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1Iuppo3 neyenu y eTeil U MOAPOCTKOB SABJIAETCS CJAEACTBHEM PA3HOOOPA3HBIX XPOHMYECKHMX 3200.IeBAHMIl IIeYeHH, META00IMIECKHX
PACCTPONCTB M reHeTHYECKHX 3200/1eBanHmii. Y JeTeil PpyIHOro BO3pACTa IMPPO3 NeYeHH Yailie BCero 00yCJI0BIIeH aTpe3ueii JKeT4eBbIBO-
JISAIIMX NMYTeil U FeHeTHKO-MeTa00IMIeCKUMH 3200/1eBAHMSIMU, TOIZIA KAK Y ieTeii 0oJiee cTapiiero BO3pacTa, Kak npaBujio, BO3HUKAET
B pe3y/ibTaTe ayTOMMMYHHOTO renatuta, 0oJje3nn Buibcona, nedpummra anbga-1-aHTUTPUIICHHA W TIEPBHYHOTO CKJIEPO3UPYIOLIETO
xosiauruTa. CHMITOMBI MPPO32a NeYeHH Y JeTeli ¥ MOAPOCTKOB Majocnenuduynpl. Y neJuaTpudecKnx naueHToB NepBbiM NPU3HAKOM
IMPPO3a NMeYeHH MOXKeT ObITh HU3KAas MPUOABKA MACCHI TeJIa, CJIa00CTh, MOTEPS aNNeTHTa, cyodeOpUIMTET, a TAKKE 0oJiee Crielu-
¢uyecKue NPU3HAKN — MPEXOIANIAS KeITyXa, JErKHil KOXKHBIi 3y, HOCOBbIe KDOBOTEYEHHUS, TSKECTh B IPABOM Moapedepbe, u3me-
HeHue IUIOTHOCTH TMeYeHH NPU NajabNauuu, runeponmpyounemus, runepdepvenremus u ap. OcI0KHEHUsS IMPPO3a NEYeHHn y JeTei
AHAJIOTHYHBI T€M, KOTOPbIe HAOJIOMAIOTCA Y B3POC/bIX MANMEHTOB, H BKIIIOYAIOT JKEJMYAOYHO-KUIIEYHOE KPOBOTEYEHHE, BbI3BAHHOE
BAPUKO3HBIM PACIIMPEHHEM BeH NMULIEBOA, ACHMT ¥ CIIOHTAHHBIA OAKTEPHAJIbHBII NEPUTOHUT. B mequaTpuyeckoii npakTHKe 0co00e
BHUMaHHe NPH UUPPO3e MEeYeHH CJIeAyeT yIeJasaTh KOPPEKIHH MATAHUSA, MOCKOJbKY Yy JeTeil 0ojiee BbICOKHE MOTPEOHOCTH B OeiKe
M MHKPO3JIEeMEHTAX Uil pocTa U pa3sutus. JledyeHne nopTajibHOIl rUNepTeH3ny BCJIeACTBHE IMPPO3A MeYeHH Yy JeTeil U MOAPOCTKOB
OCHOBAaHO HA METOJAX, Pa3padOTaHHbIX VI B3POCIbIX. B cTarbe paccMoTpeHbl quarnocTuyeckue U nuddepeHnmanbHo-MarHoCTh-
YecKHe acmeKThl TePMUHAIBHON CTaauK 3a00/ieBaHUA medeHu y aeteil. TepaneBTuueckoe BeleHHe NMAIMEHTOB C NUPPO3OM NEYEHH
M OCTPOii XPOHHYECKOIi IeYeHOYHO! HEJOCTATOYHOCTHIO OCHOBAHO HA MOIEPIKKe PA3IMYHbIX OpraHHbix ynkumii. [emoanamms/mias3-
macepes MOryT CJyKHTh Y HEKOTOPBIX NMAIMEHTOB B KAYECTBE MPOMEKYTOUHOM Tepanuu nepej TpaHcIiaHTanuei nedenu. Pacemo-
TPeHbI NOKA3aHMS K TPAHCIIAHTAIIMM NIeYeHn H MPOOJIeMbl, BOZHUKAIOIIHE NOCJIe ONepaTHBHOTO BMEINATEIbCTBA.

Karoueswie crosa: ()emu, Uuppos, ocmpdas XpoHu14eckas neueHo4Has Hedocmamonnocmb, nopmanovHas cunepmeH3usl, duaeHocmuka.
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Liver cirrhosis in children and adolescents is a consequence of a variety of chronic liver diseases, metabolic disorders, and genetic dis-
eases. In infants, cirrhosis is most often due to biliary atresia and genetic-metabolic diseases, while in older children it usually occurs
as a result of autoimmune hepatitis, Wilson’s disease, alpha-1 antitrypsin deficiency, and primary sclerosing cholangitis. Symptoms
of cirrhosis in children and adolescents are not specific. In pediatric patients, the first sign of cirrhosis may more often be low weight
gain, weakness, loss of appetite, low-grade fever, as well as more specific signs: transient jaundice, mild pruritus, epistaxis, heavi-
ness in the right hypochondrium, changes in liver density on palpation, hyperbilirubinemia, hyperenzymemia, etc. Complications
of pediatric cirrhosis are similar to those observed in adult patients and include gastrointestinal bleeding caused by esophageal var-
ices, ascites, and spontaneous bacterial peritonitis. In pediatric practice, special attention should be paid to nutritional correction
in liver cirrhosis since children have higher requirements for protein and micronutrients for growth and development. Treatment
of cirrhosis-induced portal hypertension in children and adolescents is mainly based on methods developed for adults. The article
deals with diagnostic and differential diagnostic aspects of the terminal stage of liver disease in children. The therapeutic manage-
ment of patients with cirrhosis of the liver and acute renal failure is based on support of various organ functions. Hemodialysis/
plasmapheresis may serve in some patients as an interim therapy before liver transplantation. The indications for liver transplantation
and problems arising after surgery are considered.
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Tepusywuuiicss ¢GubpozoM u TpaHchopmalueit
HOPMaJIbHOM CTPYKTYpHI OpTraHa ¢ 00pa30BaHWEM Y3JIOB
peTeHepaly, pPa3BUBAIOIINXCS BCICNCTBUE HEKpPO3a
remaTolMTOB M HapyIIAloIIMX HOPMATbHYIO apXUTEKTO-

l I Uppo3 neyeHn — 310 nuddy3HbBIN TTpolece, Xapak-

HUKY nedeHr. Pudpo3 MpenecTByeT HUPPO3y U UMEET
yeTKre MOPGOJIOTMUECKe XapaKTepUCTUKU, TTOI KOTO-
pbIM TMOHUMAIOT OYaroBOe€ pa3pacTaHue COECAUHMTEIb-
HOI TKaHW MPH Pa3TUIHBIX MOPaXXEHUSIX TIeYeHU: abc-
1eccax, MHGUIbTpaTax, rpaHyiaeMax u ap. Jlonroe Bpems
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CYUTAJIOCh, UTO LIMPPO3 TMEYeHU HEeOoOpaTUM W CBsI3aH
C OTPaHMYEHHOM MPOIOIKUTENBHOCTBIO KU3HU. OHAKO
B HACTOfIIEe BpPEeMsI 3TO CUMUTAETCSl JAMHAMMYECKUM
COCTOSIHUEM, KOTOPOE€ MOXKHO TpHU aleKBAaTHOM Jieye-
HUM TOBEPHYTHh BCrATh [1]. Ycmexu B nmarHocTuye-
CKMX M JIeYeOHBIX TEXHOJIOTHSIX, OCOOEHHO B XWPYpruu
TPAHCIJIAHTALIMU TEYEHU, BHECIU 3HAUUTEIbHbIN BKJIA
B CcyapOy Takux OoJbHBIX. B Hacrosiiee Bpemsi neTu
C IMarHo30M LUPppO3a MeYeHU, YCTAHOBJIEHHBIM B Mep-
BbI€ TO/Ibl KU3HU, TOJYYWIU BO3MOXHOCTb pacTu, pas-
BUBAThCS U IOCTUTATh 3PEJIOr0 BO3pacTa.

3aboneBaHusT TIeueHU — 7—8-s1 110 3HAUMMOCTU TIPU-
YUHA CMEPTU, TMpPU 3TOM JAOMUHHUPYET LUppo3. Eciau
y Hac ecTb JaHHbIE O XPOHUYECKUX 3a00JIEBAHUSIX MEYEHU
y JeTeil, TO TMOATBEPXKAEHHbIE CTATUCTUUYECKUE JAHHbIE
0 pPacMpOCTPaAaHEHHOCTU WUPpO3a MEYEHU OTCYTCTBYIOT.
EcrecTBeHHOE TeueHue LMPpPO3a TMEYEHU y JeTedl MMeeT
TEHAEHIINIO K OECCMMITOMHOMY KITMHIYECKOMY TEYEHHUIO,
32 KOTOPBIM cJiefayeT TUCGhYHKIIUS MeYeHU U MOpTaIbHAs
runepreH3usi. PUCK cMepTH OLIEHUBAETCSl HA OCHOBE aJlb-
oymunemuu, mopeneit PELD (The Pediatric End-stage
Liver Disease, Moaenb TepMUHAJIBHOW cTanuu 3abojieBa-
Hus neyenu y nereit)/MELD (Model for End-stage Liver
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Disease, Mojiesib KOHEUHOI cTaauu 3a00ieBaHUS TIeUeHn) /
mikanbl Yaitna—ITeto—TypKoTTa 1 MHIEKca Macchl Teia.
MHorre XpoHMYecKHe 3a00JIeBaHUST TIEUeHH MOTYT
MPUBECTU K IUPPO3y TEeYeHU Y AeTell M TOAPOCTKOB
(tabn. 1). bonbIIMHCTBO cyvyaeB B KJIMHUYECKON Mpak-
THUKE UMEIOT CXOIHYIO 3TUOJIOTHIO. Y JeTell paHHETO BO3-
pacta Mppo3 MEeYeHU yallle BCEro oOyCJOBJEeH aTrpe3ueit
SKEJTYEBBIBOISAIINX MyTeil Y TeHETUKO-METabOTMIeCKUMU
3a00JIeBaHUSIMU, TOT/IA KaK Y JIeTeil 6osiee ctapiiero Bo3-
pacra, Kak MpaBUJIO, BO3HUKAET B pPe3yJbTaTe ayTOMM-
MyHHOTO remaTtuTa, Oojie3HU Buibcona—KoHoBasoBa,
nedunnta anbba-1-aHTUTPUTICHMHA U TIEPBUYHOTO CKJIe-
po3upylolero XoiaHruta. JTMTebHOE MapeHTepaibHOe
MUTaHKE MOXET BBI3BaTh HECKOJIBKO THUITOB TTOBPEXKICHUS
MeYeH!, KOTOphle MOTYT TPOTrPecCHpoBaTh J0 LIMPpPO3a,
0COOEHHO Yy MAaIMeHTOB C KWIIEYHON HEeIOCTaTOUHO-
crbto [2]. Enunblii aTHMONOTMYECKUid (DaKTOP, BBI3bIBAKO-
i Grdpo3 MeYeHn ¥ LUPPO3 TTeYeHU Y IeTei, He BbISIB-
JieH. B KauecTBe 3THOJOrMYecKOoro (hakTopa, 1Mo JaHHBIM
OTE€YECTBEHHBIX aBTOPOB, JOMUHUPYIOT WH(MEKIIMOHHBIE
areHTol (Bupychl rerarura B, C, D, G, CMV, EBV, Toxo-
plasma gondii), a Tak:ke ayTOMMMYyHHBbIE O0JIE3HU TTEUEHH,
MYKOBHCIINIO3, 00J1€3HN 0OMEeHa BellecTB 1 ap. [3].

