe Coflep)KaHMA Me[lX B TKaHM Ie4eHMU, COrIac-
HO KOTOPOMY IMaTHOCTUYECKUM 11 BB cumraerca
ypoBenb Mepu >250 MKI/T cyxoro Beca. JIpyrue moxa-
3aTeu Cofep>KaHNA MeAV B TKaHU IIeYeHN, a TaKXKe
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TMCTONOTUYeCcKast OIleHKa MOTYT TONbKO HaBOJAUTH Ha
MBICIb 0 BB, HO He Bepuduupyor ee [26].

Jlns 3aBeplieHNA AMAarHOCTUYECKOTO MONCKA IpK
bB npoBogAT MONIEKYNAPHO-T€HETUIECKOE UCCIENO-
BaHMe, IPU KOTOPOM MINYT MyTauuu B rene ATP7B.
Hannune MyTtanuii Ha 06enx XxpoMOCOMaX [O3BOJIAET
BBICTAaBUTh OKOHYATEIbHBIN AuarHo3 bB, B To Bpems
KaK OTCYTCTBYE TeHeTMYeCKUX MyTalluil He MOXeT
MCK/TIOYNTD BB Ipy Hamm4uy KIMHNYeCKUX 1 1abopa-
TOPHBIX IIpU3HAKOB [27]. Ha cerogusumii ieHs B 6ase
TAHHBIX MyTaIIM}i TeHOMA YelloBeKa 3aperucTpupoBa-
Ho 601ee 520 B rene ATP7B [28].

CHIKEHHBIN yPOBEHb LiePy/IONIa3MIHa OTMEYaeT-
Cs1 He TOJIBKO IIpu 6071e3HM, 00YC/IOBIEHHO MY TaLlVs-
mu reHa ATP7B, a cHmxeHue ero 06yCc/IoB/IeHO Hapy-
IIeHNeM IIPOoIlecca «Harpy3Ki» anoljepy/IoIIa3MITHa
MefbIo, HO 1 mpu 6one3Hy MeHKeca, 00yC/I0B/IeHHOIT
myTtanuamu B rede ATP7A n xapakTepusyromeiics
HapyIIeHNAMM 3aXBaTa MeIM B KMIIEYHIKeE.

CormnacHo pexomeHpanuAam EASL no guarnocruke
[29], BB cnenyer ucKI049aTh NpY TH0OOM HEyTOUHEH-
HOM COCTOSIHMM C HapyIIeHWAMYU GYHKIUY TTe9eHN
UM BO3HMKAIOU[MMIY II0 HEOIpefie/IeHHO IIpUYHe
HEBPOJIOTMYECKVIMY ABUTATENbHBIMY HAPyIIEHNAMMU.
Cam 110 ce6e BO3pacT He O/KeH ObITh OCHOBAHMEM IS
UCKo4YeHns guarHosa bBB. IIpu o6cnegoBanmnm KBamu-
(bUIMPOBAHHBIM CIIELIMA/TMCTOM C IOMOLIBIO Lile/IeBOII
JTAMIIBI CTIeyeT MCKaTh Komblla Kaitsepa-®rerimepa.
OtcyTcrBue koner Kaitsepa-®mneiinrepa He MCK/TI0OYaeT
puarnosa bB fajke y manueHTOB ¢ IpeUMYyLIeCTBEHHO
HEBPOIOTM4YecKoit Gpopmoii 6ome3Hn.

HeBponornueckyio olleHKy ¥ BU3ya/nM3aluio To-
JIOBHOTO MO3Ta, IPeJIOYTUTENILHO C MOMOIbIO Mar-
HUTHO-pe30HaHCHON ToMorpadun (MPT), cnenyer
IIPOBOAUTD [0 HadajIa Tepallui BCeM IaljMeHTaM C He-
BPOJIOTMYECKOI CMMIITOMATUKOM npu BB.

YpoBeHb IiepyIola3MiHa B CBIBOPOTKE KPOBU
TmoKas3aTelbHBIM [ BB ciefyeT cumTaTh HU3KMIL.
ITorpaHu4Hble YPOBHU €ro TPeOYIOT HaabHeIIero
obcmemoBanus st uckmodenus BB. B To jxe Bpems,
YPOBEHb IIePy/IOIIa3MITHA CBIBOPOTKM, HAXO AITNIICA
B iuana3oHe peepeHCHBIX 3HaUeHW, He VICK/TIoYaeT
nuarHos bB.

TunyrynsM g nanuenTos ¢ BB cunraercsa ypoBeHb
24-4yacoBoit 6a3aIbHOI SKCKPeL Vs MeJiy C MOYOIi, IIpe-
BBITAIONINI 1,6 MKMOJTB. Y JieTeli ¢ He3HAUUTEeTbHBIM
nopaxeHueM nedenu npu bB sty mokasarenu MoryT
OBITH NUIID HECKOJIBKO IOBBIIIEHHBIMY MM [JadKe
HOPMaJIbHBIMIL.

HuarHoctudeckuM a1 bB ABnseTca konudecTBo
MeJV B TKaHM [TeYeHM >4 MKMOJIB/T CyXOTo BelllecTBa,
U ypOBEHD €€ JOJKeH ObITD MCCIefJlOBaH B TeX CIy4asix,
KOT7Jla HEBO3MOXXHO YCTAHOBUTD AMATHO3 APYTUMU
criocob6amu. Y He/leueHHbIX NAI[MleHTOB HOPMa/IbHBI
YPOBEHb MeIM B TKaHU MeYeH! MPAKTIYECKU UCKITIO-
qaeT bB.

OcHoBHBIM A1 Bepudukauuyu BB fomxHO ObITH
IIOJIHOTEHOMHOE CeKBEHMPOBaHIE, KOTOPOe B HACTO-
siliee BpeMsA CTalo BO3MOXKHBIM.

