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Pesome

Linppo3 neyexu npeactasnaet cobol cepbe3nyio Npobnemy B AETCKOW NOMYNALMM 113-3a CIOKHOTO B3aWMOAECTBMUA 3THO-
nornyeckmx GakTopos, KNMHUYECKIX NPOABEHNA 1 OrpaHUYeHHbIX TepaneBTUYECKMX BOSMOXHOCTEN. ITO MHOTOrpaHHoe
COCTOAHWE, XapaKTepu3yloLieecs HeobpaTNMON 3aMEHON HOPMaNbHO TKaHK neyeHy GrOpPO3HOI PyBLOBON TKaHbIO, CyLle-
CTBEHHO BNMAET Ha JETCKYI0 fileMorpaduio, Tpebya TOHKOro NOAX0fAa K ANarHoCTuKe, NpodunakTuke 1 neyeHnto. OCHOBHbBIMM
NPUYMHAMI LMPPO3a Y AETEN ABNAIOTCA XPOHUUECKMIA XONecTas, MeTabonnueckine HapyLIeHUs, NPUCY TCTBYIOLVE C POXAEHNA,
VI XPOHWYECKNIA, Npexae BCero MHOEKLMOHHbIN, renaTiT. ABTOPbl PaCCMaTPUBAIOT AMarHocTuueckue u anddepeHumansHo-
AVArHOCTUYEeCKMe acneKTbl TePMUHANBHON CTafuy 3aboneBaHna neyenn y aeTeil. TepaneBTuyeckoe BeaeHue nauneHTos
C umppo3om neyern 1 OXIMH 0CHOBaHO Ha NMOAAEPXKKE Pa3MUHbIX OPraHHbIX GyHKLUWIA. [emoananuz/nnasmodepes MoxeT
CAYXKUTb Y HEKOTOPbIX MALMEHTOB B KaUeCTBE NPOMEXYTOUHO Tepaniv nepes TpaHCMNaHTaUMel neyeHu.

KnioueBble CNoBa: UMppo3 NeyeHu, 0CTpan XpOHUYECKas neyeHoYHas HeJoCTaTOUHOCTb, GrOPO3 NeyeHy, 1T, NopTanbHas
rUnepTeH3us

KoHGMUKT nHTepecoB. ABTOPbI 3aABAAIOT 00 OTCYTCTBUM KOHONVKTA MHTEPECOB.
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Summary

Liver cirrhosis is a major problem in the pediatric population due to the complex interaction of etiologic factors, clinical man-
ifestations, and limited therapeutic options. This multifaceted condition, characterized by irreversible replacement of normal
liver tissue with fibrous scar tissue, significantly impacts childhood demographics, requiring a sensitive approach to diagnosis,
prevention, and treatment. The main causes of cirrhosis in children are chronic cholestasis, metabolic disorders present from birth,
and chronic, primarily infectious, hepatitis. The authors consider diagnostic and differential diagnostic aspects of terminal stage
liver disease in children. Therapeutic management of patients with liver cirrhosis and acute renal failure is based on supporting
various organ functions. Hemodialysis/plasmapheresis may serve as a bridge therapy prior to liver transplantation in some patients.
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uppos nedenu (IJIT)- xporndeckoe nopaxxeHue
HedYeH!, XapaKTepusyIolliee 3aMellieHyeM Ia-
PEHXMMOTO3HOI TKaHM IIeYeHN Ha COeVIHUTENbHYIO
(¢pubpo3), HapyuieHMEeM BCeX QYHKINIL, IPUBOAIIee
K JIETa/IBHOMY MICXOJLY B CBAA3M C HEOOPATIIMOCTBIO 9TO-
ro mporecca. 3aboseBaHIe COOTBETCTBYET KOHEUHOII
sBoIIOLNY MOpdOTeHe3a XPOHMYECKOTO TellaTUTa.
COIIPOBOXKAAIOLIEr0Cs pasBUTUEM JUPPY3HOTO BOC-
HaJIMTETBHOTO Mpoliecca ¢ BBICOKOI pubpommacTu-
YeCKOJ aKTUBHOCTBIO U pMOPO3MPOBAHNEM MEYEHI.
JnurenpHo npoTtekaomuit pubpos u guddysnas
y3enkoBas TpaHCHOpMAIWsI IaPEHXIMBI ITEIEHN CTa-
HOBATCS IPUYNHOI 06pa3oBaHusa GUOPO3HBIX CElT,
COENMHAIOMUX MMOPTA/IBHYIO CUCTEMY C CUCTEMOI] IIe-
4eHOYHBIX BeH. [IMppo3 mpaKTHYeCKN BCerfja OaceH
mns xkusHu [1]. B cnyvasx HeadppekTMBHOCTY NTeye-
HUS ¥ IPOTPECCHPOBAHNY 3a60/IeBaHMs IPUOETaoT

K TPaHCIUIAHTAIIMY ITeYEeHN.

3aboreBaHue PaCIPOCTPAHEHO [0 BCEMY 3€MHOMY
mapy. Kaxpeiit rog uxcupyercsa go 250-400 Thic.
CcMepTeNnbHBIX UCX0HoB. OTMeYaeTcsl poCT MOYTHU B 4
pasa 3a mocnegHue 2 NecATUIETUA HOBBIX CIy4aeB
IIT cpenu mereit B MeAMaHHOM BO3pacTe 9 jieT, Ipu-
4yeM HauOOJIbIINIT POCT HabmofaeTcA y feTeil Maj-
e 1 ropa [2]. Tenpenuns x pocty 3abomeBaeMoCT
00'BACHAETCS TEM, YTO PACTET KOMMYECTBO GOMIBHBIX
CXpoHMYecKuMM 3abomeBaHNAMY nedeHn. [IocKonbKy
LIT] Ha IepBBIX CTAVAX IPOTEKAET 6€CCYMIITOMHO, TO

craTuctuka HerouHa. ITo daxry L1y mereit y mereit
BCTPEYaeTCA OTHOCUTENBHO PEJIKO 10 CPABHEHMIO CO
B3pocnbiMu. OfHaKo, 3HasA 4aCTOTY 3a00/IeBaHMIL, IPH-
BOJAIMX K IIVIPPO3y NeYeHM Y JieTeli Cpefiyt KOTOPhIX —
6o/bHbBIE ¢ OuIMapHOI arpesneil, sedunurom al-aH-
TUTPUIICUHA (BPOXKJeHHasA HeXBaTKa MHIMOUTOpa
JIETOYHBIX ITpOTeas), bone3Hbio Bunbcona-Konosamosa
(HacmencTBeHHAs MeTHas MHTOKCUKAINA), @ TAKXKe
C XpPOHMYECKMM BYPYCHBIM TeaTUTOM (PUCK LUpPpPO-
3a 'y ZieTeil M IOAPOCTKOB C NMONOXUTeNbHbIM HBeAg
oueHuBaeTcs B 1-5%, Ipy XpOHUYECKOM TeHaTUTe
C-1-2%), To yacrora LITI fomxHa 6bITh IpUMepHO 1
Ha 8000-15000 Hacenenus. CymecTBy1oT reorpadude-
CK1te 0cO6eHHOCTH: BBICOKMIT ypoBeHb LI xapakTepen
ms crpad FOro-Bocrounoit Asun u Appuku.

OnacHOCTb /15 )KM3HU IPEACTABIAIOT OC/IOXKHe-
Husa III. Ilo ganubiM S.M. Dehghani u coaBT., Hau-
6onee yacteiMu ocnoxHenuamu LITy nereit B Vipane
ABNAITCA acuuT (44,3%), XKenyJo4HO-KIUIIeYHOe Ba-
puKo3Hoe KpoBoTeueHue (16,1%) u meyeHOUHas 3H-
nedanomarus (12,7%). Halue Bcero perucTpupyercs
xenryxa (67,9%) [3]. Y meteii ¢ >KupoBoit 60/1e3HbI0 Ite-
4eH! OOBIYHO B JIETCTBE HET CePbe3HBIX OC/IOXHEH NI,
HO y 20% 13 HUX BO B3POC/IOM BO3PaCcTe Pa3BUBAETCA
nuppos nedenu. B AAnonnmu ocHOBHON NMPUYMHOIL
LIII siBnsieTcs nHdekuns supyca rematura C (HCV),
MICTOKYM KOTOPOTO TOX€e BOCXOZAT K IOZPOCTKOBOMY
BO3paCTY.
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Ta6bnuua 1.
3abonesaHus,
noTeHuupyiowme
pasBuUTHE UMppo3a
neyeHuy feten*

MNpumeyaHus:

* [InA HeKOTOpbIX
3ab60n€eBaHNi BO3-
pacTHoe Aenexne
HOCUT OTHOCUTENb-
Hblii XapaKkTep;

** NNKN - pedu-
LT IN30COMHOMN
KMCNON nunassbl
*** Creato3Has
6051€3Hb NeyeHn —
MeXayHapopHas
TPAKTOBKa MNOHATUA
HeasnKoronbHas
XupoBas 6onesHb
neuenn [5].

Table 1.

Diseases that
potentiate the de-
velopment of liver
cirrhosis in children

DTNONOrNA N natoreHes

EnuHOro sTMOIOrn4eckoro ¢pakTopa, BhI3bIBAIO-
mero ¢pubposuposanue nedenu u LI y gerei, Her.
XpoHnyecke 3a60/1eBaHUA Y MHBIE MOBPEX/alolue
nedeHb (HaKTOPHI, KOTOpble MOT'yT npusectu K 1TI
y BeTell 1 MOJPOCTKOB MPefCTaBAeHbl 6 mabs. 1.

Y neteit panHero Bo3pacta LTI qamie Bcero 06ycoB-
JIEH aTpe3uelt )KeM4eBbIBOAAMMX Iy Tell ¥ TEHEeTUKO-
MeTaboM4ecKMy 3a60/IeBaHIAMI, TOT/iA KaK Y fieTeit
6o7ee cTapiero BO3pacTa, Kak paBuIo, OH BO3HUKAET
B pe3y/nbTaTe ayToMMMYyHHoOro remaruta (AUT), 60-
nesHu Bunbcona-KoHoBanoBa, geduuura al-antu-
tpuncuta (al-AT) 1 IepBUYHOTO CKIEPO3NPYIOILETO
xomaHruTa [4]. Io JaHHBIM OTeYeCTBEHHBIX aBTOPOB
HOMMHMPYIOT MH(EKIMOHHBIe areHTH (BUPYCHI re-
natuta B, C, D, G, CMV, EBV, Toxoplasma gondii).
Axagemuk Bacunuit ®eopoBnd Y4ailKuH U €ro co-
TPYLHMKU paHee IIPUBEIU JOBOIbHO yOeAUTeIbHBIE
KJIMHMYeCKMe JoKa3aTelbCTBa Mo yyacTuo EBV-
uHpexunn B popmuposauuu I1y nereit [6].

B 2022 rozny B psAfie cTpaH ObIIN 3apeTUCTPUPOBAHDI
CITy4aMy TSAKeIOTO relaTuTa y MaIblIeil, He CB3aHHbIe
C TUNIMYHBIMM BUpycaMu. Bcrmeck coBmas ¢ pocToM
cnyyaeB COVID-19, npunucbiBaeMbIX K BapUaHTy
OMUKPOH, 4TO IPUBENIO K NPeIOI0KEHNIO, YTO OT-
BeTCTBEHHOCTD 3a 9TO HOBOE 3a00/IeBaHue Y eTell He-
cer SARS-CoV-2. Bonee nospHme HabMOfeHIS yKa3au
Ha afieHoBupyc tuna 41, Bup F (Ad-F41), otienpHo unn
B COYETAHMM C a/]eHOACCOLMNIPOBAHHBIM BUPYCOM 2,
Kak Ha BeposaTHy10 npuunHy LII1. Oxomno 80% mannen-
TOB JleMOHCTpupoBanyu npusHaku nHdexuynun Ad-F41,
YTO CTaJI0 OCHOBHBIM [JOKa3aTelbCTBOM. IlofobHas
NpUYMHA BCOBIIIKY NOAYEPKMBAET MOTEHIMAb-
HYIO BO3MOXXHOCTb BYPYCHBIX MH(EKINIT BBI3bIBATH

TsKeJIble 3a00/IeBaHNUA NeYeHN Y feTel, JOIOMHAA
Hallle IOHMMaHMe GaKTOPOB, KOTOpbIe GOPMUPYIOT
meTckuit uuppos [7].