Tabauya 1. 3aboneBanus, NOTEHIMPYIOIIME PA3BUTHE UPPO3A MEYEHH Y TeTeii™
Table 1. Diseases that potentiate the development of liver cirrhosis in children*

Pannmii Bo3pact

J1OMIKOJIbHBIN ¥ INKOJIBHBIN BO3PACT

bunrapHast HEIPOXOIUMOCTb:
OuJIMapHasi aTpe3usi
KHCTHI X0JIeIoXa
JKEJTYHBIE KAMHU
CTEHO3 >KEJTYHBIX TIPOTOKOB

IIporpeccupyroniuii ceMelHbIi BHYTPUIIEYEHOUHbBIM X01ecTa3
CuHapoM Anaxkuyuist

Hedwmut FIC1 (ATP8B1)

Hedurur BSEP (ABCB11)

Heduur MDR3 (ABCB4)

HedekTsl cHTe3a KeTIHBIX KACTOT

HacnencrBeHHbIe TEHETUKO-METa00IMUECKIE 3a00IeBaHUS:
neuLmT anbda- 1 -aHTUTPUIICUHA
rimukoreHo3 I u IV tuna
rajakTo3eMus
dpykTO3emust
TUPO3UHEMHMS 1-TO TUITA

[emaTorpornHble BUPYCHBIC MHMDEKITUN:

MCXOJl XpPOHMYECKOro BUpycHoro renatuta B/C B couetaHuun
¢ A-uHdex1uyeit (Jaiie Bcero)

rernatut E

HeOoHaTaJIbHBIN renaTuT

MHbeKIMOHHBIE MOpaXkeHUS MIEYeHN NHOM 3TUOJIOTHN —
CMV-unbekuums, Tokcorazmo3, EBV-undexkuus, Toxo-
plasma gondii)

AYTOMMMYHHBI F€NaTUT
AyTOMMMYHHBbIE 3200J1€BaHUS
bonesns Bunbcona—KonoBanoBa

[lepBUYHBII CKIIEPO3UPYIOLINIA XOJTaHTUT
Cunngpom bagna—Kuapu
BeHookkI1103M0HHast 60JIe3Hb

MuToxoHIpUaTbHBIC TeaTOMaTUI
MykoBHUCLIMIO3
[Mo3aHss KoxHas nopdupust
Iemoxpomaros
Bbosesnp BonbmaHna
Bonesns 3emiBerepa
HeankoronbpHas xkupoBast 0071€3Hb IEYSHU
JlekapcTBeHHOE TOpaKEHUE MEYEHMU:
M30HUA3U]T
METOTpeKcaT
nepeno3upoBKa BUTaMuHa A
MOJTHOE TIapeHTEPATbHOE TTUTaHUE
HapKOTUKU, aJIKOTOJIb M TOKCUHBI

BposkneHHast KaparomaTust

XpoHunueckast cepaedHast (IIpaBoXeTyI09KOBasT) HeI0CTa-
TOYHOCTh

KOHCTpUKTUBHBIN ITEpUKAPINAT

Ilpumeuanue. * — 111 HEKOTOPBIX 3a00JIEBaHUI BO3PACTHOE JieJIeHME HOCUT OTHOCUTEJIbHBIN XapakTep.
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TeueHue uMppo3a MevyeHU y JAeTeil uMeeT OCOOeH-
Hoctu. [lpM BUpPYCHOM remaTuTe LMPPO3 GHOPMUPY-
erca ot 3,3 1o 5,9 roma B 3aBUCMMOCTU OT 3THOJIOTUU
U MOMeHTa WHpUUMpoBaHUs. OTMETUM, YTO ILIMPPO3
TeYeH TIPU BUPYCHBIX TeMaTUTax y JAeTeil He SIBISETCS
HUCXOMIOM XpoHUMYecKoro renatuta. [Tpu Takux 3aboseBa-
HUSIX, KaK aTpe3usT HaApy>KHBIX KeTIeBBIBOAALINX MyTE
M ayTOMMMYHHBIN TelaTuT, UPPO3 TeYeHW TaKXKe pas-
BUBAETCS TOCTATOUYHO OBICTPO, B cpemHeM 2,7 mec 1 1 rox
COOTBETCTBEHHO OT TOSBICHUS TIEPBBIX KIMHUYECKUX
cuMmnToMoB. Hambonee uacTto meKOMITEHCAIWIO IUP-
po3a TeYeH! ¢ Pa3BUTHEM TTeYeHOUYHOM dHIedaTonaTuu,
pacUIMpeHHOM BEHO3HOM CEThI0 Ha XWBOTE W acIUTOM
oTMeuaroT ipu 6osie3Hn Bunmbcona—KoHoBasioBa u atpe-
3UW HAPYXKHBIX JKeJTYeBBIBOISIINX ITyTEH.

Knaccndukanua. lyuppo3 MoxHO Kiaccuduimpo-
BaTh HECKOJBKMMHU CIIOCOOaMM Ha OCHOBe MOpdOJo-
TMYECKUX, TUCTOJOTUYECKUX, ITUOJOTUYECKUX W KITU-
HUYECKUX KpuTepreB. [T0CKOMBKY IUPPO3 — KOHEUHasT
cTamusl HECKOJbKUX TUIIOB TPOTPECCUPYIONIETO 3a060-
JIeBaHUS TIeYeHM, TTOHUMaHUEe 3TUOJIOTUM YacTO MMeEeT
pemaroniee 3HaueHre. HecMOTpst Ha OOIIMPHBIN CITUCOK
BO3MOXHBIX TIpuunH, B 10—15% ciiydyaeB 3THOJIOTHIO
LIMppo3a TledeH! ompeaeanTh He ymaercs. CocTosiHUe
MPU3HAETCST KPUNTOTEHHBIM. KpPUTITOreHHBIN LIMPPO3
y JeTeil MOXeT OBbITh pe3yJBTaTOM IOCIEACTBUN psiga
MeTabOoINYEeCKNX CHHAPOMOB, TAKMX KaK MUTOXOHIPU-
aJbHbIe TermaTomaTUu, ayTOMMMYHHBIE 3a00JieBaHUSI,
MPOTPECCUPOBAHYS KUPOBOI OOJIE3HU TEeYeHM, pa3Tnd-
HBIX MHTOKCHUKAIIWIA, MYKOBUCILIMI03a WJIM TTOPaKEeHUS
CepIEeYHO-COCYANCTON CUCTEMBI.

ITo mopdonornueckum TMpu3HaAKaM IUPPO3 TeYEeHU
KJIacCuULIUPYIOT:

a) MaKpOHOIYJSIDHBIA (KpyMHOY3JI0BOi) — Hepe-
TYJIIPHO PACIOJIOXKEHHBIE KPYITHBbIE Y3Jbl AUAMETPOM
MeHee 5 ¢M, pasiesieHHbIe pa3IMYHOM ITUPUHBI TSKAMU
COCIMHUTEIbHOM TKAHU,

0) MUKPOHOYJISIPHBII (MEJIKOY3JI0BOI) — PErysipHO
pacmoJiokeHHbIE MEJIKUE y3JIbl AuaMeTpoM 1—3 MM, pas-
JIeJIeHHBIE CEThIO PyOIIOBOI TKAHU;

B) MUKPO-MaKpPOHOIYJISIpPHBIN (CMelIaHHbIN) [4].

Mopdoornueckasl COCTaBISIONIAsT MOXET OBbITh
MpUMeHeHa B KauyecTBe AMAarHo3a, €CIM €CTh BO3MOXK-
HOCTb CBSI3aTh €€ ¢ MPUIMHHBIM (pakTopoM. Hampumep:

* OUJIMApHBI BTOPUYHBIN LIMPPO3 TIeUeHU, Pa3BUB-
IIWIACS  BCJIENCTBUE BHYTPUIIEUEHOYHON OOCTPYKIIUU
SKETYHBIX XOJOB;

* MeTabOIMYEeCKUI LIMPPO3 NeYeHU, 00YCIOBIEHHBII
TeHETUYECKW TPU MIUOMATUYECKOM TeMOXpPOMaTo3e,
rermarolepeOpaabHOil nuctpodum, 6oye3Hn Bunbcona—
KonoBanoBa, BpoxkIeHHBIX Te(eKTax 1 JIp.;

» BupycHblii B/C B couetanuu ¢ A-uHdexkuueit uup-
pO3 TIeYeH .