CornacHo pekomenpauyam EASL no crparerun rne-
yenus bB [29], 0643aTenbHOI ABIAETCA NOKM3HEHHAS
MeIMKaMeHTO3Has Tepalus, a IpPOU3BOIbHOE TIpe-
KpallleHle JIedeHUs COMPOBOXKAAEeTCA YXy/ALUIeHeM
TedeHMs1 3a00/IeBaHNISI, PUCKOM PasBUTHS OCTPOII IIe-
YeHOYHOI HeOCTaTOYHOCTU U cMepTu. CTaHapTHOE
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nedeHne jeteir ¢ BB - 3T0 ucnonp3oBaHMe XeMaTOpOB
menu (D-IeHNIUUIaMUH M TPUEHTHH) U IIpernapaTos
IVHKA. Xe/aTOPBI MefV IIePEeBOAAT BHY TPUK/IETOUHYIO
Mefib B IIUPKY/IATOPHOE PYCTIO, YTO CIIOCOOCTBYET ee
9KCKpPELMY 13 OPIaHM3Ma,  IIVHK YMeHbIIIAaeT BCachIBa-
HMe MeJy B KMIIEYHVKE U OIHOBPEMEHHO HUBENIUPYeT
BpEHOE BO3/IeNICTBIE CBOOOHON Me/[y Ha TeaTOLUTHI.
HepnaBHo coobmianocsk, 4To y 30 % manneHToB ¢ bB,
KOTOpBIE C [IeTCTBA MOTYYAIOT afleKBaTHOe JIeYeHNe,
MIOJIHOV HOpMajn3anuu GpepMeHTOB IeUeHN He Jo-
CTUTAeTCA, HO y HUX MeeT MeCTO XOpolllee Ka4eCTBO
JKU3HM U O7IarONPUATHBIN UCXOR 3aboneBanus [30].
JleyeHne fgeTent JOBOIBHO CUIBHO OTIMYAETCH OT Te-
panmu B3poCbIX. Y JeTeil C TerKuM MopaKeHNeM Iede-
HU ¥ TIpU OECCHMIITOMHOM Te4eHMN 60/Ie3HM B Hadajie

O6bem n meToabl NCCIefO0BaHUA

ITpoBefieH peTPOCIIEKTUBHBII aHAIN3 UCTOPUIT 60rTes-
Hu 117 gereii ¢ 60ne3Hpio BunbcoHa: 87 manueHToB
(cpemumit Bozpact 12,7+2,8 y1eT), HAXOAMBIINXCS Ha
ob6cefoBaHMM U IeYeHUN B TACTPOIHTEPOIOTMYE-
CKOM OTZIelIeHN N C TenaTonorndeckon rpynmnoit @IAY
«HHIII30» Muusgpasa Poccun (3aB. oTaenenneM
I.M.H., 1po¢. A.C. IToranos) u 30 gereit (cpegHmit
Bospacr 13,9+2,3 JIeT), HAXOAMBIIMXCA Ha 00CIeno-
BAHUM U JIEYEHUN B OTHE/IEHNN [lepecajKi edeHN
(pyxoBoputens - f.M.H. A.B. ®unnn) OIBHY «PHIIX»
(mupextop - f.M.H., ipod. C.JI. [I3emenikeBuy).

IOuarnoctuka 60nesHu BumbcoHa u ee nevyeHne
HMPOBOAVIINCH COIIacHO pekoMeHpanuaM European
Association for Study of Liver (EASL) [29]. Iuppos3 me-
yenn (IJIT) B ucxope BB ycTaHaBnmmMBanyu Ha OCHOBaHUY
IAaHHBIX MHCTPYMEHTAIbHBIX METO/IOB AMarHOCTUKI
U MOP(OTIOrMIECKOTO MCCIESOBAHNS TKAHY [IEYEHN.

Kputepuem nporuosa TpexMecsYHOI BBIXKMBA-
emoctu saBnasiauch mkanasl MELD u PELD. Illkana
PELD npumeHsnach y fereil OT poxXaeHus fo 12 net
[11, 12, 13]:

PELD = 0,480 x Log e (o6uuit 6uanpy6uH, Mr/mm)
+ 1,857 x Log e (MHO) - 0,687 x Log e (anb6ymuH, r/
1) + 0,436 (ecnu o3pacm mnaduwe 1 20da) + 0,667
(ecnu noxkazamenu Gu3uueckozo passumus no macce
UnY pocmy Huse cpedHUX 3HaueHuli 6onee uem Ha 2
CMAaHOAPMHBIX OMKIOHEHUS).

IIkama MELD -y nereii crapue 12 ner [11, 12, 13]:

MELD = (0,957 x Log e (kpeaTunuH, me/nn) + 0,378
x Log e (o6umit 6unupy6un, mr/pm) + 1,120 x Log e
(MHO) + 0,643.

I110x0it MPOrHO3 TPeXMeCAYHON! BBIKMBAEMOCTHI
onpepesnsiu npu 20 6amax u 6omee mo urkane MELD
u PELD, xopommuii Iporuo3 TpexmecA4HoN BbKMBa-
eMOCTH — TIPK KOudecTBe 6atoB Mexee 20.

VIHTepBanbl MeXAy HOBTOPHBIMY TOCIIMTAIN3A-
MMM 3aBYUCEIM OT TedeHus 3abomeBaHms U OCY-
MIECTBIIAMNCE C IEPUOJOM 6 MeCsALeB /A KOHTPOIIA
3¢ GeKTUBHOCTY Tepannu.