Ipozpeccupyroujuti cemetinviii sHympuneueHou-
Hotit xonecmas (IICBX /PFIC) - mocTosgsHHO pacTy-
I[as IPyIa ayTOCOMHO-PeLieCCUBHBIX 3a00/IeBaHMI
IIeYeH!, BhI3BaHHBIX JleQeKTaMy FeHOB, CBA3aHHBIX
C CeKpelueit XXem4yy, TPAaHCIIOpTepaMI U PeTynATOpa-
MU JKeTIHBIX COTIell 1 TMINUIOB. BbIABIEHDI TeHBbI, BbI-
spiBaroiye 3abonesanue [ICBX, B tom uncne ATPSBI,
ABCBI1, ABCB4, TJP2, NR1H4n MYO5B (Ha3BaHHbIe
IICBX/PFIC 1-6). I'en NR1H4 (OMIM *603,826), pac-
HO/TOXKEHHBINT Ha 12q23.1, Kogupyet dpapHe30MTHBIII
X-penenrop (FXR), pakTop TpaHCKpUIIINY, aKTUBU-
pyembiit xxemuHoit kucnoroit (JKK), n urpaer BaxxHyo
ponb B romeoctase JKK. bnannenbable maTOTeHHbBIE
BapuaHTl B NRIH4 6bI11 BBISIBIEHBI Y MAI[EHTOB
C X0J/IeCTa30M C HU3KOI Y-TIyTaMUITpaHChepasoit
n o6o3HaveHb! Kak [ICBX5. 3aperncrpupoBaHo TONBKO
10 naumenTos ¢ [ICBX5 u3 mecTy HepOJACTBEHHBIX
ceMell, 06BIYHO ¢ OBICTPO MPOrpeccUpyIoLell meye-
HOYHOJ Hef[OCTaTOYHOCTDIO, BUTaMuH K-He3aBncumoit
KOATy/IoMaTHell, BHICOKMM YPOBHEM a-(eTompoTenHa
(A®II) 1 B KOHEYHOM UTOTE C HEOOXOAMMOCTHIO TPAHC-
mna"Tauyy nedenu (TTI) gisa ciacenns nx xusuu [8].

B ocnose nporpeccuposannus LII nexar remnaro-
Le/ITIONAPHBIE HEKPO3bI U peTeHepaIys remaTonm-
TOB — B3aMMOPETyINPYIOIye MPOIeCcChl, OIpefe-
JSIIOIMe XON BocIaneHus u ¢pubposa. Baxkuermmm
y4acTHUKOM GubOporeHesa sBIAOTCS 3Be3f4YaTble
kneTky nedeHu (3KII), koTopble UTPAIOT OCHOBHYIO
POJIb He TOJIBKO B CHTe3e GpUOPO3HOI TKAHI, HO V1 B ee
paspymenun [9]. 3KIT akTMBM3UPYIOT pasnMIHbIe

PaHHuI1 BO3pacT

[lOWKONbHbIN N WKONbHbIN BO3pacT

bunmapHas HENPOXOAMMOCTb:
bunmnapnas arpesusa
Kucter xonmegoxa
JKenynble KaMHU
CTeHO03 >XKeTYHBIX IPOTOKOB

AyTouMMyHHbBIe 3a60/IeBaHM:
AyTONMMMYHHBIN TeIaTUT
Bonesub Bunbcona-Konosanosa
IlepBUYHBIN CKIEPO3UPYIOIMIA XOTAHTUT

IIporpeccupyrommuii ceMeiiHblii BHYTpUII€Y€HOIHDBII
Xo7ecTas:

CuHppoMm Anmaxnns

Heduunt FIC1 (ATP8B1)/ BSEP

(ABCBI11)/ MDR3 (ABCB4)

JedexThl CMHTe3a )KeTYHBIX KUCTIOT

CocypaucTtsie UBMEHEHM L
Cunppom bagga-Knapu
BeHOOKK/II031MOHHas 60/1E3HD
Bpoxx/ieHHa s Kap{uOIaTust
XpoHndeckas ceppedHasi (IpaBOXeNTyf0IKOBasI) He0-
CTaTOYHOCTH
KOHCTPUKTUBHBII EPUKAPFUT

HacnencTBeHHbIe TeHETUKO-MeTaboMMdecKye 3a60meBa-
HUA:

Jedbuunr a-1-aHTUTPUIICHHA

I'nuxorenos III n IV Tumna

Tamakrosemns

OpyKTO3eMus

Tuposunemus 1 Tuma

Vudantunsuas popma JJIKI** (6onesun BonbmaHa)

MuToxoHpyanbHbIE TeIaTONaTUN
MyKoBUCINIO3
ITospHsAA KOXKHas Hopdupus
T'emoxpomaros
BonesHp HakomneHus 9GUpoB xonecTepuHa (OfHa U3
dopm JJIKIT*)
Bonesus Kaponu (koMMyHMKaTVBHa s KaBepHO3Ha s
9KTa3Ms )KeTIeBbIBOAAIINX Iy Teit)

lemaToTpoIHbIe BUPYCHBIE MHPEKIINK
HMcxop xponnyeckoro BupycHoro renatuta B /C B couera-
HMM 4dalie Bcero ¢ A-nHpexiiueit
Tematur E
HeonartanbHblit rermaTur
VHpeK1OHHDIe TOPaXKeH N TIeYeHNU VHOI 3TUONIOT U —
CMV- undexnns, Tokcomnasmos, EBV-undexns,
Toxoplasma gondii

JIpyrue IpyM4nHLL:
CreaTo3Has 60/1e3Hb IedeHn***
Bonesunb 3enberepa (medunur nepokcucom)
JlexapcTBeHHOe IOpakeHNne IedeH ) (M30HMa3N],
MeTOTpEKCaT, Hepeflo3MPOBKa BUTAMIHA A, ITOTTHOE
IapeHTepaabHOE MUTAHME)
HapkoTuku, aKoroab 1 TOKCHHbI
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MeIMaTOPbl, BbIAE/NsEMble TeIaTO-, TPOMOO- U JIUM-
dbounTaMu, CMHYCOMaTbHBIMYU 9HAOTEMNOLUTAMMA.
AxtuBupoBaHHble 3KII cny>xaT rimaBHpIMU IPOAY-
I[eHTaMJ BHEK/IeTOYHBIX MATPUYHBIX KOMIIOHEHTOB,
Takux Kak komrarenst I, III n IV Tunos, ¢pubpoHexk-
TuH 1 namMmuHnH. Kpome Toro, 3KII B 1jeHTpanbHBIX
30HaX JIOKHBIX [JO/IEK BCTIEICTBYE PAa3BUTHUA UIIEMUN
CIIOCOOGHBI CHHTE3MPOBATh IPOBOCIATUTE/IbHbIE LIN-
TOKVHBI M MATPUKCHBIE MeTanonporenHass (MMII),
KOTOpbIe OTHOCATCA K LIMHK3aBIUCUMBIM 3HJOIENTH-
masam 1 o6mafaoT aHTUPUOPOTUIECKNM eiICTBIEM.
VIHTeHCMBHOCTD ¥ HAallpaBIeHHOCTDb KacKaJla MOJIEKY-
JIAPHBIX peaKIii C y9aCTUEM BCeX 3TUX COeIMHEHMIA
OIIpefie/AI0T COCTaB M 0COOEHHOCT HAKOIITIeH U 37Ie-
MEHTOB 9KCTPalle/ITIoNIAPHOTO MaTPUKCA.

®ubpo3HOe pybdlieBaHMe M BOCIIa/IeH)e HAPYIIAIOT
apxnuTeKTypy 1 QyHKuuio neyeHu. Hekpos neueHod-
HbIX K1eTok npu LIIT - spdext HermocpeacTBeHHOTo
TIOBpEeXXJIeHN s TeNaTOIMTOB BUPYCaMM U/IM TOKCH-
JeCKMMM areHTaMM, pakTopaMy MMMYHHOIL I ayTO-
MMMYHHOJ arpeccuy. Y B3pOC/IBIX 3TO COCTOSIHME
CBA3aHO C NMOBBIIIEHHBIM PUCKOM Pa3BUTNA reNaro-
LIEeJUTIONIAPHO KapLVIHOMBI.

ITo narHbIM Pukapmo Mopeno Tpacnac u coasrT.,
PpasBUTHE MPPOTUYECKOTO ITPOIiecca B edeH N Y AeTeit
BbIsBaHa nnotepeit rena FOCAD. Ilpucytcrsue FOCAD
UMeeT pellaolliee 3HaYeHMe I/1A IOf/lep>KaHNA TIepu-
ogna nonypacnapa 6enkoB SKIC2 u SKIC3, nByx Bax-
HBIX KOMIIOHEHTOB KOMILIekca cymnepkuiepa (SKI).
Coobrmaercsi o 14 getsx u3 10 HepOACTBEHHBIX CeMeit 13
7 CTpaH, y KOTOPBIX ObL/I BBIAB/IEH TS>Ke/IbIIT HEeOHATA Ib-
HBIII [UPPO3 C PAHHUM Ha4a/IOM, XapaKTePU3YIOLIUIC
MY/IbTUCUCTEMHBIM CUH/IPOMOM. [eHOMHOE/3K30MHOE
CEeKBEHMPOBaHNE NTO3BOJINTIO OIIPEe/IeIUTD, YTO fleT-
CKMIT IMPPO3 C pAHHVM Ha4a/IOM CBA3aH ¢ fleuuyrom
FOCAD. C nomouipio rexnHonoruu CRISPR-Cas9 66111
cospanbl Mofenyu HokayTa FOCAD in vitro u in vivo
Y JAHUO-PEPUO, BBIABIIEH XOf] IPOLIECCOB Aerpafaliy
nHdpopmannonHoit PHK B meyeHu 3a cueT CHMKEHMS
yposHeit PHK-xenmnkasst SKIC2 u ee kopaxropa SKIC3.
Io cpaBHEHMIO C APYTUMM TUIIAMM K/I€TOK, T€IIaTO-
IMTHI B 3HAYNTEIBHOI CTEMEHM MOIAraloTCs Ha 3TOT
MeXaHM3M. [enaToIn Tl MoKasanu CHMKeHMe SKCITpec-
cuu anpbyMuHa U Ilepenpon3BofAcTBo uToknHa CCL2
nocne HokayTa FOCAD - k1104eBOJ1 MOMEHT B IIPO-
rpeccupoBaHMM IUppo3a. [lonydyeHHble pe3yabTaThI
OIpeenAIoT IyTh T€PANeBTNYECKOrO BMeIIaTe/lb-
crBa-uHrnbnposanne curxanpHoi ocu CCL2/CCR2 [7].

®ubpos neyeHu B HacTOAIlee BpeMsA paccMaTpu-
BaeTCA KaK JUHAMUYECKUI IPOLECC, KOTOPDIN YacTo
MOXKeT perpeccupoBaThb IOC/Ie YCIEIIHOTO JIeYeHN
XpOHMYEeCKUX 3ab0eBaHmMIl meyeHn. JJaske n30ObI-
To4YHaA GUOPO3HaA TKaHb IMPPOTUIECKON ITeUeHN
MHOT/Ia MOJKET PErpeccupoBaTh C TeIeHNEM BpeMeHN.

Ocmpas xpoHuueckas ne4eHOUHAs HedOCHa-
mourocme (OXIIH/acute-on-chronic liver failure =
ACLF) TecHO cBsI3aHa C MHTEHCUBHBIM CUCTEMHBIM
BOCIIaJIEHVIEM, IOfIeP>KMBAE€MBIM LM PK YU PYIOIIMMI

Knaccndpumkauyma

Luppos knaccuduIupyoOT PsAf{OM CIOCO60B Ha OC-
HOBe MOP(OIOrn4ecKIX, IUCTONOTNYECKNX, ITHUO-
JIOTMYeCcKMUX U KIMHNYeCKuX Kpurepues [11]. B oc-
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MOJIEKY/IAPHBIMY [TATT€PHAMMY, CBA3aHHBIMU C IAaTO-
TeHHBIMM MMKPOOpPTaHM3MaMM WY TIOBPEXeHNEM.
Kak pesynpTar TKaHeBOl runonepdysuu, IpsaMoro
MMMYHOOIIOCPELOBAaHHOTO IIOBPEXK/IEHNA ¥ MUTO-
XOHZPUANbHO JUCYHKIVY Pa3BUBaETCA OpPraHHasA
He[JOCTaTOYHOCTbD.