Knnnnueckas KaptuHa. 3aBUCUT OT OCHOBHOWM TIpU-
YUHBI 3200JIeBaHUS TIEUEHU M OT TOTO, KOMITEHCHPO-
BaHHBI WM JEeKOMIIEHCUpOBaHHBIN mpoiecc. B 40%
cyJyaeB BO3MOXHO OECCUMITTOMHOE TeueHHe BILIOTh

B MOMOLLIb TPAKTUHYECKOMY BPAYY

JI0 MOMEHTa pa3BUTUSI TIEYEHOYHOW HEIO0CTaTOYHO-
ctu. [lpu mporpeccupoBaHMM XPOHUYECKMX 3aboJieBa-
HUI TIeYeHU, TaKUX KaK OWIMapHas aTpe3us, TMarHo3
CTAaHOBUTCS TIpe/lcKa3yeM, MOCKOJbKY 3TO 4YacTh €cTe-
CTBEHHOTO TeYEHMS MMaTOJIOrMIecKoro mpoiecca. Kpome
TOTO, IIMPPO3 MOXKET CYIIECTBOBaTb, KOTJA JUATHOCTH-
poBaH, HampuMep, ayTOUMMYHHBINM Ternatut. Y 44—80%
JeTeil ¢ ayTOMMMYHHBIM TeTlaTUTOM WMeEeTCsT IIUPpPO3
nedyeHu [5].

CuMIITOMBI LIMPpO3a TEUYeHW y JIeTeld M TOIPOCT-
KOB aHAJIOTMYHBI CUMIITOMaM y B3pOCTbIX. B Hayvajb-
HOM cTaguy UMpPpO3 MEeUYeHU MPOTEKAET ¢ MUHUMAJIbHOMN
CUMIITOMATUKOM: TSDKECTh B TIpaBOM ToJpedephe, yBe-
JIMYEHWE TIeYeHM, HOCOBBIE KPOBOTEUEHMUSs, TPEXOsi-
masi CyOUKTEPUYHOCTD CKJIEP W KOXKU, JeTKUI KOXHBIN
3ya, cyodeopunmTeT. 3a00eBaHNE MOXKET ITPOSIBIISITHCS
HeceU(MUIECKUMI CUMIITOMAMU, TaKUMU KaK aHO-
pEKCHsI, YTOMJISIEMOCTb, MbIIlIeUHasl cJ1ab0OCTh, TOITHOTA
u pBota. Yacto paHHUM CHMIITOMOM IMpPpO3a MeYeHU
CIYKUT TUTOXasl mpubaBKa Macchl Teja. boiau B XKuBOTe
OOBIYHO BBI3BAHBI TACTPUTOM WJIM TacCTPOIAYOJEHUTOM,
(GYHKIMOHATBHBIMU AUCHYHKIIUSIMU KETIHOTO Ty3bIpsI.
ITeueHb MOXET OBITH HOPMAJBHOW WM YMEHbBIIIEHHOM
B pa3Mepax, TBEpIOii KOHCUCTEHIINU, IMMOKPHITON yJyacT-
KaMU y3JI0BaTOi TKaHMU.

B craguu BbhIpaXKEHHBIX KJIMHUYECKUX IIPOSIBIIE-
HUIl BCe MEpevYrCIIeHHbIE CUMIMTOMBI TMPOTPECCUPYIOT,
JOTIOJIHUTEJIbHO TIOSIBJISIIOTCSL  JKEJIYIOYHO-KUIIIEYHbIE
paccTpoiicTBa, MHOT/IAa KpoBaBasi pBoTa, aHeMUsl, YIop-
HBI METEOpU3M, BUANMOE KPOBOOOpallleHne B OPIOII-
HOM TIOJIOCTH, TlaJiIbMapHasi 3puTeMa, TeJeaHTMdIKTa3uu
B BUJIE <«3BE30YECK» M «IMay4yKOB», JIOKAIU3YIOIIHECs
B 00JIaCTH JIM1Ia W TIJIEYEBOTO T0sica, JJUXopaakKa U Jp.
XapakTepHO HaJWyue acliuTa, KOTOpOoe WMUTHUPYET
«B3ayTHe» kuBoTa. [losiBeHMe acuuTa, OCOOEHHO
y JeTei MyaJllIero Bo3pacrta ¢ TepMUHAJIbHON cTaguei
LIMppo3a MeyeHn, 0ObIYHO CBI3BIBAIOT C TPO3HBIM TTPOT-
Ho3zoMm. KosmnarepanbHble cocynbl, HaOJogaeMbie
Ha XXUBOTE, Pa3BUBAIOTCSI TIPU MOPTAIBHON TUIEPTEH-
3un. BeimenseTcss psii TUMMMYHBIX CUHAPOMOB: Tede-
HOYHO-KJIETOYHOW  HEJIOCTAaTOYHOCTHU, IOPTaJbHOM
TUTIEPTEH3UN, OTEYHO-aCIUTUYECKUI, TeMopparnye-
ckuii 1 ip. B KoHeyHoi1 cTagun 060J1e3HU TTIeYeHb MOXET
YMEHBIIIAThCsI, a Cele3eHKa — YBeJIMYMBaThes (TernarTo-
JIMEHAJIBHBIN CUHAPOM C SBJICHUSIMU TUTIEPCIUIEHU3MAa
niu 6e3 Hux) [6].

Knaccnueckuii mpu3Hak XpOHUYECKOTO 3a00J1eBaHUS
MeYeHn — 3yJI, KOTOPBI MOXET ObITh HACTOJIBKO CHUJIb-
HBIM, YTO BJIMSIET HAa KAUeCTBO XXM3HU, KaK B CJlydae Tpo-
TPECCUPYIONIETO CEMEWHOTr0 BHYTPUIIEYEHOYHOTO XOJe-
crasza 2-To TUIa Wiu cuHapoMa Anaxuisa. Hekoropbie
SHIOKPUHHbBIE AaHOMAJMU TAaKXKe MOTYT OBIThb BbI3BaHBI
OTCYTCTBUEM TOPMOHAJIbHOW KOHBIOTALIUM WJIU HM3ME-
HEHMSIMU B MeTaboJIM3Me TOPMOHOB, HAIllpUMEpP OCTEO-
aUucTpodus TiedeHU, KOTopasi MOXKET MPUBECTH K Tepe-
JloMaM, paxuT u3-3a aedunnTa ButaMuHa D u anHoManuu
MO3BOHOYHUKA [7].
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Ilepexon OT KOMIEHCUPOBAHHOTO OECCUMITTOMHOTO
Uppo3a TIEYeHU K JIeKOMIIEHCHUPOBAHHOMY BapUaHTYy
MPOUCXOIUT CO CKOPOCThIO 5—7% B rox. [1pu nexomriieH-
calMi LIMPpPO3 CTAHOBUTCS CUCTEMHBIM 3a00JieBaHUEM
C TOJIMOPTaHHOM/CUCTEMHOI 1e30praHu3anueit. Jlekom-
MeHcalus — 3TO Takke MPOrHOCTUYECKUI Bomopasies,
IMOCKOJIBKY MeInaHa BbDKMUBAEMOCTH CHIKaeTcs ¢ 12 JieT
MPU KOMIIEHCUPOBAHHOM 1LIMPPO3€ 10 MPUMEPHO 2 JIeT
MIpY TeKOMIIEHCUPOBAaHHOM LIppo3e [8].

JlekomneHcupogantslil UuUppo3 XapaKTepusyeT KacKajl
MPOTPECCUPYIOIINX OCITOXKHEHMI, TaKMX KaK KeJymod-
HO-KUIIIEUHbIe KPOBOTEUYEHUS, aCUUT W TeYeHOTHAsI
sHnedanonatusg. Ha sToit cranuy OOJbHBIE CTAHOBSITCS
KpaiiHe BOCIPUMMYMBLI K OaKTepuaibHBIM WH(EK-
LIUSIM 13-3a KOMOWHUPOBAHHON MMMYHHOM AUCOYHK-
1IN, KOTOpast BKJIIOUAeT HapyIIeHWST KaK BPOXKICHHOTO,
TaK ¥ MPUOOPETEHHOTO UMMYHHUTETA.

Bbicoka BepOSTHOCTb Pa3BUTHUSI OCMPOL XPOHUHECK O
neuernounoil Hedocmamoynocmu (OXITH/ACLF, acute-on
-chronic liver failure) ¢ BBICOKMM PHUCKOM JIETaJTbHOTO
ucxoma. DTOT TEPMUH OTMpenesseT pe3koe U orac-
HOE JUTA XU3HM YXYAIIEHWE KIMHWUECKOTO COCTOSTHUSI
y MAlMEHTOB C IIMPPO30M WJIM XPOHUYECKNUM 3a0oJieBa-
HUeM TiedeHU. [TaTodu3noaorus ocTpoii XpOHUYECKOM
MeYeHOYHON HEJOCTAaTOYHOCTU TeCHO CBsI3aHa C MHTEH-
CHUBHBIM CHCTEMHBIM BOCTIAJIEHUEM, TOMAEePKUBAeMbIM
LUPKYJIUPYIOIIUMHA  MOJIEKYISIDHBIMU ~ TTaTTepHAMMU,
CBSI3aHHBIMU € TIATOTEHHBIMM ~ MMKPOOpPraHW3MaMU
Wiy moBpexkaeHreM. Kak pe3ynbraT TKaHeBOM TUTTOTep-
dy3umn, MpsMoro MMMYHOOITOCPEIOBAHHOTO TTOBPEXK-
IeHUsT W JAUCOYHKUIUM MUTOXOHAPUM pa3BUBAETCS
opraHHasi HeiocTaToYHOCTh. Kpome Toro, KJImHu4YecKre
MPOSIBJIEHUST JIEKOMITEHCUPOBAHHOTO ILIMPPO3a OOBIYHO
paccMaTpuBalOTCSl KaK CJIEICTBUAE TeMOAMHAMMUYECKUX
HapylIeHUH W TUMEPAMHAMUYECKOTO LMPKYISATOPHOTO
CUHIpOMAa, KOTOPBIi B OCHOBHOM BO3HUKAaeT B MaJiOM
Kpyre KpOBOOOpaIlleHUsI ¥ KOTOPOMY TPUITHACHIBAETCS
pacimvpeHue nepudepuIecKnx apTepuii.