JI71st OLeHKY CTelleHy HapylueHus GyHKLUY IIe-
YeHU BCEM [JeTM [POBOAUIOCH OMOXMMIYECKOE MC-
crnefoBaHue Kposu: anbb6ymns, AJIT, ACT, obuynit
6unupy61H, X0IeCTepIH, ITII0KO3a HATOLIAK, TAKTaT,
aMMMaK, MOYeBIHa, TPaHCeppuH, LiepyIOIIa3MIH,
nporpoM6uH no Keuky, pubpuHoreH — B LeHTpasn-
30BaHHOIT KJIMHUKO-AMAaTHOCTIYECKOI 1abopaTopun

U B TedyeHue 3aboneBanusa 3¢ PeKTUBHON ABIAETCI
MOHOTepamnus L[IHKOM B KaueCTBe MOfeP>KMBAIOLIei
Tepanuiu. JleTsM, KOTOpbIe He pearrpyioT Ha IVHK, VTN
Y KOTOPBIX MMeeTCsI 60jIee TSDKeToe IIopaskeHyie IIeYeH s,
ClIefyeT IIPUMEHSITD U XeIaTOPbl M.

B mopassionieM 6ONbIINHCTBE CTyIaeB NMEIOTCS
moctymnHble U 3¢ dekTUBHDBIE PapMaKOTOTNYECKIe
npenaparsl A1 nedeHus bB y nereit. B gononnenne
K TPaJYIIIOHHOJI TepaIliiy B HACTOsIIIee BpeMs By T-
CSI ICCTIETIOBAHILS 10 TIOVICKY HOBBIX TePAIIeBTIIECKIX
peutennit. OCHOBHOII cpepoil MHTEPECOB UCCIeR0BaA-
TeJIell sIB/ISIETCs BBISIBIEHIE€ HOBBIX MOJIEKY/IAPHBIX
CTpaTernit, COCOOHBIX BOCCTAHOBUTD QYHKIIUIO MY-
TUPOBaHHBIX 6€/IKOB, YMEHbIIIa s HAKOIIIEHNe MeIU [0
HETOKCMYHOTO YPOBHA.

(pyxoBoputens — f.M.H. E.JI. Cemuknna) HUM Ilegu-
arpun ®I'BHY HII3]I 1 B nabopaTopyu KIMHIYECKO
6noxumuu (pykosopgurens — A.M.H. 10.B. Muxaiinos)
OI'bHY PHII X nM. akap. b.B. Ilerposckoro. buoxumu-
YeCKMe MCCIeJOBaHM I IPOBe/eHbI TPY IIOMOII M aBTO-
MaTU4YeCKIX OMOXMMUIECKUX aHamn3aTopos Beckman
Coulter UniCell DxC 600 1 DxC 800 (Beckman Coulter,
CIIIA). ViccnepoBaHe oKasarereil KoaryisuOHHOTO
reMocTa3sa MPOBOANIIOCH C MICIIONIb30BaHNEM Ipnbopa
STA compact (Roche, ®panuus).

Il OLleHKM CTeleHM HapyLIeHUI CTPYKTyPBl He-
YeHU U BBIPA>KEHHOCTM NMOPTAIbHON IUIepPTeH3UN
NIPOBOAVIINCH JIyYeBble METO/bI MCC/IeJOBAHMUA: 32
MaIeHTaM IIPOBOAN/IACh HeIPsAMas Y/IbTPa3ByKOBas
¢dubposnacTomeTpus nedeHu Ha anmapate Fibroscan
502 (Echosens SA, ®paHuusi) ¢ NCIONTb30OBAHNEM AT-
yuka Small2 B racTposHTepONIOrn4eckoM OT/ieNIeHIN
¢ renatonorudeckoit rpynmnoit ®IAY «HHIIII3»
Munsgpasa Poccun. YnbpTpasBykoBoe ucciefoBa-
Hue (Y3)1) opraHOB OPIOIIHO MOIOCTY BBINMOTHA-
JIOCh B OTJe/IEHUY YIbTPa3BYKOBOI AMArHOCTUKMI
(pyxoBopuTenn — A.M.H., mpod. VI.B. IBOpsAKOBCKMII)
OIr'AY «HHIII31» Muusppasa Poccun u B mabopa-
TOPUM YIbTPAa3BYKOBON AMAarHOCTUKMU (PYKOBOAM-
TeIb — A.M.H., 1pod. I0.P. Kamanos) ®I'BHY PHIIX nm.
akaz. b.B. ITerpoBckoro Ha annaparax Aloka SSD-680
u SSD-1700 (Aloka Co, AnoHus) maTymKaMu ¢ 4acTo-
toit 3,5-5 MI', Logiq-9 (GE HC, CIIA) maTunkamn
5-14 MTI'n. Y3V npoBOAMIOCH IO OOIIeNpUHATON
MeTOJ[MIKe C U3MepeHMeM BepXHe-HIDKHIUX Pa3MepoB
IIpaBOJi U JIEBOII lO7Ie IIeYeH U, BU3yaNu3al M KOH-
Typa [e4eHN U CTPYKTYPbl HeYeHOYHON ITapeHXVMBI;
MIPOJOIBHOTO U HOIIEPEYHOTO Pa3MEPOB Cele3€HKI;
IJIMHBI, AMaMeTpa, IPOCBeTa )KEMTYHOTO My3bIps; JU-
aMeTpOB BOPOTHOII U Ce/le3eHOYHOI BeH [31].