ITaTtomornveckne MeXaHM3MBI, BOB/IeUeHHbIE B Jle-
KOMIIEHCAI[MI0 ¥ IIPOrpeccupoBaHme 3ab6omeBaHus,
a IMEHHO NOpTaJIbHas TUIIepTeH3M A, HapylleHue Kpo-
BOOOpalleHN s, CUCTEMHOE BOCIIa/IeHNe, OKUCINUTETb-
HBIIT CTPECC, MeTabOMMYeCKie M3MEHEHISI I MUTOXOH-
mpuanbHas fUCHYHKUMS, B 6OIbIIeN MV MEHbIIeN
CTeNeHN OTBEYAIoT 3a Iporpecc 3aboneBanus. OueHka
craTyca gucbanaHca Koaryasanuy y nanuentos ¢ [II1
BBIIBMHY/Ia TUTIOTE3Y O TOM, UTO 3a IIPOrPeCcCUpOBaHue
3a00/1eBaHN YaCTUYHO OTBETCTBEHHBI TPOKOATY/IAHT-
HbIe {paliBepsl, B OCHOBHOM 32 CYeT 00pa30BaHMsI M-
KpOTpPOMOOB BHYTPY MapEHXVMBI IIe4eHU. YCUIMBASL
3aCTOII B IeYEHM, OHM CIOCOOCTBYIOT PUOPO3Y IeUeHL.

IMayuentsr ¢ OXIITH umenT He6IaronpusTHHIN
IIPOTHO3, CBA3aHHBIN U C BHEIIEYEHOYHOI OPraHHOM
HEJOCTAaTOYHOCTHIO, U OBICTPBIM HapacTaHUEM TsKe-
CTU COCTOSAHMA.

XoTs THII HPOBOLMpYIOLIEro GpakTopa He CBA3aH
CO CMEpPTHOCTBIO, MeeT 3Ha4eHNe UX KOIUIeCTBO.
Hau6onpuryto ponb BBIIIONHSIOT JOKa3aHHbIE aKTe-
puanbHble MHQEKIMY, Y BSPOCIBIX/TIOLPOCTKOB — TSI~
JKeJIBII a/IKOTOJIbHBIN TeaTUT KaK MO OTHe/TbHOCTH,
TaK U B COYETAaHUNU. B COBOKYITHOCTHU 3TV PaKTOPHI
COCTaB/AIOT MOYTH 96% BCex C/rydaes JeKOMIEHC Al
OCTpOIJT 11 OCTPOIT Ha HOHE XPOHUIECKOIT TeUeHOUHOIT
HemocraTou”ocTu [10].

LIuppo3 cBsi3aH C KaCKafoM COOBITUIL, U3 KOTO-
PBIX OTHEIbHO BBIJENSAIOT U3OBITOYHBIN GaKTepu-
QJIPHBII POCT KMILIEYHMKA U Aucbuo3. Pasnuynble
npoduau MUKpPOOMOTH MOTYT BIUATb Ha CKOPOCTD
IeKOMIIEHCAINI I, TAKMM 06pa3oM, Ha UCXON Y 9TUX
naiueHToB. bakTepuanbHble TOKCHHBI, IO/ A0-
1Iye B MOPTAJIbHBII MINM CUCTEMHBINI KPOBOTOK, MO-
TyT HaIIPSMYIO BBI3bIBATh I'M0€/b IeaTOLUTOB, B TO
BpeMs KaK HapyLIeHNsA MUKPOOMOTHI KMIIEYHNKA
DMCKpenUTUpYeT 6apbepHYI0 PyHKINIO KMIIEYHMKA
U yBeIMYUBaeT 6aKTepUaIbHYI0 TPAHCIOKAIINIO, YTO
IPUBOAUT K MHPEKLUAM, CUCTEMHOMY BOCIIa/IEHIUIO
M BasOfMIATALMM, CIIOCOOCTBYIOT OCTPOII HEKOMIIEH-
calMu U HeJOCTaTOYHOCTY opraHoB. OcTpas feKoM-
HeHCalMs 1 ee TsDKenble GOpPMBI, OCTpble GOPMBI Ha
($hoHe XPOHNYECKOI [IeYeHOYHOI HeZOCTATOYHOCTI
XapaKTepu3yI0TCsA BHE3aIIHOM iucyHKIIMell OpraHoB
(1 HeOCTAaTOYHOCTBIO) U BHICOKOJ CMEPTHOCTBIO.

Crout orMetutb cBa3p LII ¢ BocmanurenbHpIMU
3a60/IeBaHMAMM KUIIEYHNKA, IPUBOASIINE K CKIIe-
PpO3UpYIOLIeMY XOTaHTUTY, TeMOTUTUIeCKOI aHEMIT,
JKe/ITyXe U SHLOKPUMHHBIM HapymeHuaMm. IloMmumo
He0/IaroNpuATHOrO CEMEITHOTO aHaMHe33a, K paKTopaM
pICKa OMHOCUMCSA MeHOeHYUs cpedu noOPOCMKO8
K Mamyuposkam u nupcuHey, Komopuie c63aHbl ¢ ne-
pernocom eenamuma C.

HOBY IIaTOT€HETUIECKOI KIaccuduKaluy Hupposa
HeYeH! MOJIO0XKeH NPUHINI y4YeTa IOPTanbHOM I'i-
HepTeH3NN, PasBUTHUA L[UPPO3a B pe3ynbTaTe Npef-
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Tabnuua 2.
KnnHuueckne
npu3Haku L1ppo3a
neyeHu y feten

Table 2.

Clinical signs of liver
cirrhosis in children

HIECTBYIOIMX HEKPO3a TeNaTOIMTOB, I/IUTENbHOTO
3aCToA Xenuu. B cOoTBETCTBUM C 9TOV KIMHUKO-
Mopdonornyeckoit knaccudukanmeit pa3auyaoT
LITI: mopTanbHbIf/ CeNTanbHBIN, IOCTHEKPOTUYE-
CKUIL, OMIMApHBIIL, CMEIIAHHBII. B 3aBUCUMOCTH OT
BE/IMYMHBI IOXKHBIX JOJIEK BBIENAIOT BAPMAHTDL: Ma-
KPOHOZAY/IAPHBIN (KPYITHOY3/10BOII), MUKPOHORYIAD-
HBIIT (Me/IKOY3/I0BOIT) ¥ MUKPO-MaKPOHOR YIS PHBLI
(cmemanubiin) [12].

HecMoTpsA Ha OOIIVPHBII CIIVICOK BO3MOXKHBIX ITPH-
unH, B 10-15% cny4aes sTuonoruio IIII onpenenursb
He ynaercs. CoCTOsSHMe TPU3HAETCA KPUIITOT€HHBIM.
KpuUIITOreHHBI UPPO3 y feTell MOXeT OBITh pe-
3y/IbTaTOM IIOCTeCTBUIT MeTabOMMIeCKUX CUHPO-
MOB, TAKMX KaK MUTOXOHJpUabHble reMaToONaTuN,
ayTOMMMYHHBIX 3a60/IeBaHMIT, Pa3/IMYHBIX UHTOK-
CUKalMIi, IPOTPecCUpPOBAHMA XUPOBOIL OONMEe3HM

MeYeH !, MYKOBMCIIN/03a MJIN IIOPaXXEHUA CepHedHO-
COCYAUCTOI cucTeMbl. Bo BCAKOM c/Tyyae HOHMMaHue
3TUOJIOTUM 3a00/IeBaHNA YaCTO MIMEET pellaolee
3Ha4YeHMue.

Mopdonorudeckas cocTaBismouias MOXeT ObITh
TIpUMEeHEeHa B KauecTBe [MarHo3a, ecyu ecTh BO3-
MO>XHOCTD CBf3aTh €€ C IPUYMHHBIM HaKTOPOM.
Hanpumep:

o DBunmapHbIit BTOPUYHBII LUPPO3 II€Y€HN, Pa3BUB-
IINIICA BCIIEACTBYE BHYTPUIIEYEHOYHO 06CTPYK-
LMY XKETYHBIX XOOB.

o MeTabommyeckuit LUPpPoO3 HedeH !, 00YCIOBIEHHBII
TeHeTNYeCKY IIPY UAMONATUIeCKOM IreMOXpOoMa-
TO3€, rernaTonepedpaapbHoi guctpodun, 60me3Hn
Bunbcona-KoHnoBanoBa 1 fip.;

o Bupycusiit B /C B codeTanuy ¢ A-mHbex1meit up-
pO3 MevYeH.

Oco6eHHOCTN KNNHUYECKON KapTUHDbI

EcrectBennoe knumumndeckoe teuyenue L1y nereit mme-
eT IepBOHAYa/IbHYIO TEHACHILIMIO K 6eCCHMIITOMHOMY/
JTATEHTHOMY TEYEHUIO, 3 KOTOPBIM CTIefiyeT AUCHYHK-
Ly MeYeHM U NMopTanbHad runeprensud. Ilpu su-
PYCHOM TelaTuTe y feTeil unppo3 GopMupyeTcs ot
3 1o 6 7eT B 3aBMCUMOCTHU OT 3TMOJIOTMM ¥ MOMEHTa
uHupoBanus, npudem LI npu BUPYCHBIX rena-
THUTAaX He SABIAETCS UCXOJOM XpPOHIIECKOTO TelaTuTa.
ITpu Takux 3a60/1eBaHUAX, KaK aTpe3nsA Hapy>KHbBIX
>KeT4EeBBIBOMIAIMX ITyTel 1 ayTOMMMYHHBII TeITaTuT
(AWT), uuppos pa3BuBaetcs GpICTpEE, B CPEJHEM — OT
MOSIBJIEHM A IEPBbIX KIMHMYECKUX CUMIITOMOB IIPOXO0-
mut 1-2,5 ropa. Ipu o6cneioBaHMM fleTelt Ha IpefMeT
BosMoxkHOCTH I]IT 06paiaroT BHMMaHMe Ha COBOKYII-
HOCTb Pa3JIMYHBIX CIenudUYecKX 1 Hecrenudmye-
CKMX IIPU3HAKOB (mabmn. 2).

Knunnyeckue npossnenns LIy geteit MOryT 6bITh
MOJTHMEHOCHO IIPOTPEeCCUPYIOLMMU UK HA060pOT
C MMHUMAJIbHOJ CMMIITOMAaTUKO, YTO 3aTPygHAET
PaHHIOIO MAarHOCTUKY. YacTO paHHMUM U €MHCTBEH-
HbM cumaromoMm LTI sBiasiercst mioxas nprbaska
B Bece. bo/u B )KMBOTe OOBIYHO BBI3BAHbI COIYTCTBY-
IOLIYIM FaCTPUTOM VJIN TaCTPOLYOLeHUTOM, QPyHKI-
OHaJ/IbHOM AMCYHKIMEI )KeTIHOTO My3bIps. [ledeHb
MOXeT OBITh HOPMa/IbHOJ Y/IM YMEHBIIEHHOI B pas-
Mepax, TBep/0iil KOHCUCTEHIIN, IOKPBITO y4aCTKaMM
y3nosatoit TKaHu. [Ipu nsyyeHnn aHamMHesa JeTeln

CTapIIero BO3pacTa Ba>KHO BBISAICHUTD CEMeIHBII aHa-
MHe3 Ha HepPBHO-IICUXUYecKue 3a6oneBanms u/nim
reMonuTIYecKyto aneMio. CeMelfHbI aHAMHe3 TaKIX
COCTOSIHMII MO>KET BbI3BATh MO03peHNME Ha 60/Ie3Hb
Bunbscona-KoHoBanoBa, KOTOpBIM Yallle CTPajaloT
meTu crapiie 5 eT. «CBeT/Iass» MBIC/Ib B TAKOM CIy4ae
MO3BOJISIET BBIMITY Ha TeHETUYECKOE UCCIeoBaHMe
myTanuii B reHe ATP7B c n3yueHneM COOTBETCTBY-
FOLMX aJIyIesiet.