[moGanbHbIe accolMalvy TI0 U3YUYEeHHUIO 3a001eBaHU I
neyeHn — Asuarcko-TuxookeaHckas, EBporeiickas
1 AMepuKaHCKas — TIPEUIOKWIN PsIT OTNpeneTeHUA
W JOUAarHOCTMYECKUX KpuTepueB cuHapoMa. OCHOB-
HbIE pa3HOTIJIACHsl KacalTCsl THUIAa OCTPOTO WHCYJIbTa
(TTIe4YeHOUYHOTO WJIM BHEIMEYEHOYHOTO), CTaIuM OCHOB-
HOTO 3abo0JieBaHUs TMeYeHN (LIMPPO3 WU XPOHUUYECKUIA
renaTuT) U COIMYTCTBYIOIIEH BHEMEYEHOUHOW Heno-
CTATOYHOCTU OPTaHOB, KOTOpPbIE CIlIeAyeT YYUTHIBATh
MpU ONPENETIEHUU OCTPOU XPOHUYECKOW TMEeYEeHOUYHOM
HemoctaToyHOoCcTH [9]. Pa3sHooOpa3me wMeTommuecKux
MOAXOMOB TIPUBEIN CKOpee K 3aTPyIHEHUIO TTOHMMa-
HUs TIpo0JieMbl, YeM K ee petieHuto. Hanpumep, APASL
(Azuarcko-"TuxookeaHcKas ) TTopa3yMeBaeT Moj OCTPOi
XPOHUYECKOI MeYeHOUYHON HEeTOCTaTOYHOCThIO 000CTpe-
HUE XPOHWYIECKOM TTeYeHOUHOM HeA0CTATOUHOCTH, KOTO-
poe MOKET pa3BUBAThCSl B OTCYTCTBUE TMArHOCTUPOBAH-
Horo uuppo3sa rneueHu, a EASL/AASLD (EBporneiickasi/
AMepuKaHCKas) — TOJIbKO 00OCTpeHUEe XPOHUYECKOM

Xapumonosa JI.A., Ipucopves K. 1 1lnppo3 nieueHu y aeteit

MEeYEHOYHON HEeAOCTaTOYHOCTU Ha (hOHE KOMITEHCHPO-
BaHHOTO WJIH JIEeKOMIIEHCHMpPOBAaHHOTO Imppo3a. [Ipo-
BOIATCSI CpaBHMTEJbHBIC WcclenoBaHus. Hampumep,
npu yuere 30-aHEeBHOI Oe3TpaHCIUIAaHTALIMOHHON CMEepT-
HocTu TokaszaHo, uyto kputepuu EASL-CLIF o6nanatot
OOJIbIIIEl YYBCTBUTEIBLHOCTBIO UISI BBISIBJIEHUSI OCTpPOI
XPOHUYECKOM MTeYeHOUHOM HEeTOCTATOUHOCTH, YeM KPH-
Tepun NACSELD, u uMeloT JIy4llyio CIToCOOHOCTD TpO-
THO3MPOBATh OOIIYI0 M KPaTKOCPOUHYIO CMEPTHOCTD;
nof HabJoaeHUeM Haxonuauch 6ojee 10 Thic. mameH-
ToB [10]. HeobGxonum Goiiee neTaibHBINM aHAINU3 OCTPOit
XPOHUYECKOM TMEeYEeHOYHON HETOCTAaTOYHOCTU, B TOM
YHCJie MPUMEHUTETBHO K JETCKOM TTPaKTUKE.

C 1enplo KIMHUYECKOM OLEHKM TSDKECTH IMppo3a
neyeHu wucnosib3yor 1kany Yainag—Ilsio—TypkoTrTa
B Oayutax, B KOTOPOU, TOMUMO JTabOpaTOPHBIX ITOKa3aTe-
Jieit (OunupyOuH, CHUXXEHUE YPOBHS albOYMUHA, Y-
HeHUe TTPOTPOMOMHOBOTO BPEeMEHU), YUYUTHIBAIOT HATU-
Yyue aclyTa 1 e4eHOUYHOM sHIedanonatun. OueHnBaIoT
5 mpu3HaKOB 1O 3-0a/uIbHOW cucTeMe, TpU 3TOM YeM
BBITIIE OIIEHKA B OaJUTax, TEM TsDKeJiee COCTOSTHUE.

Bcnomnum 06 amammuese. JInsi TIepBUYHON JMarHo-
CTUKHU XPOHUYECKUX 3a00JIeBaHUI TIeUeHU /TIMPPO3a U3Y-
YEHMIO aHaMHe3a pedeHKa MpuaaeTcs 0codoe 3HauYEeHUeE.
OcCyliecTBISIIOT COOp CBENEHUI HE TOJbKO O HaJIUUMU
TIPEIIeCTBYIONIETO 3a00eBaHUST TIEYCHU W €TO IMHa-
MWKH, HO TaKXe M O HEOHATAJIbHBIX MHTEPKYPPEHTHBIX
COCTOSTHMSIX, TAKUX KaK XOJiecTas, MH(MEKINU, XUPYypru-
YecKue BMeIIaTebCTBa U IJTUTENIbHOE TapeHTepaIbHOe
nuTtanve. HyxxHa nHGopMamus o mepeuBaHUSIX KPOBU
WY TIJIa3MBbl, TIPUMEHEHUH JIEKapCTBEHHBIX MPEapaToB.
CobupaloT aHaMHe3 C y4eToM TeX 3aboJieBaHMI, KOTO-
PBIif MOTYT BBI3BIBATh LIMPPO3 TTEYEHU.

HccnenmyloT WCTOYHWK, OTKyIda HampaBieH OOJb-
HOUl peOEHOK, TTOCKOJIbKY 3HaHWE PEeTMOHATBLHOM pac-
MPOCTPAaHEHHOCTU OTPeJeIeHHBIX 3a00JIeBaHUI MOXKET
00JIETYUTh TIOMCK 3THOJIOTUM LIMppo3a TedyeHu. Bcerma
YTOUHSIETCS MaTepUHCKash MCTOPUS CUCTEMHBIX 3a00-
JleBaHMH, Takux Kak rematut B mim C. ¥V mompocTkoB
YTOYHSTIOT HAaJIMYKME TaTyMPOBOK WJIW MMUPCUHTA U3-3a UX
cBsI3U ¢ nH$eKuei Bupycom renatura C. Y maumeHToB
C BOCMAJIUTEILHBIM 3a00JIeBaHNEM KUIIEYHUKA WMCKITIO-
YaloT CKJIEPO3UPYIOLINIA XOJAHTUT W/WJIA ayTOUMMYH-
Hblit reratut. [1pu u3yyeHUn aHamMHe3a eTel cTapllero
BO3pacTa BaXXHO BBISICHUTb CEMEWHBIM aHaMHe3 HepB-
HO-TICUXWYECKUX 3a00JIeBaHUI W/WJIN TeMOJUTUIECKOM
aHeMuu. CeMeilHbII aHAMHE3 TaKUX COCTOSIHUIA MOXET
BBI3BaTh TOJ03peHue Ha 0ojie3Hb BuibcoHa—KoHoBa-
JIOBa, KOTOPBIM Yallle CTpajaloT AeTu crapiie S5 jet [11].
«CBeTNasl» MBICTb TO3BOJISIET BBIATU Ha TEHETUYECKOE
uccienoBaHue mytaiuii B reHe ATP7B ¢ usydyeHuem
COOTBETCTBYIOIIMX ajuiesnieil. HeobOxomumo OlIeHUTH
KPOBHOE POJICTBO W CEeMEifHbIe 3a00JieBaHUS TICUCHU.
Hannune B aHaMHe3e KeITYXW Y POACTBEHHUKOB MOXET
CBUIIETEILCTBOBATh O HAJWYUU  TIPOTPECCUPYIOIIETO
CEeMEITHOTO BHYTPHUIIEUCHOYHOTO Xojecrasa. Y mereit
C 3yIOM, CBSI3aHHBIM C XOJIECTa30M, W HOPMAaJIbHbIM
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YPOBHEM TaMMa-TiayTaMuiITpaHchepasbl CienyeT pac-
CMaTpUBaTh MPOTPECCUPYIOLINI CEMEMHBINM BHYTPUIIEUE-
HOYHBIH XonecTas 1-, 2- uian 3-ro TUIA Mocjie UCKITIoYe-
HUS IPYTUX paclipoCTpaHEHHBIX MPUYKMH XoJjecTasa [12].

HenasHo Obl1a naeHTU(GULIMPOBAHA «LIMPPOTUUECKAS
KapIMoOMUONaTUsI» HE3aBUCUMO OT 3TUOJIOTUM LIMPPO3a.
VYBennueHue cepAeyHOro BbIOpoca M3-3a TUIEepIUuHAMM--
YeCcKOro KpoBooOpallleHussT — MnaTohU3NOJIOTrNYeCKUii
MpU3HaK 3a00JieBaHUsI. XapaKTepHasi 0COOEHHOCTb LIUP-
pOTHYECKON KapAMOMUONATUNU — IMACTOJIMUecKas JIUC-
(GyHKIMS ¢ HapylleHUEM pejakcallud W HaroJHEHMUS
KeTyIouKOB. [loBBbIIIEHHAs ECTKOCTh CTEHKH MHUO-
Kapja, BbI3BaHHas TunepTpodueit Muokapaa, Gudpozom
U cyO2HIOTEMaIbHBIM OTEKOM BMOCJIECTBUU TTPUBOJIUT
K BBICOKOMY JIaBJICHUIO TIPY HATIOJTHEHUHU JIEBOTO KeJly-
JloyKa M JIeBOTo Tipeacepnusi. TpaHcruiaHTauusl TedyeHu
MpU3HAaHa EIWHCTBEHHBIM 3(P(HEKTUBHBIM METOIOM
JIeYeHWsT TALIMEHTOB C TePMMHAJILHOW cTamgmeil 3a0o-
JIEBAHUSI TIEYEHU W COITYTCTBYIOIIEH CEpACYHON HeIo-
CTaTOYHOCTBIO [13]. ¥ HEKOTOpBIX ITAIlMEHTOB TaKXKe
MOTYT OBITb CTPYKTYPHBIE aHOMAJIMK Cep/ilia, OCOOEHHO
Mpu OWIMApHON aTpe3uu, CUHIApOMe AJaxXuJuisi, Hapy-
IIEHUSIX HAKOTUIEHUSI TIMKOTeHA U MUTOXOHAPUATbHBIX
3a00JIeBaHUSIX.