JI7151 yToYHeHM A BbIPa)KEHHOCTY M3MEHEeHMI CTPYK-
TYPpbI IIeYeH) U MOPTAIbHOI I'MIIEPTEH3NN, @ TaKXKe
OVATHOCTUKY CTPYKTYPHBIX MI3MEHEHMIT TOTTOBHOTO
Mo3ra 98 meTsM BBIIOTHS/IACh MATHUTHO-PE30HAHC-
Has Tomorpaua (MPT) opraHoB GpIOLIHON TONOCTI
U TOJIOBBI B OTJe/IEHNY JIy4eBOll JUarHOCTUKM (py-
KOBOAUTENDb — K.M.H. A.B. AHUKIH) KOHCY/IbTaTUB-
HO-guarHoctudeckoro nentpa ®rAy «HHIII3»
Mmunsgpasa Poccun u B oTfiefIeHUN peHTTeHOANA-
THOCTUKM U KOMIIBIOTEPHOIT ToMorpaduu (pyKoBopu-
tenb — K.M.H. B.B. Xospun) ®I'BHY PHIIX nMm. akag.
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B.B. IlerpoBckoro. KomnbrotepHas Tomorpadus
(KT) opraHOB OpIOIIHOII IIOJIOCTH C BHYTPUBEHHBIM
yCUIeHUEM C 1e/IbI0 KOHTPACTMPOBAHMA COCYOB
TOPTA/IbHOI CUCTEMBI IPOBOANIACH B OT/I€IEHUN
KOMIIBIOTEPHOJ TOMOTr'paduy (PyKOBOLUTEND — . M.H.
EJ. 3ennxosuy) OIrAY «HHIII30» Muusgpasa Poc-
CVIVL U B OT/Ie/IEHUM PEHTT€HOIMAaTHOCTHUKY 1 KOMIIBIO-
TepHoit Tomorpa¢uu (pyKoBopuTens — K.M.H. B.B. XoB-
pun) ®I'BHY PHIIX uM. akap. B.B. ITerpoBckoro Ha
MY/IBTUCHNPATBHOM KOMIIBIOTEPHOM TOMOTrpade
«Light Speed - 16» (General Electric.

JIng yTouyHeHMs AMarHo3a u onpepeneHns Mopgo-
JIOTMYeCKOil aKTUBHOCTM 3a60/eBaHyst 45 MalueHTaM
IIPOBOAM/IACH IYHKIMOHHAA O1OIICHSA IIeYeHN B OTHEIe-
Hym o6mweit xupypruu PIAY «HHIIL3I» Munspgpasa
Poccun BpauoM-Xupyprom — i.M.H., npod. B.M. Cens-
koBuyeM. Mopdorornyeckoe ncciegopatme OMONTaToOB
IIe4eHN IPOBOAMIOCH Ha Kadeipe MaToMOrMYecKolt aHa-
TOMMM ¥ KIIMHUYECKOI ITaTOJIOTMYECKO aHaToOMum N 2
nepuarpudeckoro ¢pakynprera PI'6OY BO PHVIMY nm.
H.J. IIuporosa Munszapasa Poccun (pyxoBopurennb —
I.M.H., npod. E.JI. TymaHoBa). OueHuBanach Bppa-
JKEHHOCTD ITaTOTOTMIECKUX MPOIIeCCOB: BOCTIATIEHNA
(nudunprpanus mumdonyTamMu, Makpodaramu, 1mas-
MaTM4eCKMMU KIIeTKaM1, HelTpoduIaMu TOPTaIbHbIX
TPAaKTOB), flereHepalyy (TUApomdecKast, auufouib-
Has, )KVPOBas AUCTPOGNA TelaToUNTOB), KIeTOYHASL
rubenb (HEKpO3, alloINToO3 renaTonuToB), Prbpos. It
OIIEHKM MHJEKCa TUCTonorndeckoi aktusaoctu (VITA)
UCHO/Ib30BAJICA MOMTYKO/MM4ecTBeHHbIN nHAekc Knodell,
B KOTOPOM KPUTEPMI HAJIMYMA Y BBIPAKEHHOCTY IIepU-
MIOPTa/IbHOTO I MOCTOBMIHOTO HEKPO3a OL|eHMBA/INCh
o 10 6annbHoI miKane. Hamudaue u BBIpaXXeHHOCTD
BHYTPUIO/IBKOBOTO (POKaIbHOTO HEKPO3a U JUCTPOdUU
OLICHMBAJINCH 110 4 Ga/IbHO 1IKajIe, HaJIM4Me U BbI-
PaXKeHHOCTb BOCIIA/INTEIBHOTO NHOUIbTPATa B IIOP-
TAJIbHBIX TPAKTaX — 110 4 6a/nnpHoI mKase. [Ipy aToMm
CTeIeHb I'MCTOIOTNYECKOi aKTUBHOCTH, NOTyYEeHHYIO
IIpY OLleHKe 3TUX IIapaMeTpPOB, PACLEHMBAIN KaK MU-
HYMAJIbHYIO IIPY KO/T9ecTBe HabpaHHBIX Oamos 1-3,
HU3KYIO — 4-8, ymepeHHYI0 — 9-12, BpICOKYI0 13-18 [32].

Hannyne BapuKo3HOTO paclIMpeHy s BeH NNIIeBofa
(BPBII) n cTemneHb ero BbIPa>KeHHOCTY OLIEHMBAJIVCh
pu npoBefeHNM Gpub6p0330daroracTponyoseHOCKO-
muu (OIT]C) Ha 6ase oT/eNeHNA SHAOCKOIMYECKUX
1 MOp(ONIOrNYecKUX UCCIeROBaHmil (PYKOBOAU-
Tenb — A.M.H. M.M. Jloxmatos) ®TAY «HHIILI3»
Munsgpasa Poccun u B orfieieHun 3HJ0CKOINNA
(pyxoBopurens — f.M.H. M.B. Xpycranesa) ®I'GHY
PHIIX mm. akapg. b.B. [leTpoBckoro npu mucmnoinb-
soBaHuu Bujeoracrpockonos GIF XP150N, XP160,
N 180 (Olympus, SInmoHus) ¢ MOMOIIbI0 IM(POBOIL
Bupmeosnmockonuyeckoi cuctembr EVIS EXERA-IT
(Olympus, SAnonns) u Bugeoracrpockonamu EG-530N,
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EG-450PE ¢ momoripio 1iuppoBoil BUE03HTOCKOIN-
gyeckolt cucremsl 4400 (Fujinon, Inonns). OneHka
crenenu BPBII u xenypgka nposopunaach COriacHo
knaccudukanuu A A. Illasposa [33].