Heo6x0x1MO OLeHUTh KPOBHOE POCTBO U CeMeii-
Hble 3a00/1eBaHuA evenn. Hanu4ue B aHaMHe3e Ker-
TYXU Y POACTBEHHUKOB MOXET CBUIETETbCTBOBATD
o Hammuuy [ICBX. V mereli ¢ 3yfioM, CBAA3aHHBIM C XO-
JIeCTa30M, ¥l HOPMaJIbHBIM yPOBHEM Y-T/TyTAMIU/ITPaHC-
¢epassl cnenyer paccmatpusarb IICBX 1, 2 wan 3 Tuna
TIOCTIe UCKTI0YEHNA JPYTUX PACIPOCTPAHEHHBIX NIPH-
4uH Xonmecrasa [13].

B craguu BeIpa’keHHBIX KIMHUYECKNX HMPOsBIIE-
HMII — BCe CUMIITOMBI HapacTaloT, HOABIAIOTCSA TaK
Ha3bIBaeMble OCTIOKHEHNA: KPOBOTEUEHA U3 PACIIN-
PEHHBIX BEH IUIIEBOMIA U Xe/lTyaKa, CIOHTaHHbI 6ak-
TepuajbHBII IEPUTOHNT, Ie9eHOTHA S HI[edaTonaTns,
MoueBble MH(DEKI UM, TeNaTOPEHATbHBII CUHAPOM,
nHeBMOHMA, acuut. XKenynouno-kumreunsre JKK)
U COCYAMCTBIE PacCTPOVICTBA XapaKTepU3yIOT KPOBa-
Bas pPBOTA, aHEMU, YIIOPHBI METEOPN3M, BUAMMOe
KpoBOOOpalieHne B OPIONUIHOI OMTOCTH, IaIbMapHas

Bup nccnepgoBaHuns CumnTombl

HeCIIe].U/I(bI/[‘{eCKI/[e CMIITOMBI

3ajlep)KKa pasBUTUA, YTOM/IAEMOCTb, aHOPEKCH S, MBIIIeYHasA CTa6OCTh, TOLUIHOTA,
pBOTa MK AMapest, Cy6deOpUINTET, IPU3HAKA IOXYAEHM A/ OXKVMPEHN s, HOCOBBIE
KPOBOTeYeHM, TSAXKECTDb B IPABOM IOfipedepbe

OCMOTP KOXXV VI KOHEYHOCTel

[peXofsAIIast CYOMKTEPUIHOCTD CKIIEP M KOXI, I3MEHEHN L{BeTa KOXU, 3y, Ha/lu-
4ye COCYAVICTBIX 3Be3/I0UeK, Te/IeaHTMIKTa3M!it, TIOKpacHeHe JIafloHell, yTOIIeHNe
KOHILIEBBIX (pa/laHTI HOT'Tell, KCAHTOMBI U /leliKoHnxuu (6enbie HorTy /HorTu Teppn)

OcMmoTp OGpIOLIHOI TOTOCTN

B3/ yTHeE )XVMBOTA, BUAMMbIE KDOBEHOCHBIE COCY/ibI, I3MEHEHVsI Pa3MePOB IeYeHN
" cenle3eHKM (BK/II0Yast yMeHbIIeHMe 06beMa IIeYeH M, U CIIEHOMeTalnIo)

Hesponorunueckas orjeHka

OlleHKa IIKOIbHBIX HOCTVDKEHNUI, PeXXMMa CHa, aCTePUKCIC UV ITOTEPsI KOHTPOJIS
HaJ| HeKOTOPBIMMY {BUTATeTbHBIMU QyHKIIMAMY (Yallje BCETO ITOPaXKAIOTCA MBIIII{bI
MajIblieB U 3aIsACTUI), CUMIITOM babuHckoro, nedeHoyHas sH1edamomaTts

ITonosas cdepa

3ajlepyKKa II0/I0BOTO CO3PeBAHM I, TMHEKOMACTM S, YMEHblIIeHMe sIMYeK M IPU3HAKU
demunnsanun

HOHOJ’IHI/ITCHI)H])IC OCNTIOXXHEHU A

IIopTajabHaA r’UIIEPTEH3N A, aCLIUT, BADPMKO3HOE€ KPOBOTEIECHIE, I‘eHaTOpeHa)’IbeII;I
CUHOPOM
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SpUTEMA, TeICAHTMSKTA3UM B BUJIE «3BE3[IOYEK» U «II1a-
YUKOB», TOKa/IU3YIOIeCs B 00/IaCTI UIIA Y I/IeYeBO-
TO I105ACa, TMXOPajKa, <HOBOOOpa3oOBaHMU:A HAKOILIe-
HMSA» B BUJIE KCAHTOM U KCAHTENa3M, MHO)KECTBEHHbIE
remopparuu u ip. I[TosiBeHue acuura, 0CO6EHHO Y fie-
Teli MIaJjIIero BO3PacTa CBA3BIBAIOT C TEPMUHAIbHOM
crapgueit JIT v rposubiM nporHo3oM. KojiaTepaibHble
COCYZbI, Hab/TI0aeMble Ha XMBOTE, Pa3BUBAIOTCS IPH
TIOPTa/IbHOJ TMIIePTEH3NN. BhifiengeTcs psaf TUIMYHBIX
CUHJIPOMOB: IIE4€HOYHO-K/IETOYHON HEJOCTAaTOYHOCTH,
TMOPTAaNbHOM TUIIEPTEH3NM, OTEYHO-aACIUTNIECKNI,
reMopparndeckuit u gp. B koneunoii cragun 6onesHn
pasMephl IIeYeHN MOTYT YMEHBIUUTDC, A CE/IE3€HKU —
YBEINYUTHCA (TelaTo-TNeHaIbHBII CHHAPOM C sSBJIe-
HMAMMU TUIEPCIVIEHN3Ma U 6e3 HUX).

ITepexop OT KOMIIEHCUPOBAHHOTO K IEKOMIIEHCH-
POBaHHOMY LIMPPO3Y BK/IIOYAET CI0KHbIE B3aMIMOJeil-
CTBUA MEX/Jy PasAMYHbIMU IIPEJPacIoNaraoluMu
u yckopswomumu pakropamiu. JJekoMneHCHpPOBaHHBII
III curHanmusupyeT o CBOEM NPUCYTCTBUM depe3
pasBMUTHE acLUTa, HEOOCTPYKTUBHOI KeNITyXM,

OunarHocTtuka

JMarHoCTUYeCKIit aITOPUTM 06 befUHSET KIMHIYe-
CKYI0 OLIeHKY, 1abopaTopHble TeCThI (BK/TI0Yasi TeCThI
dyHKUMY nedeHn, TPOUIN KOATYIALNN U CIIeL -
(udeckue MapKepsI TOBPEX/eH IS IIeYeH ), BU3yaN-
supytomne nccneposanus (Y3 ¢ gonnneporpaduei,
MPT u TpaH3UTOPHOIL 3/acTorpadueir) 1 6UOICUIO
reyeHn. VIHQEKIMOHHBIE TeCThI, TeHETUIECKUE U Me-
TabonMYecKme UCCIeJOBaHMsI HEOOXOAMMBI /15l BBI-
SIBJIEHM S 9TUOIOTUY 3a60/IeBaHYA.

Y3/ neuenu npoBoOAAT HE3aBUCUMO OT 3TUOJIO-
rum [T, mpu KOTOPOM BBIABIAIOT HEOTHOPOLHOCTD,
y3/I0BATyI0 IIOBEPXHOCTD II€YeH, IOBBILIEHIE 9XO0-
TEHHOCTY TKaHM Me€YeHH, CIVIEHOMeTaNNIo, pacuin-
peHIe BeH MOPTAIbHONM CUCTEMBI, ACLUTUYECKYIO
XMAKOCTb B KapMaHe MopucoHa (11eBoe mopie-
YeHO4YHOe YInybieHne/ Ie4eHOYHO-CaTbHUKOBA S
I[e/Tb) ¥ IPU3HAKY BHY TPUIIEYeHOTHOI IOPTATbHOI
runeprensuu (IIT).

PaHHMe IPOSIB/IEHNU S BKIIOYAIOT TaKXKe paciln-
peHye BOPOT IeYeHM U MEXX/O0JIEBBIX LIe/Ieil U yBe-
JIM4YeHMe pasMepa NPOCTPAHCTBA, OKPYIKAKOIIEro
XKeTYHBII My3bipb. C mporpeccupoBanueM 3aboje-
BaHMsI Habmozaercs 3ameTHOe yBenndeHne pubposa
U yMeHbIIeHNe 06Iero o6bemMa NedyeHy MOXKeT CO-
TIPOBOXK/JAThCA KaIICyAsApHOI peTpakiueit. KoHTpacT
MeXAy nmobapHoit runorpodueit u runeprpodueit
71eBOTt 60KOBOIT OV OOBIYHO IPUBOJUT K pacinpe-
HUIO [IeYeHN BJIeBO. B cryyasax runeptTpodun nesoit
60KOBOII OV HAOTIONAETCS «IIOLIeTyTHOe» B3aUMO-
IeCTBUE C cene3eHkoi [16].

Anacmozpagus (OT'). 7151 BHIIOTHEHNS IPOLIEAY-
PBI HEOOXOAMM CHelMaNIbHbI Iprbop — Gubpockan
(FibroScan). MeToy m03BO/IsAET C TOYHOCTDHIO 40 85—
95% RMAarHOCTHMPOBATD Y37Ibl, Y3/I0Bble 0Opa3OBaHMS
¥ MHbIe [IATOIornYecKue mpoueccs. TpausnentHas O
II03BOJIAET IOy YU Th OHHOMEPHOE (TO eCTb IMHEITHOE)
0TOOpakeHMe )KeCTKOCTY TKaHM.

JIns BHIMONHEHUA MAZHUMHO-pe3oHaHCHOU II
(MP-3T') He06X0MM MarHUTHO- Pe30HAHCHBIN TO-
Morpad, OCHallleHHBII allIapaTypoil s TeHepaLuu
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KPOBOTEYEHN S U3 BapMKO3HO pacIIMpPEeHHbIX BEH
JKKT n neyeHouHoit sHIIedanonaTnm. BosHukHOBeHME
HepPBOTO COOBITI eKOMITEHC ALY 3HAMEHYeT c06011
KPUTUYECKNIT MOMEHT B IIPOrpeccupoBaHuy 3a60-
nepaHuA. IIpy gexoMIeHcanuy QUPpPO3 CTAHOBUTCSA
CUCTeMHBIM 3a00/IeBaHVIeM C TIO/IMOPTAHHO/ CUCTEM-
HOII fe3opranusanuei. IIpu fekomneHcupoBaHHOM
LM ppo3e MeJaHa BbKMBaeMoCTy nagaet ¢ 10-12 ner
1o 1-2 net [14]. Bo/bHBle CTAHOBATCS BOCIIPUMM Y BB
K 6aKTepuaabHBIM MH(EKLINAM 3a CYET HapyIIEHN
KaK BPOXJIEHHOTO, TaK ¥ IPYOOPETEHHOTO MIMMYHU-
TeTa. Boicoka BepoAaTHOCTDb passuTua OXITH/ACLF
C BBICOKVM PYCKOM JIETa/IbHOTO MCXOfa.

Puck cMepTH OLleHMBAETCs Ha OCHOBE a/IbOyMuHe-
mun, mogenest PELD (The Pediatric End-stage Liver
Disease, Mojiesib BeTCKOJ TepMMHAAbHONM CTaUN
3aboneBanusa nedyenn)/ MELD (c 2016 roma mkasna
MELD-Na; Model for End-stage Liver Disease, mo-
Iie/b KOHEYHOIT CTafum 3a00/1eBaHMA TIeYeH ) /KA IbI
Yaitng-Ilplo-TypkoTTa B 6anmax u MHAEKCA MacChl
tena [15].

aKyCTMYEeCKUX BOJIH I CIeIaTbHbIM IPOrPaMMHBIM
obecrevenueM s 06paboTKy pesynbraTos. [17].
Mertox obnafaeT X0Opolieil CHOCOOHOCTBIO pasInyaTh
BapmaHTel pubposa (F1-3) u uuppos (F4), roe FO -
3gopoBas nedeHb. MP-OI ¢ lekapTOBBIM I'pafjueHT-
HbIM 9X0M (GRE) TpefyeT 3afep)XKu fbIXaHUs, YTO
CTIOXHO A1 fAeTelt. OTCI0a BO3pAaCTHbIE OTPaHIYeHIIS
K IpMMeHeHN o MeToauk. [loTeHIInaipHOE pellieHne
3TOJI TPOOIEMBI [/ ieTeil BO3MOXKHO NTPYMeHeHMeM
He IeKapToBOil paguanbHoil MP-anacrorpadueit co
cBOOOMHBIM IbIXaHueM [18].