JImarHocTuka. JlaGopaTopHoe wucciaenoBaHue OOb-
HBIX C LIMPPO30OM WJIM TIOJO3PEHMEM Ha LIMPPO3 TeYeH!U
JIOJKHO OBITh KOMITJIEKCHBIM M HaIlpaBJIEHO Ha BBISIBIIE-
HHMe KaK MH(MEKIIMOHHBIX, TAK M TeHETUKO-MeTabo e~
CKUX TIpU4uH 3a0osieBaHus. [lepBuYHbIM MeTOIO0M 00CIE-
JIOBaHUSI TIeYeHU, HE3aBHCUMO OT 3THOJIOTMU LMPpOo3a,
MPaKTUYECKU BCETIa CIY>KUT YJIBTPa3BYKOBOE MCCIIe0BA-
HMe, TIPU KOTOPOM BBISIBIISIIOTCSI HEOTHOPOIHOCTb, TTOBBI-
IIEHUEe BXOTeHHOCTWM TKaHU TIeYeHU, CIJICHOMErausl,
pacipeHre BeH MOPTaJTbHOM CUCTEMBI M TPU3HAKY BHY-
TPUTIEUEHOYHOI TTOPTAILHOM TUTIEPTEH3UU MPU YIIBTpa3-
ByKoBo#i jaomnruieporpaduu. KomrmbpiorepHass U MarHuT-
HO-pe30HaHCHasi ToMorpaduu MCIONb3YIOTCsSI Ha Oosee
MO3MHUX cTanusx 3aboneBaHusi. OHU He YYBCTBUTEJbHbI
IIJTs1 BRISIBJIEHUSI (hMOpO3a IIeYeHH.

Jns BeisiBneHus: (puOpo3a y MalMeHTOB ¢ XpOHUYE-
CKMUMHU 3a00JIeBAHUSIMU TI€UeHU OOBIYHO WCIOJIb3YIOT
TPaH3UEHTHYIO 3jactorpadguio (MEeToa IUAarHOCTUKMU,
KOTOpBIi OTOOpaxkaeT YIpyrue CBOWMCTBA M XKECTKOCTh
MSTKMX TKaHeil) ¢ moMolbio (ubpockaHa. Mccieno-
BaHUS y JeTeil Jali TIOJIOXUTEbHBIE Pe3yIbTaThl TIPU-
MEHEHMSI 3TOil MeTomuKHh. Merton obGnamaeT Xopoleit
CMOCOOHOCTBIO pa3nnuyarh BapuaHThl (Gudposa (F1-3)
u 1uppo3 (F4), rne FO — 310poBast neyeHb. Yke Hauaau
WCTIOIb30BaTh JIETCKYKD MarHUTHO-PE30HAHCHYIO 3Ja-
crorpaputo (MPD/MRE), Bkitouast mociaenHuii Bapu-
ant — 3T cnuH-3x0-3x0-1mockyto (3T SE-EPI) Busy-
aM3aluio Ui onpeneiaeHus: ctaauu (pudposa reyeHu.
3T SE-EPI MRE neMoHCTpupyeT BHICOKYIO BOCITPOU3BO-
IIMMOCTD PE3YJIbTaTOB MEXIY MCCIeNoBaTe/IsIMU, COCTaB-
JICHbI KPUTEPUHN OTpeaeeHUsT cTaauii ¢pudposa redyeHu
C BBICOKOU JTOCTOBepHOCTBHIO [14]. OmHako BoCIpOuU3-
BOJIMMOCTb 3TOW METOIMKMU eIlle TPEeACTOUT OLIEHUTh

B MOMOLLIb TPAKTUHYECKOMY BPAYY

y IeTeil ¢ IMPpO30oM TeYeHM pa3Hoi aTthojiornu. Bene-
HUEe XpOHMYECKUX 3a00JIeBaHUI MeYeHU y JeTeil orpa-
HUYEHO OTCYTCTBHEM ITOATBEPKIECHHBIX HEWMHBAa3MBHBIX
OMOMapKepoB TMCTOJIOTMYEeCKOi TskecTu. CylecTBYIOT
W BO3pacTHBIe orpaHnveHus. OObIYHAs MarHUTHO-pe-
30HAHCHAas 3jacTorpadus ¢ AeKapTOBBIM IPaaIueHTHBIM
9xoM (GRE) Tpebyer 3amepXKu IbIXaHUsI, YTO CJIOKHO
s nereii. HenekapTtoBasi paavaibHasi MarHUTHO-PE30-
HaHCHasl 3jactorpadusi co CBOOOTHBIM JIBIXaHUEM CITy-
JKUT TTOTEHLIMAJTBHBIM pellleHueM 3TO# TTpobaeMsr [15].

YV B3pOCHTBIX «30JI0TBIM CTAaHAAPTOM» ITHATHOCTUKU
MPU3HAHO U3MEPeHWe TpaTreHTa JaBIeHUS TTeYeHOTHBIX
BEeH, 4YTO IJIsT JieTeil BIOJHE BBITIOJHUMAST TpOIeaypa.
ITpu ee mpoBenennu R. Miraglia u coaBT. [16] obpaTtuiu
BHUMaHME Ha OOJBHBIX C OMJIMapHOM aTpe3neil, y KOTo-
pBIX TIPaKTUYECKM BCerla MMEIOTCS COOOIIaIIecs
COCYIbl MEXIY TeUeHOUYHBIMU BeHaMU. DTO 0e3yCIOBHO
BaXKHOE TIPENNOJIOKEHUE YKa3blBaeT Ha BO3MOXKHOCTh
HEJIOOLIEHKN YPOBHS MOPTABHOTO JABJICHUS TIPH U3Me-
pEeHUHU TpafrieHTa AaBIeHUS TeYeHOUHBIX BeH. OTMETUM,
YTO, K COXAJIEHUIO, OTIpe/ieJIeHUe 3TOTO IMoKa3aTeJsl Heo-
0s13aTeJIbHO B psiy JOTIUIEPOBCKMX MCCAEAOBAHUN OTe-
YECTBEHHOM MeAUaTPUUeCKON MPAKTUKU.

MynbTHIETEKTOPHBIE KOMITbIOTEpHAasT W MAarHuT-
HO-pe30HaHCHas Tomorpadus OpIOIIHONW  MOJIOCTH
WMEIOT pelnarolee 3Ha4eHue ST MpeATpaHCIUIaHTaI-
OHHOI OILIEHKW COCTOSIHUSI y TMAIlMEHTOB C OMJIMapHOM
arpe3ueii. OTW MeTObl BU3yaTu3alluu MO3BOJISIIOT UIeH-
TUGUIIMPOBATh BPOXKAEHHbIE aHOMAJIUW WIM W3MeHe-
HUSI, CBSI3aHHBIE C LIUPPO30OM TIeYeH! (MTOPTOCUCTEMHBIE
IIYHTHI, TTOPTAILHBINA TPOMOO03), KOTOPbIE MOTYT TOTpE-
6oBaTh MOIUMUKALIMU XUPYPTUYECKOTO BMeEIIaTeb-
ctBa. BONBIIMHCTBO M3 3THX METOAOB HE TMOABEPIIINCH
IIUPOKOMY M3YYEHMIO y JeTell M3-3a MX MHBAa3MBHOTO
xapakrtepa. AHTMorpaduyeckie MCCiaeIoBaHUsI OObIYHO
MPOBOJSATCS Y IeTei TOJIBKO KaK 4acTh MpenonepaioH-
HOI OIEHKN XUPYPTUYECKUX MOPTOCUCTEMHBIX IIYHTOB
WY TpaHCTUTAHTAIIUY TIeYeHU.

D30(daroracTpoayoneHOCKOUSI CUMTACTCS JIyUIIUM
METOJIOM BBISIBJICHUSI TacTpod3odareaibHbIX BapUKO30B
W TUTIEPTOHUYECKON TracTpomnaThu/TOpTaIbHON THUTIEep-
TEeH3UU, I OLIEHKU HaJIM4usI, pa3Mepa 1 paciipocTpaHe-
HUST BAPUKO3HO-PACIIMPEHHBIX BEH XKeJTyaKa, TTAIIEeBOaIa
U peke IBeHaaLUaTUIIepCTHOM KUK, [ineproHnyeckast
racTpomnaTHst XapaKTepU3yeTcsT paCIIUpEeHUEM, TN DKTa-
31eil COCYNOB CIM3MCTON OOOJIOYKU W TOJACIU3UCTOMN
OCHOBBI B OTCYTCTBHE BOCIAJUTEIBHBIX W3MEHEHUIA,
BBISIBJISIEMBIX TIPU 3HIOCKOIMUU WJIM TUCTOJOTUYECKOM
uccienoBaHuu. OOBIYHO TaKUE U3MEHEHUSI OTIPEIEISIIOT
y 60% neteit ¢ MMarHOCTUPOBAHHBIM LIMPPO30OM TTEUEHH.
Hannune BapuKO3HO-pacCIIMPEHHBIX BEH KEJTyaKa CBSI-
3aHO C TIOBBIIIEHHBIM PUCKOM XETYAOYHO-KUIIEUHOTO
KPOBOTEUEHHUS. DHIIOCKOIMS TakKe BaKHA ISl UCKITIO-
YEHMS IPYTUX TTPUIUH XKeJTYT0YHO-KUIIEYHOTO KPOBOT-
e4YeHUsI, TAKMX KaK s13Ba KeJTyaKa WJIW IBeHaIIaTUIIepCT-
HO KMIIIKY 1 pa3pbiBbl Masmopu—Beiica.
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Buoncus newenu. JInarHOCTUKY IUPPO3a HEBO3MOXKHA
0e3 Ouorcuu nevyeHu, KoTopasi 4acTo 1 BO MHOTOM CTIO-
COOCTBYeT OTHOJIOTMUECKON pacimppoBKe ITHarHo3a
3abosieBaHus. Jlydie, eciu OuOICUs TIEYEHU TPOBO-
IIATCS TION YJBTPa3BYKOBBIM HaBeieHUeM. buoricust
MEeYEHU 10 CUX TMOP CYUTAECTCS «30J0TBIM CTaHIApTOM»
JMMaTHOCTUKMU IMppo3a TedeHu. [Ipn HeoOXoaMMOoCTh
ee BBITTOJTHSIOT TIOCie JTabopaTOPHBIX aHAIM30B U TIPU-
MEHEHUsI MHTPACKOMMYECKUX METOIOB BU3yaJHU3allUM.
OO0pa3ser OMOTICUHU TOJIKEeH OBITh OLIEHEeH JEeTCKUM Tella-
TojoroM-Mopdosiorom. MHTEpnpeTauusi pe3yabTaToB
MOXET OBITh OrpaHMuYeHa, OCOOEHHO TIPU BHITIOJIHEHUU
aCMMPAIIMOHHONW OMOTICUM, MaJlbiIM pa3MepoM oOpaslia,
ommoKaMy otbopa npob mwim dpparMeHTalneil o0pa3non
ouorcuu [17].