CreneHb HapyuleHVs QYHKIUY NIEYEHU 1 CTEIIeHb
HapYIIeHN CTPYKTYPHI I€YeHN ¥ BBIPaXKEHHOCTb IOP-
Ta/JIbHON IUIIEpTEH3UM NPOBOAMIACH 87 MmanyeHTaM
cor/IacHo 6a/IbHbIM cucTeMaM [19, 20] u oneHuBaNIach
B COOTBETCTBUM C peKoMeHZauuAM MK®, B koTopoit
HapylleHns QyHKIMM UK CTPYKTYphI Ha 0-4 % pac-
LEHMBANNCh KaK OTCYTCTBUE HapyIIEHMIA, Ha 5-24 % —
KaK He3HaYMTe/IbHbIE HAPYIIEHN, Ha 25-49 % - Kak
yMepeHHble HapyleHns, Ha 50-95 % — Kak TaXemble
HapyuleHus, Ha 96-100 % — kak abCONMIOTHbIE Hapy-
menus [14].

CraTucTiyeckuil aHalIn3 BLITIOTHEH B ONepaIIOH-
Hoii cpepe Windows XP ¢ ucrionpb3oBaHueM KOMIIbIOTEp-
HbIX mporpamMm Microsoft Excel 2010 u maxera cratu-
crudeckoro aHanmsa faHubix SPSS 16 (SPSS Inc., CIIIA).

KonmndecTBeHHbIE ITepeMeHHbIE ONMChIBAINCD YMC-
JIOM IaLXeHTOB (1), CpefHUM apuPpMeTUIeCKUM 3Ha-
yennem (M), megnanoi (Me), cTaHZapTHBIM OTKIIO-
HeHueM cpenHero (o). KauecTBeHHbBIE IepeMeHHbIe
OMNCHIBANINCH aBCOMIOTHBIMU ¥ OTHOCUTETbHBIMMI
yacToTaMu. [l14 mepBOoHa4Ya/IbHOIO aHaNM3a KO-
YeCTBEHHBIX IlepeMeHHbIX IPOBOAMIICA TeCT Ha HOP-
MaJIbHOCTD pacIpefenenns Ipy IOMOIIY KpUTepus
Konmoroposa-CMmupHoBa, kpurtepus JIunnnedopca
n Tecta Mlanupo-Bunka. [lna cpaBHeHMS HOpMalb-
HO paclpefe/IeHHbIX KOMNYeCTBEHHBIX JaHHBIX UC-
nonb3oBaH t-kputepuit Croiofenta. [Ipn ananuse
BBIOOPOK, He MOAYMHSIOUINXCS 3aKOHY HOPMaTbHOTO
pacripefiefieH1, MCIIONIb30BA/IM HellapaMeTpU4eCcKuii
MeToJ, — KpuTepuit ManHa-YutHu. [In4 aHanusa cBasu
MEXTY IPU3HAKaMU IPUMEHSAIN MEeTOJ, KOPPeIAnyn
Iupcona (R), ogHOdaKTOpHBIIT/MHOTO()aKTOPHBIIT
OMCIIepCUOHHBIN aHA/IN3, METOJ IMHEHOI perpeccuin.
KoppensiuonHas cBs3b npu ko3 duinenre koppers-
uuu jgo 0,5 pacueHuBanach Kak Huskasd, 0,5-0,7- yme-
peHHas, 0,7-0,9- cunbHas. Bece pacdyeTsl IpoBOAUINCH
npu ypoBHe 3HaunMocTy a=0,05. Pagnmuumsa cumura-
JIVCB CTATUCTUYECKY 3HAYVMMbIMI IIPY YPOBHE OIIOKI
p<0,05. AHanu3 AMarHoCTUYECKON 3HAYMMOCTY /A
IIpOBefleHNA TPAHCIUIAHTALMM [IeYeH) CUCTeMbl OIIpe-
Ie/leHVsl CTelleHN HapylueHus GYHKLMY [IeYeH N U CH-
CTEMBI OIIpefie/IeHNs CTeTIeHN HapyIIeHN CTPYKTYPBI
IIe9eHN U BBIPaKEHHOCTY ITOPTAJIbHOI TUIIePTEeH3NN
y IeTell, a TaKKe OIIeHKY YPOBHS IIOPOTOBBIX 3HAYEHMIA
IoKa3aTesiell Ipy ONTMMAIbHOM COYeTaHUU IYBCTBU-
TENbHOCTY U CIIeLMPUIHOCTH OCYIeCTBIISIIY METOTIOM
noctpoennsa ROC-KpuBBIX NPy UCIIONIb30BAHUY JJaH-
HbIX 117 marnueHTOB, cCTpajamomnx 601e3Hb0 Bubco-
Ha. VIHQOPMATUBHOCTH ITOKa3aTe/lsl OL[eHNBAIACh 110
BenmunHe Iwtorazau nog kpusoit (AUC).

Pe3yanaTb| ncaneqoBaHnA N NX o6cy>Kp,eHV|e

VY nereit ¢ BB, KOTOPbIM TpaHCITAHTALIMA MEYEHU HE
mpoBoamnach (He 6blIa IOKa3aHa), GYHKIWUS [eIeHN
Ha MOMEHT I1epBOJi TOCIIUTaIM3aLMN Obl/Ia CHIDKEHA Ha
41,3+12,9 % 1 coOOTBEeTCTBOBa/Ia HE3HAYMTETbHBIM Ha-
pylueHuam B 3,4 %, yMepeHHbBIM HapyIIeHAM — B 66,3 %,
TSDKETIBIM HapylueHusaM — B 30,3 % cnydaes (mabnuya
1). IIpn atom y pereit ¢ LITT B ucxone BB HapyureHus

GbyHKIVY TedeHy ObUTY 3HAYUTENbHO 60TIee BhIPaXKeHBI,
deM y geteit 6e3 LIII (p<0,001) (pucyrox 1).