Kommnbroorepnasa romorpadus (KT) u marautHo-
pesonancHas Tomorpadus (MPT) ucnonssyorcs
Ha 6oJlee MO3THUX CTaAMAX 3abomeBanuA. OHM Mato
YYBCTBUTEIBHBI [I/I BBIABIEeHNA HuOpO3a IMedeH.
Mynsruperexropabie KT u MPT 6proniHoit 1oocTn
MMEIOT pellaloliee 3HaUYeHMe IJIA MpeATPaHCIIaHTa-
L[MOHHOJI OLIEHK! NAIIVEHTOB C OMIMAPHOI aTpe3ueit.
OTU MeTOABI BUSYA/IM3ALI UM II03BOJISIOT MAEHTUDUIT-
pOBaTh BPOKAEHHbIE aHOMa/INY MU M3MEHEHN, CBS-
saHHble ¢ ITT (MOpTOCKHCTEMHbIE INYHTBI, TOPTATbHbII
TpoM603), KOTOpbIe MOTYT NTOTPeOOBaTh MOAMPIKa-
LMY XMPYPIUYECKOr0 BMELIaTe/IbCTBA. BONMBIIHCTBO
U3 3TUX METOJOB He NOABEPIINCH MIVPOKOMY U3yUe-
HUIO Y [leTeil M3-3a VX MHBAa3MBHOTO XapaKTepa.

Aneuozpadus mpoBORUTCS OOBITHO Y AeTell TOMBKO
KaK 4acTb MpeJoIIepalMOHHO OLleHKM XUPYyprude-
CKMX IIOPTOCHCTEMHBIX ITYHTOB VJIY TPAHCIIIAaHTa L UI
neuyenn. IIposepenne udpoBoit Cy6TpaKIMOHHON
aHruorpadun

[I03BOJIsIET OIpefeNNTh Hanbosee BaXKHbII Ipe-
OUKTOP AEeKOMIIEHCALIUY — 2pAdUeHm neueHouHo20
8eno3Ho20 oasnenus (TTIBOI=HVPG). YBenuuenue
I'TIB]] ykaspiBaeT Ha HajM4ue MOPTATIbHOI TUIEP-
TEH3WUM, OCHOBHOIT IIPMYMHBL TAKMX OIACHBIX /IS
JKUBHM COCTOSHUI, KaK BapMKO3HOE KPOBOTEYEHNE
" edyeHoyYHas sHnedanonarus [19].

A30¢pazoeacmpodyo0eHOCKON I HyKHA [/ BbIABIIE-
HIS TacTpo330dareaIbHBIX BApMKO30B U TUIEPTOHN-
4eCKOJf FaCTpONAaTUIL, [/ OLleHKY Ha/lM4us, pasMepa
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Tabnuua 3.
JlabopatopHbie
nccnefoBaHua ana
BbIAAB/IEHNA U KOH-
TpOnA 3a LMppo3om
1 XPOHUYECKUMU
3aboneBaHuAMU
neyeHu y feten

Table 3.

Diagnostic
algorithm for the
detection and man-
agement of cirrhosis
and chronic liver
disease in children

U pacIpOCTPaHEHMsI BaPUKO3HO PACIINPEHHBIX BEH
JKemyaKa, IMLIeBOfA U, PeXKe, [BEHaLIaTUIIEPCTHO
KMIIKY, @ TAaKXKe /1A MCKIIIOYEeHNUA PYTUX HPUINH
JKKT xpoBoTedeHns, TaKux Kak A3BbI xenypka/ JIIK
unu paspeiBbl Mannopu-Berica.

Buoncus neuenu ocraeTcsa KJII04eBbIM METOJOM fiUa-
THOCTUKM TUCTOIIATONIOTMYeCKIX M3MEeHEeHUIT, B 60/Ib-
IIMHCTBE CIy4aeB MMeeT pellaioliee 3HaYeHMe [JIs
BepudUKaIMM UarHo3a U STUOMOTNIECKON pacInd-
poBku 3aboneBanus [9]. Mopdonornyeckas KapTuHa
III xapakrepusyercs TpeMs OCHOBHBIMM IIPOLIECCAMM:
puctpodueil ¥ HEKPO30M IEYEHOUHBIX K/IETOK, UX
Y3JI0BOJ pereHepaunueii, pasBUTUEM COEIMHUTEIb-
HOJI TKaHU ¢ 06pa3oBaHMeM CeIIT U JIOXKHBIX JOTIeK
ellle OLIEHMBAIOT BOCIIAJICHNE, CTEAaTO3, HAKOIUICHUE
MeJiu, XeJe3a U APyTye ITUCTONorndeckyie peHOMEHBI.
Craguio ¢prbpo3a onpenensioT M0 KOMNIECTBEHHO
mkaze METAVIR ¢ BO3MOXXHOCTBIO OL[eHKY 00pasIjoB
6uUoIICHM ITeYeHN B KaueCTBe IPOrHOCTIYECKOTO Map-
Kepa 1 KaK CPeficTBO IIPOBEPKI HEMHBA3UBHbBIX MapKe-
poB pubposa neyenn [20]. IIpoBeseHHbIe HAOMIOTEHN
II0Ka3bIBAIOT, UTO JOJIA OMOIICHITHOrO 06pasija IeyeHI,
3aHATasA KommareHom, koppenupyet ¢ ITIBI=HVPG
Y PELIMIINEHTOB TPaHCITTAHTATa MeYeHU C MHPeKI -
eit Bupyca rematuta C, ¢ qupposom unu 6e3 Hero,
U IIpefiCTaB/sAeT OO0l MPefUKTOP KIMHIIECKOI fie-
KOMIICHCALIUIL.

OpHaxo 9Ta Ipolefypa COIpsKeHa C PUCKOM pa3-
BUTYS OCTOXXHEHUIT, 0COOEHHO Y MalMeHTOB C Ts-
JKeJIBIM IOparkeHMeM IeYeHM, COIIPOBOXK/IAIOIMMCS
HapyLIeHMAMU TeMocTa3a. BapuaHTBI 0C/TOKHEHMIL:
KpOBOTeYeHNe, BHyTPUIIEYeHOUHAA FeMaTOMa, TeMO-
61y, apTeproBEHO3HAA QUCTYIIA, XKETUHBI epy-
TOHUT, MyHKIUA COCEJHEr0 opraHa (II0YKM, TONCTOM
KUIIKM, )KeTYHOTO IY3BIPsl, IETKOTO), MHpeKI M.
YacToTa OCNIOXHEHNI IyHKIMOHHOI YpeCKOXKHOM
6uoncun gocruraer 18,3%, Cepbe3Hble OCNIOKHEHNA
passuBaworca B 0,63-2,3% cimydaes, 1€TaTbHOCTD CO-
crasngert ot 0,008 mo 0,17% [21].

IIpoBefieHMe Ty HKIJVIOHHOT GMOIICIH He VICK/TIOYaeT
MOy 4eHM A MajIo- ¥ HeMHPOPMATUBHBIX OMONTATOB,
Ta>ke eCIu ee IPOBOASAT HOJ yIbTPa3ByKOBOM HaBe-
meHyeM. Huskas penpeseHTaTMBHOCTD 610oNTaTa CBSI-
3aHa C TeM, 4TO IIPU IIYHKI[MOHHO OMOIICKY TIeYeHN
MOTY4aIOT CTONOMK TKaHM, COCTAB/IAOIINIT IPUOTIN-
sutenpHo 1/500000 wacTp oprana. ITo Hemy cyasaT 06
M3MEHEHMX BO BCell IedeHU. V3-3a HepaBHOMepHO-
cTu pacupefenenns GpuOpPO3HOIT TKaHM BO3MOXHBI
OIIMOKM B OL[eHKe IYCTOIOTMYECKON aKTUBHOCTH [22].

JlabopamopHole 6uoOXUMUUECKUE UCCTE008AHUA.
O6s3aTeNnbHbI A OLleHKM QYHKIMM TIeYeH Y, BbI-
SIBJIEHV s TUTePCIIeHn3Ma U MPUIMHHBIX pakTo-
POB, IeXaliux B 0OCHOBe 3aboneBanus (mabn. 3).
AmuHOoTpaHChepassl ABIAITCIA YyBCTBUTENbHBIMU

Tect-cuctembl  Uccn eflyemble napameTpbl

T'eMOTr7I06MH, KOMNYECTBO JIEHIKOLMTOB ¥ TPOMOOIIMTOB, IPOTPOMOMHOBOE BpeMs

Kposb

Peaknusa Kym6ca, rpymnma Kposu, pesyc-dakTop
ITpoduns koarynsauuu - I[1B (mporpombuHoBOE Bpem:), MHO (MexyHapoHOe HOpManu30BaHHOE

orHoureHne) ¥ AYTB (axTMBMpOBaHHOE YaCTUYHOE TPOMOOIIIACTIIHOBOE BpeM:)

Bunupy6un u ero ppakuum, menouHasa Gocdarasa u TpaHCAaMMHA3bL, Y-IIyTaMUATpaHCchepasa,

anbOyMMUH 1 I7IOOYIMHbI, aMMUaK*

[Taparropmon, 250H-Buramus D, xanbiuii, pocdop, MmarHuii, xenes3o, Mefsb
MoueBnHa, KpeaTMHUH, T1I0K032a, MOYeBasl KIMCIOTA, MOTIOYHAA KICTIOTa

Buoxumuns
(mns meteit crapure 3 yteT)

TpancdeppuH, GeppuUTHH, IIepyIONTa3MIH X MeJib B CBIBOPOTKE, COflep>KaHue Me[iM B Moye 3a 24 4

T'manmypoHoBas Kucnora, Koanares IV tuma, MaTpuKCHas MeTa/lIONpOTerHa3a-2
®ubpoTect (f2-MaKkporno6yINH, FalITOITIOOMH, AIIOUIONPOTeNH Al, y-I/IyTaMUITPAHCIIENITI/A34,
o6umit 6unupy6bun), AkruTect* (5 KOMIOHEHTOB + ononHKUTeNbHO AJIT)

OmnpepeneHne ayToaHTUTeN — aHTUHYKIeapHble (ANA), anTurnagkompimeyssie (ASMA), aHTu-
muroxoHapuanpasie (AMA), LKM1 (aHTHTeNa K II€4€HOYHO-II0Ye€YHbIM MUKPOCOMaM), aHTUTENA

K pacCTBOPMMOMY aHTUTeHY HedeHM (anti-SLA), al-aHTUTPENCKH, Lepy/IOIIa3MIH

Mapxkeps! BupycHoro renaruta (B, C, D, G, TTV), Bupycos cemeiictBa Herpesviridae, 9HTepOBUPYCOB,

TOoKcoItadmo3a Metogamu VIOA u ITIIP

VIMMyHOTTIO6Y T HBI
VimmyHonOrNA

IIpoBocmanurensueie yurokuusl (VJI- 2, -6, -8, -10, -12, IFN-y, TNF-a, MCP-1)

Mapxkeps! dubposuposauns nedenn - Pubpomaxc (HIII-PubpoTect, CrearoCxpuH, Fibrospect II,
Hepascore, Fibrometer u fp.), nupupguzonus (B Moye)
Mapxkepsl 9H0TeMaNbHON [UCHYHKIIUN — TPOMOOMOIY/INH, OKCHJ, a30Ta, SHAO0TENNH-1, BACKY/IO9H-

JOTeNManbHbIi GaKTOp pocTa

Mapkep renaTokapunHOMBbI — a-¢deTonpoTenH (3HaueHus >400 Hr/MI)

ITapaueHTe3 (B cl1y4ae IMXOPafKIM M/IY BHE3AITHOTO aCIIUTA):
KOJIMYeCTBO KJIETOK, aIbOYMIH, 061111 6€/I0K, KOJIMYeCTBO HENTPOhIIOB
Ammnasa, unronorus, IIIIP u kynprypa MukobakTepuii (110 oKa3aHNIO)

IIpu acuute
IKCKpelus HaTpUs C MOYOIt

ChIBOPOTOYHBIIT HATPMIt, Ka/muit, 6MKapOOHAT, XJIOPM/J, MOUYEBMHA M KPeaTHUH

V 60/1bHBIX € I_[H AOJ/DKEH NIPOBOAUTDHCA CUCTeMaTU4eCKUII IIOUCK I/[H(beKI.U/II/[, BK/IHO4YaA MI/[KP06I/IO}'I0-
TUMYECKOE M UUTOJIOTNYECKOE NCCIeqOBaHNME aCI.U/ITI/I'-IeCKOIZ KXUOKOCTU.