Mopdonorndeckasi KapTHa IIUPpo3a TIeUeHN XapaK-
TEpU3yeTcsT OCHOBHBIMM  TIpOIleCCaMU:  THUCTpodueit
U HEKPO30M TIEUEHOYHBIX KIJIETOK, WX Y3JIOBOM percHe-
paumeii, pa3BUTUEM COCAMHUTEILHOW TKAaHU ¢ 00pas3o-
BaHUEM CeNT W (POPMUPOBAHUEM JIOKHBIX JA0JeK. YTOOBI
HanboJiee TOYHO CTaaUIO LIMPPO3a ONPENEIISIOT TT0 IIIKaje
METAVIR, yto HeoObxoauMo ist BbIOOpa TaKTUKM Jieue-
HUSI ¥ oTIpeiesIeHus TIporHo3a 3aboieBaHus [18].

Jlabopamopnvie Ouoxumuueckue uccaedosanus. O0si-
3aTeJIbHBI JIJIT OLEHKUW (PYHKLIMU TICYeHU, BBISBICHUS
TUTIEPCIUIEHN3Ma W TIPUYIUHHBIX (DAKTOPOB, JIEXKAIIUX
B OCHOBe 3a0o0jieBaHUsI TieyeHU (Tabi. 2). AMUHOTpaHC-
(epasbl cyKaT YyBCTBUTEbHBIMA MHIUKATOPAMM TeTia-
TOLEJUTIONISIPHBIX ~ TTOpaXKeHWi.  AJJaHMHAMUHOTpaHC-
(epaza WMCMoOIB3yeTC B KadecTBe CHEUU(PUIECKOTO
MapKepa TOBpeXIeHHs TermatouuToB. Llnppos medyeHu,
B OTJIMYME OT XPOHUYECKOTO TEeIaTUTa, XapaKTepu3y-
eTcsT  TWIep-TraMMa-TJIoOyJIUHEMUEH,  TUTTOMPOTPOM-
OuHeMHel,  TUMOTPOMOOLIMTEMHE,  COOTHOIICHUE
acrapraT- U aMUHOTpaHchepasbl MPEBBIIIAET SAUHMILY.
VBenuyeHue TMPOTPOMOMHOBOTO BPEMEHU, HECMOTPSI
Ha mpueM BUTamMuHa K, CBMIETENbCTBYET O HapyIIeHUU
CHHTe3a B MEYEHU U JTeKOMITEHCAIIUU TeTraToONeTIONAP-
Hoit 6onesnu. Huskuit yposeHs (aktopo V, VII, XIII
WY TUTAa3MUHOTEHA XapaKTepU3yeT HeYIOBIETBOPUTEb-
HBI MPOTHO3.

Ho3onormyeckuii  auarHo3. besycioBHBIE TpyIHO-
CTU Ul IVUATHOCTUKU TIPEACTABIISIIOT METabOTMYeCKUe
HacJle/ICTBEHHBIE OOJIE3HW TEeYEHM: TaJaKTO3eMMUsI,
6osie3Hb Bubcona—KoHoBanoBa, CUHIpOM ANaXXWLIs,
oosie3Hb loie u Ap., MMOCKOMBKY TSI UX TIONTBEPKIe-
HUST TpeOyeTCsl BBITTOJTHEHHWE CIIOXHBIX B TEXHUYECKOM
1 METOIUYECKOM OTHOIIEHWH AUATHOCTUYECKUX TECTOB.
Tem He MeHee Tpyd OINpaBIaH BO3MOXHOCTBIO BBIXOIA
Ha IleJIeHaNpaBJleHHYIO0 TTaTOTEHETUYECKYIO Teparuio.
BapuaHTBI CIOXHBIX JUATHOCTUYECKUX HAXOMOK: TSKe-
JIBIE HEOHATAJIBHBINM X0JIeCTa3, HeOHATATbHBII MTeYeHOY~
HBI CUHIPOM, OeCCUMITTOMHAs YyMepeHHasi rurepdep-
MEHTEeMMSI y IeTeil paHHero Bo3pacTa.

Cy11eCcTBYIOT CJIOXKHOCTH U Apyroro poaa. Hampumep,
B JIETCKOM 1 TIOAPOCTKOBOM Bo3pacTte Tosbko y 10—15%
HocuTesel reHeTnueckoro aedekra anbda-1-aHTUTPUII-
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CUHA C TOMO3UTOTHOI Z MmyTtanuei (annens PIZZ) pas-
BUBAIOTCS KJIMHWUYECKUE TTPU3HAKYU O0JIE3HU, CBI3aHHBIE
¢ TIopakeHWeM medeHu. [IpuyemM 3TO MOXET MPOUCXO-
IUTH B JTIIOOOM Bo3pacTe. JInarHocTuka HeloCTaTOYHOCTH
anbda-1-aHTUTPUTICMHA 3aKJII0YaeTCsl B ONpeneeHun
€ro YpoBHSI B KpPOBU U (DeHOTUIMpoBaHUM. Bo3moxkHa
reHeTuJecKas auarHoctuka. OTMETHM, YTO U JIeYeHHe
MPU HEIOCTATOUHOCTH ajibha- | -aHTUTPUTICUHA OCTAETCS
HepelleHHOM 3amaveif, XOTsS HOBbIE CTpaTerMu WHOTIA
MO3BOJISIIOT BJIMSITH Ha OTAETbHBIE TTATOJIOTUYECKUE MeXa-
HU3MBI, BbI3bIBatoIIMe mopaxeHue reueHu [19]. [Moszm-
HSIsl IMarHOCTUKA HAaCJIeJICTBEHHBIX 3a00JIeBaHMIT OITacHa
HeOJIaroNpUSTHBIM UCXOIOM. EMWHCTBEHHBIN BBIXOA —
OopTOTONMUYecKasl TpaHCTUTaHTaLus redeHu [20].

Hccnedosanue acuumuueckoll (nepumoHUanIbHoll) iHcuo-
Kocmu. IpamyeHT ChIBOPOTOYHOTO ACHMTUYECKOTO ajib-
OyMUHa, paCCYNTAHHBIN MTyTeM BBIUMTAHUS KOHLIEHTpA-
MU aTbOyMUHA B aCUIUTUYECKOM JKUIKOCTH M3 YPOBHS
CBIBOPOTOYHOTO ajibOyMUWHa, TpeBbimarommi 1,1 /m,
MO3BOJISIET IUAarHOCTUPOBATD MOPTATBHYIO THUTIEPTEH3UIO
C TOYHOCThIO BhIlIe 95%. Takue TecThl, Kak Ompeaese-
HUE YPOBHST aMMJIa3bl, [IUTOJIOTHUSI, TIOJIMMepa3Has 1eT-
Hasl peaklMs W TIOCEB JIsI BBISIBICHUS MHKOOAKTEPUIA,
BBITIOJTHSIOTCS B CJTydae IMarHOCTHUECKOM HeoTpeaeaeH-
HOCTU WJIV TIPU TTOMO3PEHUU Ha aCUUT TMOIKETyIOUHOM
JKeJe3bl, 3710KaueCTBEHHBIE OITyXOJIU WJIK TyOEpKYJIes.

Jleyenne. Ilpm ocTpoifi XpOHWYECKON I€YeHOUYHOM
HEIOCTaTOYHOCTH JIEYeHUEe B HACTOSIIIEEe BpeMsI OCHO-
BaHO Ha TIONAEPKWBAIOIIE Teparmuy OpraHHON Hemo-
CTATOYHOCTU, B OCHOBHOM B YCJIOBUSIX OTAEJCHMS pea-
HUMAllMM W WHTEHCUBHOW Tepanuu. JasT OTHeNTbHBIX
MalMeHTOB TpPaHCIUTAHTAIUSA TIEUEHW OCTaeTCsl eIMH-
CTBEHHBIM 3(P(HEKTUBHBIM METOJAOM JIeYeHUsI C XOpO-
IIAM JOJTOCPOYHBIM MPOorHo3oM. OTKa3 B preMe Mmaru-
€HTOB C LIMPPO30OM IeYeHU B OTIEIeHUE peaHUMalluu
W WHTEHCHUBHON TepamuM W3-3a HaJW4IUsS OCHOBHOTO
XPOHUYECKOTO 3a00JIeBaHUsI TICUEHU CIIeAyeT MPU3HaTh
HernpaBWIbHBIM. Heckoiabko MccienoBaHU — TOKa-
3aJIM, YTO MPOTHO3 JUTSI TAIMEHTOB C IIUPPO30OM TEeUCHU
B OTIEJEHUM peaHUMalluM W WHTEHCUBHOW Teparnuu
3a nocyieaHue ronpl yayumuics [21]. [TporHos mis xxemy-
JMIOYHO-KHUIIEUHOTO KPOBOTEUEHUS JIydIlle, YeM MPOTHO3
CeNnTUUYeCcKoro moka. Tem He MeHee ypOBEHb CMEPTHOCTH
OCTaeTCs] BBICOKUM.

Juema. JIeTsIM WM OJPOCTKAM C LIUPPO30M TT€UEHMU,
WMEIOIIMM TOBBIIIEHHBI PUCK HEeIOeTaHusI, TpeOyeTcs
Ha 20—80% 6oJbliie KaJIOPHii, YeM 3I0POBBIM JIETSIM TOTO
ke Bo3pacTta. [TorpebiieHre Genka He ciieayeT orpaHuyu-
BaTbh B OTCYTCTBME TUTIepaMMOHueMun [22]. MuageHiam
C LIMPPO30OM TIEYEHU U XOJIECTa30M TpedyeTcsl moTpedie-
Hue OenKa MpUMepHO 2—3 I/Kr/CyT JUIsl JTOCTUXKEHUSI
HOpPMaJIbHOTO POCTa M 3HIOTeHHOro cuHrte3a. JloGaBKa
1o 4 r/Kr/cyt, Kak npaBwuio, 6e3onacHa U Heobxoarma
IUIST TIOIIEPXKaHUST HOPMAJIbHOTO POCTa W MpeaoTBpaliie-
HUS Ype3MepHOTo Kataboan3ma.