B punamuke y pgereit ¢ III1 B ucxome bB oTmeua-
7I0Ch 3HaYMMOe yrny4ienne GyHkuuu nedern (p<0,001
n p<0,001, cooTBeTCTBEHHO Yepe3 6 u 12 mecsaLeB OT
Havasa Tepanun). Y gereit 6e3 IIT1 uepes 12 mecsizieB oT
Havasia Tepanuy 3HaYNTeTbHO YMEeHbIIaIach YacTOTa



HapyLleHe CTPYKTYpbl U GyHKLUM NeyeHn Npu 6onesHn BunbcoHa y aeTeit... | violation of the structure and functions in cases of Wilson’s disease in children...

Mepeoe noctynneHue
CTeneHb HapylweHns GYHKLUMN NeyeHn
Bca rpynna LN (n=58) LM HeT (n=29)
0-4% (oTCyTCTBYIOT) 0 0 0
5-24% (He3HAYUTENbHbIE) 3,4% 0 5,4%
25-49% (ymepeHHbIe) 66,3% 48,5% 76,8%
50-95% (TsKernbie) 30,3% 51,5% 17,8%
Yepes 6 mecaues
0-4% (OTCYTCTBYIOT) 0 0 0
5-24% (He3HAYMUTENbHBIE) 12,5% 0 20%
25-49% (ymepeHHbIe) 66,7% 66,7% 66,7%
50-95% (Ts15Kernble) 20,8% 33,3% 13,3%
Yepes 12 mecaues
0-4% (OTCYTCTBYIOT) 0 0 0
5-24% (He3HaYUTENbHBIE) 13,3% 28,6% 0
25-49% (ymepeHHbIe) 73,3% 42,9% 100%
50-95% (TsKernble) 13,3% 28,6% 0
CHukeHue GyHKLMM neyeHn (%)
y nauneHToB ¢ 6one3Hblo BuunbcoHa quS)BMTeanOCTb
80 1 o
o
° T s 0,8+
60 1
0,6
40 A
0,4 1
20 A 0,21
AUC=0,776
T T 0 T T T T
MayueHTbl MayueHTbl 0,2 04 0,6 0,8 1,0
CLMppo30oM neyeHun 6e3 LMppo3a nevyeHn CI'leLlI/Id)VILIHOCTb

BCTPeYaeMOCTH TsKe/IbIX HapyIIeHn i pyHKIMM ede-
HI Y yBE/IMYMBAJIOCh YMCIIO C/Ty4aeB He3HAYMTEIbHbBIX
Hapyuenunii (p=0,017) (mabnuya I1).

CpaBHUTENbHBIN aHAAN3 AMHAMMKM 4aCTOTBI
BCTpeYaeMOCTM Pa3lIMYHbIX CTelleHeil HapylleHNA
¢byHKuMM nedeHy pu BB, IpoBeieHHBII C TOMOIIbIO
6a1IbHOI CHCTEMBI, TI0Ka3aJl, 4TO CHIDKeHMe QYHKIINU
nevyenun Ha 25,0-95,0 %, 4TO COOTBETCTBYET YyMEPEH-
HOI M TAXKEJION CTENeH!, IIPU IEPBOM IOCTYIIEHUN
0TMeYanoch B 96,6 % cmydaes. Uepes 12 mecAleB oT
Hayasa Tepanuy CHIOKeHVe QyHKIN [Ie9eHN YMePeH-
HOJVI U TAXKEJIOM CTENeHM M HE3HAYMTEIbHOM CTEeIeHN
VIV UX OTCYTCTBME BCTPEYANOCh COOTBETCTBEHHO
B 86,6 % 1 13,3 % cnyvaes (p=0,043 B cpaBHeHUN
C MepBOJ TOCIIMUTANN3ALel), 9YTO CBUAETE/IbCTBYET
0 BO3MOXXHOCTMY UCIIO/Ib30BaHUSA JAHHON CUCTEMBbI
onpefie/ieHNs CTeIIeH! BbIpa)KeHHOCTU HapyIIeHUIt
byHKUMY TedeHN [ oLleHKM 9P (PeKTUBHOCTH Tepa-
N IpY HAOMIOEHNY B IHAMIKE.

ITpu HamnboIee ONTUMATBHOM COOTHOLIEHUY YYB-
CTBUTENTBHOCTU U CEUUPUIHOCTHU, COCTABIAIONUINX
COOTBETCTBEHHO 72,2 % 1 64,4 %, TIOpOroBoe 3HaueHme
CTOVKOTO CHIDKEeHN s QYHKLMU TIeYeHN [I/I51 OTIpefierie-
HIA TOKa3aHMII K TPaHCIJIAHTALVY TTe4€HM COCTaBUIO
40,0 % n 6omee. IIpoBenenne ROC-anannsa 6amnpHO
CHCTeMBI OIIpefie/IeHN A CTeIIeH ) HapyLIeHn s QYHKIVN

Ile4YeH! YCTAaHOBUJI, YTO OHa 00/IafjaeT YMepeHHO
3HAYMMOCTBIO B OIIpefie/IeHN N II0Ka3aHMIT K IIpOBefie-
HUIO TPaHCIUTaHTauuy nedenu y gereir (AUC=0,776)
(pucynox 2).