MpumeyaHusa:

WN - nHTepneiiknHbl, IFNy - nHTepdepoH ramma, TNF-a - pakTop Hekpo3sa onyxonu-anbda, MCP-1 - makpodaranbHbii xemoa-
TPAKTaHTHbIN NPOTENH-1; ¥ aMMmak OTHOCMTCA K TOKCMHAM U B BbICOKMX [l03aX OMaceH ANA HEPBHOI CUCTeMbl, NP ypoBHe > 200
MKMOJb/N CylLecTBYyeT pUCK «LiepebpanbHON rpbixu», KOrAa 3a CHeT 0CMOTNYECKOro rpajneHTa, NPoncxoanT HabyxaHue KneTok
MO3ra 1 BbITafIKWBaHKe YaCTu MO3ra Yepe3 OTBEPCTUA B KeCTKO CTPYKType Yepena [23], **AxkTuTecT — onpefeneHne akTMBHOCTM

HeKpOo-BOCnannTesibHOro npouecca B neyeHn
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MHJMKATOPaMU I'eaTOLe/IIONAPHBIX IOPasKeH N,
a aJlaHMHaMMHOTpaHcepasa UCHONb3yeTCs B Kade-
cTBe creuMIecKoro MapKepa MOBPEX/IeHNU Trella-
tountoB. LIl B oTin4yme oT XpOHMYECKOTO TenaTuTa
XapaKTepusyeTcsa Tunep-y-riobynmHeMueit, TUIo-
IpoTpoMOMHEeMuelL, TUITOTPOMOOLUTEMIIElT, COOTHO-
menyue ACT/AJIT npepbliiaeT egMHNUITY. YBeTdeHe
IpPOTPOMOMHOBOTO BpeMeH!, HeCMOTPsI Ha Ip1eM
ButamMuHa K, cBusieTeNIbCTBYeT 0 HapyIIEHUM CHTE32
B IIEYEHN U JJEKOMIIEHCAIIMM TeNaTOLEe/I0NAPHON
6onesnu. Husknit yposens ¢akropos V, VII, XIII
VY TIIa3MUHOTE€HA XapaKTepU3YIOT HEeYIOBIeTBOPH-
TEJIbHbII IPOTHO3.

besycnoBHble TPyAHOCTM A JMATHOCTUKMU
HpeACTaBIAT MeTabonudyeckue, HacaeCTBEHHO-
ro XapakTepa 60/Ie3HM IeYeHNU: TallaKTo3eMu, 60-
ne3ub Bunbcona-KoHoBanosa, 6one3nn Tome n mp.
Metabonu4eckuii CKpMHIHT 3aKJII04aETCA B OIpe-
TeNleHN U aMMHOKIUCIOT MOYM U CBIBOPOTKM KPOBH,
OpraHMYEeCKUX KUCTIOT B Moye. [eHeTuyecKme TeCThl
IpPOBOJAT IpY MOfo3peHun Ha feduuut al-AT, cun-
npom Anaxkns, 6onesHs [Tomme u fp.

CBoeBpeMeHHas [UATHOCTUKA HAC/Te[CTBEHHBIX 3a-
60eBaHNMII ¥ paHHEe Haya/l0 KOMIUIEKCHOTO JIeYeHI A

JleyeHune

TepMmuHanbHas cTagus 3ab0/IeBaHUA IIEYCHN Y eTelt
TpefCcTaBisieT OO0 CIIOXKHBI KOMITTIEKC MEAMIIH-
CKUX U IICUXOCOLMA/IbHBIX IIPOOJIEM /151 KOMAHbI 110
OKa3aHMI0 MeguiimHcKoit momoiin. Jleuenne OXITH
B HaCTOslllee BpeMs OCHOBAaHO Ha JTUKBUZALNUU OpP-
TaHHOV HEJJOCTATOYHOCTH, YTO BOSMOXXHO B OCHOBHOM
B YCTIOBUAX OTJ€/IEHN A peaHMMAall ¥ MIHT€HCUBHOI
tepanuu (OPUT). OTtka3 B nmpueme manuentos ¢ 111
B OPUT n3-3a Hanm4usa OCHOBHOTO XPOHUYECKOTO
3a00/IeBaHUsA [IeYEHNU C/Ie[yeT MPU3HATh HelPaBU/Ib-
HBIM [25].

ITpoBoauTCS TeYeHMe KaK OCHOBHOTO 3a00/IeBaHM S,
npuBepiero K passututo LTI (mpoTuBoBupyCHBIe IIpe-
TapaThl IpY HAJIMYUN B KPOBU MapKepOB aKTUBHOM
penIuKanuy BUPYCOB, MMMYHOCYIIpeCcCus IIpK ay-
TOMMMYHHOM I'efaTUTe ¥ ay TOMMMYHHbIX IIPOIleccax,
J-neHuuIaMnH/ TPUEHTVH npy 6071e3Hu Bubcona-
KoHnoBanoBa, ypcofie3okcuxosneBas KIMCI0Ta IPU XO-
JIECTAaTUYIECKUX 3a00/IeBAaHUAX TIEYEHN U T.]I.), TaK
U MHTEHCUBHAA Tepanus ¥ XMpPyprudeckoe redeHne,
HalIpaBJeHHbIe HA yCTPaHEeHNe OCTOKHEHN: OCTAaHOB-
Ka KpOBOTEYEeHU 13 BapMKO3HO-pPaCIINPEHHbIX BeH
NUIIEeBOJA U XKelyIKa, KyIUpoBaHMe CIIOHTaHHOTO
6aKTepuanbHOrO NEPUTOHMTA U Ap. BHenpeHme Tepa-
TIMY TTOfIJIeP>KKY OPTaHOB, IPOTOKOIOB MHTEHCUBHO
Tepanuy, IUTaHNA U Ta/UIMaTYBHOM IOMOIIY B KOHIIE
SKU3HU SBJISIOTCS HEOTHEM/IEMON YaCThI0 MHTEHCUB-
HOII Tepaluu MaleHToB ¢ qupposoM nedenn. K oc-
HOBHBIM IIPMHIIMIIAM Te4eHN A KOMIEHCPOBAHHOTO
LIII aBnsroTcs:

» IlpenoTrBpalleHne JONOTHUTETbHOTIO IOBPEXIeHNA
MeYeH yTeM VCK/IIOYeHN S BEIleCTB, TOKCUIHBIX
a4 nedenu. Ilannentam ¢ LII kareropuyeckn 3a-
IpelleHo HapyiaTh npasuna npuema HIIBC;

o IlpoBemeHMe CKPMHMHTOBBIX 9HIOCKONMI /I

NpOBEePKYM HaAM4YMsA BAPUKO3ZHOTO pacuimpe-
HUSA BeH; IIPY ero OOHAapy>KeHUM IpUMeHeHMe
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MOXeT CIIOCOOCTBOBATH 3aMe/JIEHUI0 PAa3BUTHSA He-
06paTMMBbIX IPOLIECCOB B IIEYEHM U JPYTUX OpPraHax,
TeM CaMbIM COJIe/ICTBOBATh HPOJ/IEHNUIO KM3HY Ia-
1ueHToB. [Ipy mogo3peHuy Ha 60/1e3Hb HAKOIICHN S
[/IMKOTeHA VCC/IERYIOT KOCTHBII MOST I [Ie/IAI0T IIOCEB
¢bubpobractoB KoXKu. [I71s1 MCKTIOUEHNSI MYKOBUCI{H-
[03a B KaueCTBe CKPMHIHTA YTOUHSIOT 37IEKTPOTNUTHI
[I0Ta, B C/Iy4Yae MOJIOXKUTETbHOTO OTBETA IIPOBONT-
Cs TeHeTHYeCKMit ananus. JIuTepaTypHble JaHHbIE
HOATBEPXKAAIOT, YTO XapaKTep IMOpakeHNs MeYeH,
HaIpuMep, IPU MYKOBUCIIMO3€, 3aBUCUT OT 0CO-
6enHocreilt fedexros rena CFTR, Bo3pacTa maljieHTa,
BO3/IeIICTBISI 9K30T€HHBIX (PAKTOPOB, BK/IIOYAS STPO-
reHssie [24].

Bxnrouenne namuenTtos ¢ LII1 He3aBuUCKMO OT BO3-
pacTa B IpOrpaMMy CKpPMHMHTIA relaTole/Ionap-
Hott kKapuuaombl (ITK) raet maHc BEISBUTD 3/10Kaye-
CTBEHHBII IIPOLIECC HA PAHHMX CTA/{MSIX U IOBBILIAET
KypabenbHOCTD 3ab60nmeBannA. Vicronbayercsa peak-
s AbeneBa-TatapuHoBa (BBIFAOLINECS COBETCKIE
OVMOXMMUKI) — METOJ, BBISAB/IEHN I 9MOPVMOHATBHBIX
CBIBOPOTOYHBIX INTOOYINHOB. d-(PeTONPOTENH — 10
CUX MOP eMHCTBEHHBII MapKep IPU AUATHOCTUKE
FeMaTOLE/UIINISIPHOTO PaKa eYeH .

MPOGUIAKTIUIECKOTO MeJMKaMEHTO3HOTO U SHIO-
CKOIIMYeCKOTo jedeHnss. OObIYHO UCIONb3YIOTCA
HecenekTuBHbIe 6eta-6mokatopsl (HCEB), Takue
Kak mponpanonon unu Hagonon. Ecnu HCBD npo-
TUBOIIOKa3aHBbl, TO IPOBOJUTCS 9HAOCKOIIMYIECKOe
JIUTUPOBaHNE BapPMKO3HBIX BEH;

o CKpUHMHT Ha relnaToLe/IIIAPHYI0 KapIMHOMY
Ka’KJiple 6 MecCsIeB

IIpuHI MBI TeYeHN

npu fekomneHcuposansom IIIT [27]:

o JledeHre aciuTa MyTeM OrpaHNYEHNA HATPUA U UC-
[I0Tb30BAHM S JUYPETUKOB, C 6OTBLUINM 06beMOM
7e4eOHOro mapalleHTe3a B CIIyYasix, KOrja Meau-
KaMeHTO3HOe JieueHre Hea(pPeKTUBHO; B TAXKe-
JIBIX CIy4asiX MOXKeT IOTPe6OBaThCs MPOLeAypa
LIYHTUPOBAHMUS;

o PerynsapHsli 3HJ0CKOINYECKNII MOHUTOPMHT Bapy-
KO3HBIX Y37I0B, TaK)Xe IPOUIaAKTIYeCKOe SHTOCKO-
nmnyeckoe 6aHgaXMpPOBAHNME [ MUL] C BBICOKNM
puckom KpoBoTedeHust. PaKTOPbI BHICOKOTO pucKa
BK/IIOYAIOT Pa3Mep BapMKO3HBIX Y3JI0B, Ha/ln4une
KPacCHBIX [TOI0COK ¥ TSKECTb HapyLIeHM st QYHK I[N
revYeHu;

o JledeHue Ie4eHOYHOI 9HIIeaTONATIN TAKTY/I03011
n pV[CbaKCI/IMI/IHOM J19)8: yMeHbHIeHI/IH CUMMIITOMOB;

o IlpoBesienne perynAapHbIX CKPUHMHIOB Ha reIaTo-
Le/UTIO/ISIPHYI0 KapLVHOMY;

o Xupypruyeckux onepannit B OpIOLIHOI TOTOCTH
y IMIAagMEHTOB C HeKOMHeHCI/IPOBaHHhIM I_U/IppOSOM
cnenyer usberars, 3a uckmodenneM TTI, eciu Tonb-
KO IIOTEeHLIMa/IbHbIE Hpe]/[MyIL(eCTBa 3HAYUTEJIbHO
He IepeBelIBalOT PUCKIL.