Jlvummunpbl mokHBL cocTaBisaTh 30—35% ot obiiero
KOJIMYECTBA Kajopuii B pamuoHe, u3 Hux 30—50% npu-
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B MOMOLLIb TPAKTUHYECKOMY BPAYY

Tabauya 2. InarHoCcTHYECKUI AJITOPUTM Is1 BHISIBJICHUS] H KOHTPOJIS 32 MPPO30M M XPOHHYECKMMY 3200/1eBAHUSIMH NIeYeHH Y ieTeil
Table 2. Diagnostic algorithm for the detection and management of cirrhosis and chronic liver disease in children

TecT-cucremsl

Hccnenyembie mapameTpsl

KpoBb

buoxumug

MmMmyHoorus

TeHeTuko-meTadboIM-
yecKue 3a00J1eBaHuUs

[Tpu acuure

Hpyrue

I[emMorI00MH, KOJIMYECTBO JISMKOLIMTOB M TPOMOOITUTOB, TPOTPOMOMHOBOE BpEMSI.
Peakuus Kym6ca, rpymnmna KpoBu, pesyc-(akTop

BunupyouH u ero ppaxkiuu.

TpancamuHa3sbl.

[llenounas docdaraza.

lTamma-rnyramuntTpaHcdepasa.

AJBOYMUH U IJIOOYJIUHBI.

250H-Butamun D, mapaTropMoH, Kaabluii, hocdop, MarHuii.

MoueBrHa, KpeaTUHUH.

[1toko3a KpoBM HATOIAK, MOYEBast KUCIIOTa, MOJIOYHAs KUCIIOTA.

Tpancdeppu, dheppuTH, 1epyIOIIa3MUH U MEb B CBIBOPOTKE, COMEPKAHNE MEIN B MOYE
3a 24 4 (m1s neTeit crapiie 3 JeT)

OrnpeneneHre ayTOaHTUTE aHTUHYKIeapHbIX (ANA), aHTUTIanKoMbIeyHbIx (ASMA), aHTH-
MUTOXOHIpUAIbHBIX aHTUTEN (AMA), LKM1 (aHTuTe a K Me4YeHOUHO-MOYEYHbIM MUKPOCOMaM),
anbda- | -aHTUTpUIICUHA, TIePYIOTUIa3MUHA.

Mapkepsl BupycHoro renatuta (B, C, D, G, TTV), BupycoB cemeiictBa Herpesviridae, SHTEpOBU-
pycoB, Tokcoruiazmo3a MmetonamMu MDA u TP, anmbda-deronporenH.

MMMyHOTI00YIMHBI.

Ceponorus BUY

MeTtabonnyeckuii CKpUHUHT (AMUHOKUCIOTBI MOYM 1 CHIBOPOTKM, OPTaHUYECKUE KICIOTHI MOYM).
IeHernyeckue TecTol (Mpu moxo3peHun Ha Aepuiut ol -AT, cuHIpoM ANTaKUILIsS U Ap. ).
AHaIM3 3JIEKTPOJIUTOB TIOTA.

AHaJI13 MOYM U CBIBOPOTKM Ha HAJIMYKUE KETIHBIX KMCIOT U MPEAIIECTBEHHUKOB KICIOT

(rpu nopo3perHuu Ha [TCBX).

HccnemoBaHre KOCTHOTO MO3Ta 1 TToceB (hrOPOOIaCcTOB KOXKU (IIPU MOA03pEeHUM Ha O0JIE3Hb
HaKOILJIEHUS TJIMKOTeHa)

[MapareHTes (B ciryyae TMXOpaaKy WM BHE3AITHOTO acIMTa):

KonnyecTBo KeTok, aib0yMuH, 00111 6€10K, KOJIMYECTBO HEUTPO(UIOB.
Awmwunaza, muronorust, [TLP u kynsrypa Muko6akTepuii (TIo TTIOKa3aHUIO).
ChIBOPOTOUHBIM HATPUiA, KaJauii, OMKapOOHAT, XJIOPUI, MOYEBMHA U KPEATUHUH.
DKCKpelrsi HaTpUs ¢ MOYOit

OHIocKOoIus (eciM paccMaTpyBaeTCst MPO(MUIAKTUYECKOE JICUSHHUE).

VnpTpa3ByKoBOE MCCIeNOBaHNE OPIOIITHOM TIOJIOCTH, YIBTPa3ByKOBas MOTITUIEpOrpadust cocynoB
IeYEeHHU U MOPTAIBHOI CUCTEMBI, I10 MOKA3aHUSIM — KOMIIbIOTePHAsI WJIM MATHUTHO-PE30HAHCHASs
ToMorpadus.

Mopdonornyeckoe ucciaeIoBaHue 00pa3iioB TKAHU MIEUYCHU, TTOyYEHHBIX ITyTeM ITyHKIITMOHHOMN
WJIM MHTPAOTIePALlIOHHOM OUOIICHUN.

BOnexTposHiedanorpadus (Mpyu HATUYUU HEPBHO-TICUXUYECKUX PACCTPOMCTB)

XOOUTCA Ha OJOJIO CPECAHCLCIOYCYHBIX TPUITTUMLICPUIOB,

Tpumeuarue. DA — ummyHodepMeHTHBIN aHaiu3; [TLP — nmonumepasHas nenHas peakuusi; BUY — Bupyc uMMmyHoaehUIIUTa YeToBeKa;
[TCXB — nporpeccupyrolmnii CeMeiHbIii BHYTPUIIEYEHOUHBII X01ecTas.

Hugpysuonnas mepanus. OpraHHyl HeIOCTAaTOY-

KOTOpBIe BCACBIBAIOTCSI HEIOCPEICTBEHHO STUTETUEM
KUIIIEYHWKAa W He TPEOYIOT COJNeil KEITIHBIX KHUCIOT
JUISL TIepeBapuBaHUs W BCachiBaHWs. TpUIIMLIEPUIBI
C JUTMHHOU TIETTBI0 TaKKe HYXHBI, TTOCKOJTbKY 3TH Bellle-
CTBa 00ECTICUMBAIOT HE3aMEHUMBIC JKUPHBIC KHUCIOTHI
U CITOCOOCTBYIOT aOCOpPOLIMU XKUPOPACTBOPHUMBIX BHUTa-
MUHOB. [leUIUT XUPOPACTBOPUMBIX BUTAMUHOB —
pacTpocTpaHeHHasl TIpobJieMa y IETei C XOJIeCTa30M.

[MpenmoureHre OTHAIOT TEPOPATHHOMY TUTAHUIO,
XOTSI TIPY HEOOXOIMMOCTH MOXKET IOTPeOOBAThCS IHTE-
palbHOE WJIM TIapeHTepabHOe THUTaHWEe. DHTepaTbHBIC
M00aBKU HYXHBI B CJIydae, €Cl TepOpabHBIN TIpreM
obecrieunBaeT MeHee 60% peKOMeHIyeMOol TMOTpeOHO-
CTH B 9HEPTHMH WJIH B CTyYasIX TSDKEJION HEOCTATOUHOCTH
MUTAHMSI.

HOCTb KOPPUTUPYIOT BHYTPMBEHHBIM BBEICHUEM XKUJI-
koctu. Mcrnonb3yoT KpucTa/sionabl, TaKk Kak cOajaH-
CUPOBaHHBIE COJIEBbIE PACTBOPBI MOTYT CHU3UTbH PUCK
TUTEPXJIOPEMUYECKOTO allM03a U TTOCIENYIOIIUX HeXe-
JIaTeNIbHBIX peakiuii mouyek. [MomoxurenbHbit apdexT
y MalMeHTOB C LIUPPO30OM TTeUeHU, HAXOASIIMNXCS B KPU-
TUYECKOM COCTOSIHMU, TIPOJIEMOHCTPUPOBAH TIPU TPU-
MeHeHMU ajbOymMuHa. Peub HEe TOTBKO O BOCCTaHOBIIE-
HUM CHMXKEHHOTO KOJIMYeCTBa, HO U O BOCCTAHOBJICHUU
¢yHKIMKM anboymuHa. JJedekT XMuMUIecKoi CTPYKTYpbI
MPUBOIUT K CHUXKEHUIO CIOCOOHOCTU CBSI3bIBAHMUS
¢ OakTepuaJbHBIMU TIPOAYKTaMU, AKTUBHBIMU (PoOp-
MaMM KMCJI0poJia U IPYTUMU MeIuaTopaMu, y4acTBYIO-
IIUMU B Pa3BUTUM OCTPON XPOHUYECKOW TMEYESHOUHOM
HegocTtaToyHoCTH [17].
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BHyTpyBeHHBIE BIMBAaHUS albOYMHUHA MEHSIOT
TeueHue OosiesHu. Ocoboe 3HaUeHUWE MMeeT MpUMEHe-
HHUE BBICOKOKOHLEHTpUpoBaHHOTO (20%) ampOymuHa
Xopolero KkayectBa. IIpy CrTOHTaHHOM OaKTepUaTbHOM
MepUTOHUTE OOJIbHBIE HYXKIAIOTCS B TPaHCHY3USIX alb-
OyMUHa, KOTOPBIN MOTEHUMPYET ACHCTBUE aHTUOUOTH-
KOB U TPEIyNpexIaeT pa3BUTHE IPYTUMX OCIOXHEHUIA,
TaKMX KakK 3HIedaaonaTus, Mporpeccupylomas rmede-
HOYHas HeJIOCTATOYHOCTD, HapyllleHre (yHKIIUU MOYEK.
KoMOuHaius tepaurnpecCuH—aabOyMUH CIIYXUT Tepa-
MHeil TIepBOi JTMHUM Y TIALIMEHTOB C TeMaToOpeHaTbHBIM
cuHapoMoM. TepiaumnpecCMH — aHaJor Ba3oIpecCHHa.
JInsT KOHTPOJIST Hal LIMPPOTHUYECKHUM acIIUTOM TTOKa-
3aHO JUIUTEbHOE €XEeHEIeTbHOE BBEIEeHUE albOyMUHa,
YTO CHUXKAET YaCTOTY Pa3BUTHUS MH(MEKIIMOHHBIX OCIOX-
HEHUIA, SITM30/IbI 9HLIe(PaATONATUN Y MAIIUEHTOB C TEKOM-
MEHCUPOBAHHBIM 1IUPpO3oM [23].