B nmpenaparax TKaHu IedeHM manyeHToB ¢ bB Boc-
[Ia/INTENbHBIN MHPUIBTPAT BBIABANCA B 82,2 % CIy-
yaAx, IpefcTaBleHHbl B 71,1 % cnydaes HMM(bouM—
Tamu, B 53,3 % cny4aeB — ructuonuramu. Ilpusnaku
JereHepalyy renaTonuToB npucyrcrsosaau B 100,0 %
cny4aes. Xuposas gucrpodus BcTpedanacs B 31,1 %,
6annonHas — B 28,9 % cinydaes. B 36 HaOIIONEHUAX U3
45 (80,0 %) orpepensmach BAKyOIM3aLys LU TOIIA3MBI.
Hekpos rematonyToB pa3nnyHO CTEIEHN BBIPaXKeH-
HOCTM BBIABIAJICA B 21 cryvae u3 45 (46,7 %). OrcyT-
crBMe GubpO3a MM MUHUMAILHBI GUOPO3 IeYeHN
(FO-F1) obnapy>xuBancsa B 12 cnydasx us 45 (26,7 %),
yMepeHHbIIT puopos (F2) - B 15 cnyyasnx (33,3 %), BbI-
paxxeHHbIIT Gpubpo3 (F3) - B 10 cryyasx (22,2 %), uup-
pos (F4) - B 8 cnyuasx (18,6 %). IIpu atom LII1 (F4) npu
npoBefeHny GUOPOITACTMETPUN OTIPERESNICA B 8
Habmopennax us 32 (25,0 %). MuHuManbHasA M HU3Kas
CTelleHb I'MCTOIOTMYECKO aKTUBHOCTY BCTpeydaaach
B 41 cyuae n3 45 (91,1 %), yMepeHHas 1 BBICOKasA — B 4
cnyvasix (8,9 %).

V mereit ¢ BB, KOTOpBIM TpaHCIIAaHTAIM S TIE9E€HN He
Obl/Ta MOKa3aHa, CTPYKTypa MeYeH! Y BBIPa>KeHHOCTD

Ta6mumna 1.

JIvHaMuMKa 4acTOTHI BCTpeyda-
€MOCTY Pas3JINIHbIX CTEIeHel
BBIPa)KEHHOCTH HapylIe-
HUll GYHKIUM TedeH N TIPY
6onesun Bunbcona Ha pone
Tepanuu

Pucynox 1.

CHyKeHne QYHKIMY IIeYeHN
y neTeit ¢ 60me3HbI0 Buibcona
TIpY NePBOJ TOCIMTATN3ALNM
B 3aBUCHMOCTY OT HATU4IM A
MpPpO3a MeYeHU TN ETO
orcyrcrus (¥ - p<0,001).

Pucynox 2.
HmarHocruquKaﬁ 3Ha4YM-
MOCTb 6aHHbHOﬁ[ CUCTEMBI
OLEHKM CTEIeHU Hapy].L[EHMH
GYHKILUY IIe9eHN IPY Opefie-
JIEHUU TTOKa3aHUI K Iposene-
HNIO TPAHCIJIAHTAIMU II€9Y€HN
y mereit (ROC-ananus).
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Ta6numna 2.

JIMHaMMKa 4acTOTHI BCTpeya-
€MOCTM Pa3MYHBIX CTeIeHeil
HapyUIeHUIi CTPYKTYPbI Ile-
YEeHM U BHIPaXKEHHOCTY MOP-
TaJIbHOM TUIIEPTEH3UN IIPU
6oesun Bunbcona y pereit

Pucynox 3.

Hapyuienne cTpykTypbl
TII€YE€HU U BBIPA’KEHHOCTDb
HOpTEUIbHO]u/[ TUIIEPTEH3NN

y AeTeii ¢ 60/mesHbIo BumbcoHa
Ipu HepBoi{ TOCIIUTANU3AL NN
B 3aBMCMMOCTM OT HAIMYIUA
UM OTCYTCTBUA IMPPO3a
nevyenn (* - p<0,001).

Pucynox 4.
IuarHocTuyeckas 3HaYu-
MOCTb 6aJIIbHOI CUCTEMBI
OLIeHKM CTEIIeHV HapyLIeHNsI
CTPYKTYPHI IIE4€HN U BBI-
Pa’kKeHHOCTM IIOPTA/IbHON
TUIIEPTEH3NNU B OIPEfe/IeHUN
[IOKa3aHUIT K IIPOBEJEeHII0
TPaHCIUTAHTAL UMY [IeYeH U

y meteit (ROC-ananus).

KNnHUyeckne Habniopenua | clinical case

CTeneHb HapyLIeHMA CTPYKTYpbI

MepBoe noctynnexue

neyeHu 1 BbIPaXKEHHOCTb NOPTaNbHOIA

runepTeHsum Bca rpynna LN (n=58) LM HeT (n=29)
0-4% (oTCyTCTBYIOT) 2,2% 0 3,4%
5-24% (He3HaYUTENbHbIE) 68,9% 18,2% 96,6%
25-49% (yMepeHHbIe) 27,7% 77,8% 0
50-95% (Ts5Kemnble) 1,2% 4% 0
Yepes 6 mecaues
0-4% (0OTCyTCTBYIOT) 0 0 0
5-24% (He3HAYMTENbHbIE) 80% 50% 100%
25-49% (ymMepeHHBIe) 20% 50% 0
50-95% (TsKemnbIe) 1} 0 0
Yepes 12 mecaues
0-4% (0TCYTCTBYIOT) 0 0 0
5-24% (He3Ha4YUTETbHbIE) 82,1% 63,2% 100%
25-49% (ymepeHHbIE) 17,9% 36,8% 0
50-95% (TsKenbie) 0 0 0
(TeneHb HapYLIEHUs CTPYKTYPbI NEYEHI 1 BbIPAXKEHHOCTb
nopTanbHON runepTen3um (% CHKeHUA) qyf(c)TBMTe”bHOCTb
501 '
*
40 087
301 0,6
20 o
© 0,41
o 4
° 0,21
04 * AUC=0,927
Linppo3 Meveni Het Linppo3 neyeHI B cxoge 0 . . . .
6onesHu Bunbcoxa 0,2 0,4 0,6 0,8 1,0
CneunduyHocTb