Huema. TpebyeTcs yBennieHue moTpebHOCTH
B 9Hepruu u 6enke, HAGMIOKAITCSA TPYRHOCTH C YCBO-
€HIEM YI7TIeBOJIOB, TUIIIIOB ¥ MUKPO3/IEMEHTOB, TAKIX
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KaK XXMPOPAaCTBOPMMBIe BUTAMUHBI I HEKOTOPBIE MU-
HepasblL. IIpu OTCyTCTBUM TUIIepaMMOHUEMUM OTPe-
671eHue 6enKa He ClIeiyeT OrpaHN4IMBaTh. MIafieHIIaM
cJITu xonecrazoM He0OXOMMO TOTpebIeHNe OeTKa 13
pacueTa 2-3 I/KT B ieHb. JINIINABI JOTKHBI COCTABIATD
30-35% oT 06111ero KoMM4YecTBa KaJlOpMii B paliiioHe, 13
H1X 30-50% NpuUXOAUTCA Ha JOMIO CpefHELIENIOYEYHbIX
rpurnuuepunos (CLT). Tpurnuuepupast ¢ IAMHHON
LIeTIbI0 TOXe HY>KHBI, TOCKO/IbKY He3aMeHMMBIe SKIP-
HbIe KMC/IOTHI CIIOCOOCTBYIOT abcopbLUmy >Xupopac-
TBOPMMBIX BUTAMUHOB. IIpefiaraeTca yBeandeHue
IIOCTaBKM SHEPIUM, YIIEBONOB, O€IKOB M MUKPO3JIe-
MEHTOB, 0COOEHHO XM POPACTBOPUMBIX BUTAMIUHOB,
Ke/mesa, IIMHKa U Ka/Ibls, 3a UCKIIOUeHIeM CTyYaeB
Ie4eHOYHOIT SHILledanonaTnu (3TO OrpaHMYeHNe 110-
Ka3aHO Ha KopoTKuit nepuoxn) [28]. Ilpennourenne
OTHAIOT IIepOpaNbHOMY IUTAHUIO, XOTS P He0bX0-
AVIMOCTY MOXeT IOTPe6OBaThCsI SHTEPATbHOE WU
IapeHTepaNbHOE MUTaHMe. DHTepalbHble T0OABKI
BOCTpeOOBaHBI, KOIfla IIepOpaIbHbIIL IpueM obecIie-
4yuBaeT MeHee 60% peKOMeHAyeMOil MOTPeOHOCTH
B 9HEPTVM VIIN B CTyYasAX TAXKENIOil HelOCTaTOYHOCTI
nuranuA. OrpaHudeHue XULKOCTU BBOGUTCA B CIY-
Yae TUIIOHATPMEMMIH C YPOBHEM HAaTPM B CBIBOPOTKE
Hike 125 MOKB/mI.

Wngysuonnas mepanus. OpraHHYIO HeJOCTATOY-
HOCTb KOPPUTMPYIOT BHYTPUBEHHBIM BBeJeHIEM
KUIKOCTU. VICIIONB3YIOT KPUCTATION/BI, TaK KaK
cOaaHCUpPOBaHHbBIE CONEBble PACTBOPBI CHIMKAIOT
PUCK TUIIEPXIOPEMUYIECKOTO alju03a M HOCTIeNY-
IOI[MX IOYEYHBIX C/IBUTOB. BHyTpUBeHHbIe BIMBa-
HuA anbbyMuHa MOEUGULUPYIOT TedeHue 60Ie3HN.
IMonoxxntenpHbll 3¢ dekt y manuentos ¢ LI, Ha-
XOJALIMXCA B KPUTUYECKOM COCTOSIHUY, CBA3AH He
TOJIBKO C BOCCTAHOBJIEHVIEM CHIKEHHOTO KO/IYeCTBa
anbOYMMHA, HO ¥ BOCCTAaHOBJIEHVEM €TO TPaHCIIOPT-
Holt pynkiuu. Ocoboe 3HaUeHME UMeeT IPUMEeHeHUe
BBICOKOKOHI[EHTPUPOBAaHHOTO (20%) anbbyMuHa, 4To
[I03BOJIsIET YMEHBIINTD AedeKT CHUKEHHOI CIIOCo6-
HOCTY CBS3BIBaHMA 6aKTepMaTbHBIX TOKCHMHOB, aK-
TUBHBIX (OPM KICIOPOJA ¥ MHOTOUNMC/IEHHBIX MefU-
aTopos, yuacTByomux B OXITH. Tepanmneit mepsoit
JIMHUM Y TMAIleHTOB C TellaTOPeHaTbHbIM CUHJPO-
MOM CITY KT KOMOMHALIVS «TePIUIIPeCCUH/ambOyMUH.
TepnunpeccuH — aHaIor Ba3onpeccuHa. I KOHTporLs
HaJi IMPPOTUYECKUM aCIMTOM TAIL[eHTaM C TeKOM-
IIEHCHPOBAHHBIM IIPPO30M MOKAa3aHO JUINTETbHOE
eXeHeJleNIbHOE BBeJleHNe anbOyMuHa [29].

AxcmpakopnopanvHas noodepimka neveHu.
Vcnonp3yoT anmnaparsl, OCHOBaHHbIE Ha NPUHIINIIE
anbOYMMHOBOTO AMaan3a. DT YCTPOICTBA IOIe3-
HBI B Ka4eCTBe IPOMEXXYTOYHOIO 3BeHa IIPY IIOATO-
ToBKe K TTI MM BOCCTAHOBJIEHMIO TTOCIIE OTIePaIlVN.
BapuaHTaMy Na//IMaTUBHOTO J€YE€HU MOXKHO CYU-
TaTh MCIIONIb30BaHMe I1a3Madepesa /1A yaanreHus
9H/IOTOKCMHOB, MEVIATOPOB BOCIIAJIEHN M 3aMEHbI
ampOyMMHa.

Tpancnnanmayus neveru (TII). Ist OTHENbHBIX
nanueHToB opToTonnyeckas TII - egMHCTBEHHBIN
3¢ GeKTUBHBLIT METOJ JIEYEHM A C XOPOIIMM JJO/ITOCPOY-
HBIM IIPOTHO30M. MeTofuKa aKTMBHO IPUMEHAETCS
B Poccun y 6onbHbix ¢ ILII1 1 BHeNeYeHOUHBIMY 06-
CTPYKUMSIMIU JKEeTIHBIX Iy Tell B KPUTUIECKOM COCTOSI-
Hun. [Toxasanmus: k TII B geTckoM BospacTe: XpoHMYe-
cK1e 3a60/IeBaH A IIeYeHN B CTaUM JeKOMIICH AN

(6unuapHas arpesnsi, CMHAPOM AJTaXKMIisi, CEMEHBII
XO7ecTas, HEPBUYHBIN CKIEPO3UPYIOMINII XONaHTUT,
AVIT) 1 Bpo>KA€HHDIe HAPYILIEHNU s MeTaboI13Ma, a TaK-
e ipyrye 3a60/1eBaHM A, IPOTEKAIOI e C IOPa>keHN-
em nevenu (cuupgpom bagma-Knapu, 6onesus Kapomu,
HeOHATaJIbHBII FEMOXPOMATO3 U T.[.).

3aMeHa MeyeHM yBeNMYMBAET IAHCH HAa BBIKU-
BaHMe 6OIBHOT0, 0COOEHHO eC/IU BBINONHAETCSA B Te-
yeHue 30 gHeN mocae MoOMelleHs B IUCT OXXUTAHMA.
HMMW I TpaHCIIaHTONOTUM U UCKYCCTBEHHBIX Op-
raHoB uM. akaj. B.J. lllymakoBa cran nujepoM 1o
konndecTBy TII y reTeit B To cpefy aHaTOTMYHBIX
nentpos Espons u CIIA [30].

IToxasarenu o61Leit BBDKMBAEMOCTH CPefy AeTel,
nepenecnx TTI, OBONbHO BHICOKM. DTO KacaeTcs
He TonbKo Poccuy, HOo 1 gpyrux crpan. Tak, npu nc-
TO/Ib30BAHMY TAHHBIX KOPEJICKOTO HaI[MOHATbHOTO
perucrpa o6mena opranamu (KONOS) mokasarenn
BBUKMBAeMOCTU B Tedenue 1, 5, 10 u 15 et cocTaBumm
cooTBeTcTBeHHO 90,6%, 86,7%, 85,8%, 85,5%, mpudyem
Macca Tena 26 Kr (p < 0,001) u 6unuapHas aTpes3us
Kak oHOBOe 3aboneBanyme neyenu (p = 0,001) 6b11u
CBSI3aHBI € Ty 4llell BBDKMBaeMOCTBIO [31].

CcdopmupoBascs onpefeneHHbIl KPYT BOIIPOCOB,
ceasaHHbIX ¢ TII y meTels, kacaomuecs MOKasaHu,
HaJi/IeXxalero 0T6opa MaleHTOB, paclpeneneHs
OpraHOB, TPAaHCIIJIAHTALIMOHHBIX ONepaIMii, BKII0Yas
UICIIONIb30BaHMe BapMaHTHBIX TPAaHCIIAHTATOB (VC-
TIOTB3YIOT pa3fie/IeHHbIe TeYeHOYHbIe TPAHCIIAHTAThI
U pyTye BapMaHThbl METOMMK), IIOCTTPAHCIIAHTALIN-
OHHOTO yXOJIa, BK/II0Uas BeJleHMe MIMMYHOCYTIPeCcCun
[32]. CymecTByIoT mpo6IeMbl OTTOPXKEHM S TPAHC-
TIJIaHTaTa, KOTOpbIe BBIHYXIE€HbI PeIllaTh B KaXK/[OM
Me[MIIMHCKOM IIeHTpPe, OCYLIeCTBIIALIeM HOJ00HbIe
MaHunynauuu. Hanbonee onacuas: large-for-size-
syndrome ¢ ee MHTpaaOIOMUHAJIbHO I'MIIEPTEH3M-
eif U, KaK ClefCTBME, KOMIAPTMEHT-CUHIPOMOM.
OrnacHOCTb peACTaBiAeT aKTUBU3AMA [JUTOMETa-
JIOBUPYCHOI MHGEKLMY B IIOCTTPAHCIVIAHTALIOHHOM
nepuope. JleTu ¢ XpOHMYECKMMY BUPYCHBIMM T€TIaTH-
Tamu, nogsepriunecs TII, mopnexaT TarenbHOMY
MOHMTOPMPOBAHNIO BUPYCHON HaIPy3KM BBUAY BBICO-
KOJI BEPOATHOCTU Pa3BUTUSA BO3BPATHON MHDEKIUN
B TpaHCIIaHTaTe. Bo Bpems onepauum u B Tedenue 12
Mecsiues nocie TII maryeHTs! Hony4aoT crenuduye-
CKMIT MIMMYHOTI06yIuH. ITpenapat BBOAUTCA MHTPAO-
TIEPALMOHHO B aTENAaTUYECKMIi TIEPUOJ, B KO YECTBE
10000 ME, mocne onepauum B Te4eHme 7 gHel, 3aTeM 1
pa3 B 2 Hegenu npoduaaktuka —- no 2000 ME.

Tpancnnanmayus 2enamoyumos — aibTepHaTUBa
oproromudeckoit TII u conyTcTBylomeMy geduiuTy
[OHOPOB, MOCKOJIbKY MEHbIIIe a6COMOTHBIX IIPOTH-
BOIIOKa3aHMII i1 BHIOOPa JOHOPA. XOTs MeabHBII
PELMINEHT YeTKO He OlIpefiesieH, Hanbosiee 3HaYMble
pe3ynabTaThl HPOAEMOHCTPUPOBAHBI IPU KOPPEKIIUN
BPOXXIEHHBIX MeTab0/MNIeCKIX HAPYLIeHNIT IeYeHIL,
TIpK LMPPO3€e U NPU OCTPOI TeYeHOYHOI HeJJoCTa-
TOYHOCTU. Ec/iM coBpeMeHHble METOMBI, MICIIONb3Ye-
Mble I/1s1 cO0pa, M30MALMY, XPAHEHNUA V1 IIepeIVBaHIA
KJIETOK, BIIOTTHE CTaH/JapTHbIE, TO 3HAYNTENbHbIE pa3-
NMMYUA HaOMIOAAI0TCA U3-3a OTCYTCTBUA KOHCEHCYCa
C nopAep>xuBarouleit tepanueii [33]. TemarounTst gs
TPaHCIIAHTAI MY BBIJIENAIOT U3 CETMEHTOB IIUPPO-
TUYECKOJI TTeYeHM U BBOJAT NMyTeM MHBEKLUM B IOP-
Ta/IbHYI0, CeNIe3€HOYHYI0 BEHDI MIN CENe3EHOYHYIO

13
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aprepuio. Victopudecku 60/IbIIMHCTBO KTMHNIECKUX
TPaHCIUIAaHTALMil TeIaTOLMTOB IPOBeeHbl Y M/IafIeH-
1IeB U JIeTeN.

PereHepaTuBHas MeVILIMHA IPeIaraeT UCIIONb30-
BaHUe TeXHOIOTUM CTBOIOBBIX K/IETOK, TAKMX KaK aJI-
JIOT€HHBIe K/IeTKM-TIpe/iIIeCTBEHHUKY, IOy YeHHbIE 3
neyeHu B3pocnoro yenoseka (HepaStem). Crparerus,
paspabaTbiBaeMas B HACTOsIIIIee BpeMsl, IOTEHIMaTbHO
MOXXeT 00JIerYNTh CUCTEMHOE BOCIaNeHNe U yIyd-
mnTh GyHKUUIO nedeHy y nanuentos ¢ OXITH uin
OCTpOII leKOMIIeHCallell [UPpo3a. HapyIeHNAMMU
LIMKJIa MOYeBMHBI 1 cuHApoMoM Kpurnepa-Haiisapa
[I0CTIe TPaHCIIAHTALINIL.

Anmumuxpobras mepanus. Ilanuentst ¢ IJIT Becb-
Ma BOCIIPUMMYMBEL K MHGEKLMAM, Haubosee pac-
IPOCTPAaHEHHBIM M3 KOTOPBIX ABNIACTCA CHIOHTAaHHBIII
6axrepuanpueiit meputonut (CBII) mpu aciure. CBIT
nporekaeT 6e3 IpMU3HAKOB IeppopaLuy KNIIeYHNKA
WIN APYTUX MHTPaabZOMUHATbHBIX UCTOYHNKOB MH-
dexuun. Vindexius 06pI9HO MOHOOAKTepuaabHas
n Boi3biBaetcs E. coli, Klebsiella spp. wiv Enterococcus
faecalis. Tlonumukpo6HbIe MHPEKINY YKa3bIBAIOT Ha
nepdopalnio KMIIEYHNKA UV BTOPUYHBIN IePUTO-
HUT [34]. Jleuenue CBII BKI0OYaeT BHYTPUBEHHbIE
e a/TOCIOPUHLI TPEThEro IIOKOJIeHN A, HaIIpUMep,
nedorakcuM. Tpebyercs mpodpumakTuIecKkoe Ha3Ha-
JeHMe aHTMOMOTUKOB IIPY MHBa3UBHBIX IIPOLIEyPax.
IIpeuMyIecTBO OTAIOT IIePOPATbHOMY IPOGIIAKTH-
YeCKOMY Ha3Ha4eHUIO TaKMX aHTUOMOTUKOB, KaK KO-
TPMMOKCA3071, [UIPOQIOKCALIMH MM HOP(IOKCALIVH

Y 607bHBIX ¢ fekoMIeHcupoBaHHbIM LT cymmecTBy-
€T PUCK He TONBKO GaKTepUaTbHBIX, HO ¥ TPUOKOBBIX
undexmuit. [[pogyMbIBaeTcs MHAUBUAYATbHAS CTPa-
TErMA C MCIONb30BAHMEM aHTUOMOTUKOB 1 IIPOTUBO-
IPMOKOBBIX CPECTB.

Yexopennas eaxkyunayua. IlpuMmenuma K getam
C LMPPO30OM, ABIAIOLIINXCA KaHAuparamu Ha TTI.
ITHeBMOKOKKOBasI I MEHIHTOKOKKOBas BAKIMHBL pe-
KOMEHYIOTCA JeTsAM ¢ GYHKIMOHAIbHOI aCIIeHUel
IIpY HOPTa/NbHOI TUIEPTEH3NM.

ITomowsp npu acyume. B 6oNnbIINHCTBE CTy4YaeB
LUPPOTUYECKNUII aCIIUT pa3pellaeTcs Ipy OrpaHuye-
HUU HaTpUA B INIIe Y UCIIO/Ib30BAHUN INYPETUKOB.
V3 MO1eTOHHBIX cpefcTB Hanbomee 9hHeKTUBeH Ciu-
pononakToH. KoMbruHMpoBaHHOE edeHne ¢ pypo-
CeMUJIOM MOXeT OBITh HeOOXOMMO IallMeHTaM, He
pearupyomuM Ha MOHOTEPAINIO CIIMPOHOIAKTOHOM.
HanpsokeHHBIIT aCLIUT KyIMPYIOT ITapalieHTe30M C I10-
cnepyolelt nHy3ueit anbOyMnHa M TNy PETUYECKOI
tepanueii. [TanueHTam ¢ pedpaKTepHBIM aCIIUTOM
UM HapyIlleHVeM AbIXaHMs IOMOTAaIOT C HOMOIbIO
HapaljeHTe3a 60/IbLIOro o6beMa: 3a 1 pas yiaiAoT o
100 My1/KT XMAKOCTY ITIoc MHGY3usa 20% anboyMuHa
B Jjo3e 1 I/KT IIocie mapateHTesa. VI36bITouHa s OTeps
SKUAKOCTU MOXKET IIPUBECTY K HAPYLIEHNIO QyHKINY
moyvek [34].

3aKknwyeHune

uppo3 medeHn 0CTaeTCsi CEPbe3HOI IPOOIEMOIt A5
TEeTCKUX TaCTPO3HTEPOJIOTOB, IeAUATPOB U JETCKUX
xupypros. Hy>xHbI cBoeBpeMeHHbIe [UaTHOCTHKA U JIe-
4eH1e, KOTOpble TPEOYIOT CTOXKHBIX IPUEMOB U 6OIb-
IMINMX MaTepuaabHBIX 3aTpat. Iuppos meunn y gerei
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EcTh JOBONBHO 3K30TUYECKUIT CIIOCOO Bepe-
HMsI GOMBHBIX C [UPPOTUYECKNUM aCIUTOM, CBS-
3aHHBIM C TPAAMIIMOHHOM KUTANCKON MEAVLIMHOM
So. Meguunna fo ABnsAercsa pesynbTaTOM HaKOIJIEH-
HOTO OIIBITa MTPOUIAKTUKY U TedeH s 3a00IeBaHMIt
cpeny cO6CTBEHHOM ATHUYECKOI TPYIIbL. YHUKATbHAAL
METOZAVKA JIeYeHNU S aCI[UTa CBA3aHa C IPUTOTOBJIEHNU-
eM TPaBAHOI'O OTBapa II0 pelenTy u3 19 pasnm4HbIX
TpaB; METOMMKA JIeYeHM A IMPPOTUIECKOTO acLITa
HpK3HaHa KIMHUYECKMMU BpadaMy; o61agaeT Xopo-
1reit 3¢ (PeKTUBHOCTHIO U BBICOKOI 6€30IaCHOCTHIO
[35].

IIpu acuure n36era0T Ha3HAYEHWS AMIHOITIMKO-
3UMOB, Pe3KO YBeINYMBAIOUINX PUCK MOBPEXIEHNU
nouek; orpannyusanTt HIIBC.

Anmuxoazynanmuas mepanus. CIop «aHTUKOA-
TYJISHTHI APYT VIV Bpar» B HACTOAIee BpeMs MOXKHO
CUNTATD MCYEPITAHHBIM: aHTUKOATY/IAHTBI 6€30I1aCHBI
1 9¢deKTUBHBI /I HALMEHTOB ¢ UMPPo3oM. VIx Ha-
3HAYAIOT C YYETOM TKECTU I[MPPO3a, HaAu4ues Ba-
PUKO3HOTO paclIMpPeHNs BeH, HOYEYHOI HeloCTaTo4-
HOCTH. IlepopabHble aHTUKOATY/ISHTHI Oe30macHee
u 9 dexTuBHEE TPASUIMOHHON aHTUKOATY/IAHTHOMN
Tepamnu [36].

Ileuenounas snyedpanonamus. I npodumakTUKm
U NeYeHNs IeI€HOYHOI SHI[edaIoNaTuM B pauyo-
He CHIDKAIOT Joio 6enka mo 1,0-1,5 r/Kr Macchl Tena
B CYTKH, @ TAK>Ke MCIIO/Ib3YIOT IPeNapaThl TAKTY/IO3bI.

Koppexuyus mukpobuomui. BospeiicTB1e Ha MUKPO-
OMOTYy AB/AETCA MHOTOOOIIAONell CTpaTerueit A
HpOQUIAKTUKMA U JIeYeHNsI OCTPOIL JeKOMIIEHC AU,
OCTPOJ XpOHMYECKOJ II€4€HOYHOI HEJOCTATOYHOCT.
ITogXombl BK/IIOYAIOT MCIOAb30BaHME aHTUOMOTUKOB,
TaKUX KakK pudpakcuMuH, GeKarbHYI0 MUKPOOHYIO
TPaHCIUTAHTALMIO 1 SHTEPOCOPOEHTHI (Hampumep,
Yaq-001), KoTOpbI€E CBA3BIBAIOT MUKPOOHBIE paKTOPHI,
He OKasbIBas MPAMOTO BIMAHMA Ha KMHETUKY pOCTa
6akrepuii [37].

Ocmpoe sapuxo3Hoe kposomeueHue u 2acmpoa3o-
paceanvnuii sapuxo3. HasHayaroT anbOyMuH, 3ame-
CTUTENbHYIO IOYEYHYIO TEPANIMIO U YCTAHABIMBAIOT
npuoputeT B ouepepu Ha TII. SHAOBaCKyNApHBIE CITO-
co6bI KOppeKIuy Ipu cuHgpoMe I BK/II09aIoT pefyk-
LIMI0 KPOBOTOKA 10 CEJIe3€HOYHOM MM IIe4eHOIHON
apTepusM, 9MOONTN3ALNIO IEBO JKeNTyLOYHOI BEHBI
/UM KOPOTKUX BE€H >KeNy[Ka, JIUTENbHYI0 BHY-
TPUIIOPTA/NbHYI0 MHPY3UIO IpernapaToB L-opHUTUH-
L-acmaprara (rermamepi), mponpanosnona (063ugaH)
Y IPe/IHU30/I0HA, TPAHCBHIOTYIAPHOE BHY TPUIIEYeHOY-
Hoe noprocucremHoe myHTnposanue (TUIIC). TUIIC
KaK MYHUHBAa3MBHasI OLIePAL{Vs T03BOJISAET JOOUTHCS
CTOJMKON NEKOMIIPECCUN B CUCTEME BOPOTHOM BEHBI,
YMEHBIIUTD YaCTOTY PeLVAMBOB KPOBOTEUYEHNA U3
BapMKO3HO PAaCIIVMPEHHbIX BeH NUIIeBOJA I KeMyaKa,
nomoraeT pAxy 60mpHbIX foxAaTbcs TII u cHUBKUTD
JIeTanbHOCTD [38].

U TIOfPOCTKOB MIMeeT MHOTO(GaKTOPHBII 3TUONOTIO
U maToreHes, popMupyeTcs 06bIYHO KaK CIIeACTBIE
AINTEIPHOTO BOCIIAJIMTE/IPHOTO ITpouLecca. CwMmbIcn
BepeHus nanuentos LIIT u OXIIH ocHoBaH Ha GyHK-
L[MOHa/IbHOI IO lep>KKe MOCTPaaBIINX OPTaHOB.
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Temonnanus/muasmModepes MOIyT CIy>KUTb y HEKOTO-
PBIX TALIME€HTOB B KaUeCTBE IPOMEXXYTOUHON Tepanuu
niepern TII. Ilpu pexomnencanun 111, paspuBmerocs
Ha HOHe HEKOTOPBIX BAPMAHTOB I/IMKOTeHOBOY 60JIe3-
HU ¥ IPYTUX HAaC/Ie[ICTBEHHBIX MeTabOMMYeCKNX pac-
ctporictBax TII - enVHCTBEHHBIV pafUKaAIbHBII METON,
nevyenus. [Ipornos gna manuenros ¢ IIII B ciyyae
nocrymnenns B OPUT 3a mocegHye rofibl yIydIinics.
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