MOPTANbHOI TUIIEPTEH3UM NPU MEPBOJ TOCINUTA-
IU3anun ObLIN HapyumeHbl Ha 25,0+8,1%, u B 1,2%
CITy4aeB COOTBETCTBOBA/IM TAXKE/IbIM HapyUIEHUAM,
B 27,7 % — yMepeHHbIM, B 68,9 % — He3HAYMTEIbHBIM,
B 2,2 % cITy4aeB HapyIIeHUA OTCYTCTBOBANN (mabauuya
2). IIpu atom y mereit ¢ LTI B ucxozne BB HapyieHns
CTPYKTYPBI IIe4EHN U BHIPa>KEHHOCTD MOPTANbHOM
I'UIepTeH3UN Oblu 60jiee BBIPaXKEHDI, YeM Y JeTell
6e3 IIII (p<0,001) (pucyHok 3), 1 COOTBETCTBOBAIN
TSAXKEIBIM HapyIleHNAM B 4,0 % Cy4aes, yMEPEHHBIM
HapyIeHNAM — B 77,8 % U He3HaYNTENbHBIM HapyIlle-
HUAM - B 18,2 % cnyuaes.

Yepes 6 n 12 MecsALeB OT Hayajla Tepaluy CTPYKTypa
TeYeHN ¥ BhIPaXXeHHOCTb NMOPTa/bHON TUIIEPTEH-
3uu OblIM HapylleHbl Ha 25,0-95,0 % (T.e. cTeneHb
HapyLIEHUII COOTBETCTBOBAJIA YMEPEHHOM U TsXKe-
noit) B 20,0% 1 17,9 % C/Iy4aeB COOTBETCTBEHHO, a Ha
0,0-24,0% (T.e. cTeneHb HapyllleHN1 COOTBETCTBOBA-
J1a He3HAYUTEAbHOM VAN UX OTCYTCTBI/IIO) - B 80,0%
u 82,1% cny4aeB COOTBETCTBEHHO, YTO CBUJETENb-
CTBYET O BO3MO>XXHOCTM MICIIONb30BaHMA NAHHOM CH-
CTEeMBbI OIIpeJie/IeHNA CTEIIeH) HAPYIIeHA CTPYKTY bl
TIeYeHY U BBIPA>KEHHOCTY MOPTaNbHO TUIIePTEH3UM
17151 oueHKM 3¢ PeKTUBHOCTHU Tepauy Ipy Habofe-
HUU B IMHAMMKE.

ITpu HanboIee ONTUMaTBHOM COOTHOUIEHY YYB-
CTBUTETBHOCTY U CIeUPUIHOCTH, COCTABIAOIMNX

COOTBETCTBEHHO 72,2 % 1 94,4 %, IOpOroBoe 3HaueHMe
CTeIleHV HapyUIeHNA CTPYKTYPHI TeYeHN Y BhIPakKeH-
HOCTY HOPTAJIIbHOM IMIEPTEH3NN [/ ONpefeNeHN A
[OKa3aHMII K TpaHCIIaHTanuu 65110 40,0 % u 6oree.
ROC-ananus 6a/pHOI CHCTeMBI OIIpefe/IeH s CTelle-
HI HapyLIeHNA CTPYKTYPHI IeYeH) M BbIPa)KeHHOCTI
MOpTajbHON IMIEPTEH3UM HAa MOMEHT IIe€PBOII Io-
CIMUTaNU3alMy ManeHToB ¢ bB, BKIovaloliee gereit,
KOTOPBIM B IIOC/IE[ICTBUY Obl/Ia IPOBeieHa II/TAHOBA
TPaHCIUIAHTALVsI [Ie9eHN, TI0Ka3aJl, 4T0 OHa 06/IafaeT
BBICOKOJ 3HAYMMOCTDIO B OIlpefie/IeHNM IT0Ka3aHMIL
K IIPOBefleHMI0 TpaHcIanTanyy nedern (AUC=0,927)
(pucynox 4).

Taxum 06pa3om, 6ajIbHbIE CHCTEMBI OLIEHK Y CTeTle-
HY HapyLIeHN A CTPYKTYPbI U PyHKIIMM eIeHN MOTYT
6bITh 0O'BEKTUBHBIM KPUTEPIEM OL[EHKM BbIPasKeH-
HOCTM NOPa>KeHM IedeH), KOHTPOJLA ee U3MeHeHNIt
B IMHaMIKe C OLIeHKOI1 3P eKTUBHOCTH IIPOBOAMOIT
Tepamuiy, ObITh KPUTEPUEM IIOKa3aHMII K TPAHCIITaH-
TaLV IIEYeHN U OIIpefie/IeHI I CPOKOB ee IPOBENeHN,
NPUMEHATbCA /14 CO30aHUA «MOJeNN NalyenTa» ¢ bB
¢ mocepyoeit pa3paboTKON CTaHAAPTOB U IPOTO-
KOJIOB OKa3aHMA MeAMLMHCKOI IIOMOIM, a TaKXKe
UCIOIb30BATbCA IIPY NPOBEAEHNN MeIMKO-COLMATIb-
HOJ1 3KCIIEPTU3HI leTeil /11 yCTAaHOBIEHUA CTelleHU
HapYyIIEeHNA CTPYKTYPBI ¥ QYHKI[MY ITeYeH N IPY OIIpe-
Ie/eHNY KaTeropum «pebeHOK-HBaMU .



HapyLleHue CTPYKTYpbl U GyHKLUM NeyeHmn Npu 6onesHn BunbcoHa y aeteii... | violation of the structure and functions in cases of Wilson’s disease in children...
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