Dxcmpakopnopanvhas nodoepicka neuwenu. WVicronb-
3YIOT allaparhl, JefCTBIUE KOTOPBIX OCHOBAHO Ha TIPWH-
LIMTIe AJTBOyMUHOBOTO IWain3a. MHOTOLIEHTPOBOE paH-
JIOMU3MPOBAHHOE WCCIeNOBaHNE TTOKa3ajo yiIydlleHue
usmnonornm xojecrazda M TEYEHOYHON sHIledasona-
TUW Y TALMEHTOB C OCTPOM JOEKOMIEHcalell 1rppo3a
MeYeHU, MOTyYaBIINX aTbOYMUHOBBIN AWaN3, HO He TIPO-
JIEMOHCTPUPOBAJIO TIPEMMYIIIECTB B OTHOIIEHUM 28-
n 90-mHeBHOI BbDKMBaeMocTu [24]. DTu ycTpolicTBa
MOTYT OBITh MCITOIb30BAHBI B KAYECTBE IMPOMEXYTOYHOTO
3BeHa K TPaHCTUIAHTAIlMW TIeYeHU WJIM BOCCTAHOBJIEHHIO.

BapuanTamMy MajUTMaTUBHOTO JICUEHUS] MOXKHO CYM-
TaTh MPUMEHEHMe Mia3Madepesa IS ynaaeHUsT SHI0TOK-
CUHOB, MEIMAaTOPOB BOCIAJICHUS M 3aMeHBbI aJlbOyMMHa.
PereHepaTuBHasT MeOWLIMHA TIpeAJiaracT MCIIOIb30BaHUE
TEXHOJIOTUY CTBOJIOBBIX KJIETOK, TAKMX KaK TeTePOJIOTIY-
HbIe KJIETKU-TIPEAIIeCTBEHHUKH, TIOJyYeHHbIE U3 TIeUeHU
B3pocyioro yenoseka (HepaStem) — crparerusi, paspa-
GaTbIBacMasi B HacTosIIee BpeMs, B TOM UHWCJIe Y JeTei
¢ HapylIeHUSIMU 1IWKJIa MOYEBUHBI U cHApoMoM Kpwur-
nepa—Haiisapa mocie Tpancrutantaunu [25].

Tpancnaaumayus  nevenu. C  ydyeTroM HeOJaro-
MPUSITHOTO KPAaTKOCPOUHOTO TMPOTHO3a Y TAlMEeHTOB
C OCTpPOU XpOHWYECKOW TMEYEHOUYHOUW HEeIOCTaTOYHO-
CTBIO TpAHCIUIAHTAIWS TICYEHW OOCTAaTOYHO IIMHPOKO
HCTIONB3YeTCST Y OONBHBIX B KPUTHUYECKOM COCTOSTHUU
C LMPPO30M TI€YEeHW U BHETMEUEHOYHBIMU OOCTpPYK-
UMM KETUHBIX TyTel [26]. 3aMeHa TIeUeHUW YBeIU-
YyUBaeT IIAHCHl Ha BBbDKMBaHUE OOJBLHOTO, OCOOEHHO
ec/u BBITIONHsIETCsT B TedyeHue 30 mHe# rocie rome-
IEHWST B JIUCT OXMIAHWSA. MeTomuKa akTUBHO TIPU-
MeHsietcst B Poccuu. HalMoHaNbHBIM MeIUIIMHCKUIA
HCCIeIOBATEIbCKII LIEHTP TPAHCILIAHTOJIOTUM U UCKYC-
CTBeHHBIX opraHoB uM. akan. B.U. [llymakosa cran auzae-
pPOM TIO YMCJy TpaHCIIAaHTALW TTeYeHU B TOH y IeTeit
cpenu aHanornuHbIX 1eHTpoB EBporsl 1 CLLA [27].

IMokazaHus K TpaHCIUTAHTAllUW TICYEHU B JTETCKOM
BO3pacTe: XpoHWYeCKHWe 3aboyieBaHMST TIEYeHU B CTa-
WU JeKoMIeHcauu (OuiuapHas aTpeswsi, CUHIPOM
ANaxuiisg, ceMeWHBI XoJjiecTa3, IEepBUYHBINA CKIIe-
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pPO3UPYIOUIMIA  XOJAHTUT, AayTOMMMYHHBIA TeraTur)
W BpPOXIEHHBIC HapylleHUs MeTaboiau3Ma, a TakxKe
Ipyrue 3abojeBaHUs, MPOTEKAIOMKNe C TOopaXeHUeM
neyeHu (cuHapom banna—Kwuapu, Gonesnbp Kaposwu,
HeoHaTaJbHbBII TeMOXpoMaTo3 1 T.x.) [28].

Cdopmuposancst omnpenefeHHbId Kpyr TpooJieM,
CBSI3aHHBI ¢ TpaHCIUTAHTallMel TIeYeHU Yy JeTel,
KacalollluXcsl OTTOPXKEHUs TpaHCIIaHTaTa, KOTOpBIE
BBIHYKIEHBI peliaTh B KaXKIOM MEIUIIMHCKOM IIEHTpE,
OCYHIECTBJISIIOIEM TONOOHBIE MaHumyJsiiuu. Hau-
Oousiee oracHas: large-for-size-syndrome ¢ ee WHTpaab-
JOMUHAJIBHOM THTIEPTeH3Ue M, KaK CIIeJCTBUE, KOM-
MapTMEHT-CUHIPOMOM. OmacHOCTh  TIPENCTaBIISIET
AKTUBM3ALIMS LIUTOMETATIOBUPYCHON MHMEKIINU B IMTOCT-
TpaHCIUIAHTALIMOHHOM Tiepuofe. JleTh ¢ XpOHUYEeCKUMU
BUPYCHBIMM TeTaTUTaMU, TTOABEPTIINECS TpaHCIJIaHTa-
WU TIeYeHU, MOJUIeXXaT TIIATeJIbHOMY MOHUTOPUPOBA-
HUIO BUPYCHOM HArpy3KW BBMIY BBICOKOI BEPOSTHOCTU
pa3BUTHST BO3BpaTHOM WHMEKIMUW B TpaHCIIaHTaTe.
Bo Bpemst omnepaiiuu u B TedeHue 12 mec rociie TpaHC-
TJIAHTALIMU TIEYEeHW TALMEeHTHI TOJyJaroT crienubude-
CKUT UMMYHOTJTOOYyTMH. MHTpaoIiepalluOHHO B Te€YEHHE
areratnyeckoro mepuoaa Boautcs 10 000 ME npena-
paTa, B TedeHMe 7 mHei mocie ornepanuun — 2 000 ME,
3ateM npodmrakTuka — 1 pa3 B 2 Hen 1o 2 000 ME.

Hosblii mogxomn: njst odecriedeHus GYHKIMK TTeUYeHU
y TMalMeHTOB, HYXHAIONIMXCS B CPOYHON Tepecaake,
JI0 MOMEHTa MOJyYeHUsT MOAXOISIIEro opraHa B Kade-
CTBE BpPEMEHHOUW Mepbl TPOBOMAT TpPAHCILIAHTAIIWIO
renaTouuToB. KIIMHWYECKUE WCIBITAHUS DYOJUPYIOTCS
B pasnmuHbIx HeHTpax: University of Nebraska; Cliniques
St. Luc, Universite Catholique de Louvain, Brussels;
Institute of Liver Studies, Guy’s, King’s, and St. Thomas’
School of Medicine, London u ap. [29]. TematouuTsl
JUTSl TPAHCIUTAHTALIMU BBIICNISIIOT M3 CETMEHTOB IIUPPO-
TUYECKOU MeYeHN U BBOAAT MyTeM WHBEKIIMU B ITOPTATb-
HYIO, CeJIe3eHOYHYIO BEHBI UJIU CEIe3eHOTHYIO apTepHIo.
HecMmoTpst Ha Xopolnyio MepeHOCUMOCTh TAKUX WHBEK-
LIV, YAYYIIeHUH B IJIaHe BOCCTAHOBJICHUS TIeYeHOUHOM
(YHKIIMU HE OTMEYEHO.

Aumumukpoonas mepanus. TlalieHTHI ¢ UMPPO-
30M BeChbMa BOCIPUUMYUBHEI K MHMEKIUSIM, Haubojee
pacrmpocTpaHeHHasT U3 KOTOPBIX — CITOHTAHHBIN Oak-
TepUaJIbHbIA TepUTOHUT Tipu aciute. CIOHTAHHBII
OGakTepuabHBI TIEPUTOHUT TIPOTEKAeT 6e3 MPU3HAKOB
nepdopalu KUIlIEYHUKA WIU JPYTMX WHTpaabIoMu-
HaJIbHBIX MCTOYHUKOB MHpekunu. MHbekims oO0bvHO
MOHOMMKpOOHasi u BbI3biBaeTcs E. coli, Klebsiella spp.
u Enterococcus faecalis [30]. [TonumukpoOHble MHMEK-
LMY YKa3bIBAIOT Ha Tiephopalnio KUIIeYHUKA WK BTO-
PUYHBII TIEpUTOHUT. JleTell cO CITOHTAHHBIM OaKTepu-
aJTbHBIM TIEPUTOHUTOM OOBIYHO JieYaT BHYTPUBEHHBIMU
1eajJoCmoOpyuHaAMU  TPETbErO  TOKOJEHMS, TaKUMHU
Kak nedoTtakcuM, Kypc 14 mHei.

BakrepnanbHass WHQPEKIUS — TUITAYHBINA CITyTHUK
OCTPOi XPOHUYECKOUN TIEYEeHOUHOM HETOCTATOYHOCTH.
V 40% nauueHTOB ¢ OCTPO XPOHUYECKON MeYeHOUHOM
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HEIOCTaTOYHOCTBIO TMPU TTOCTAHOBKE JMarHo3a orpe-
NEJITIOTCS TIpU3HAaKU OaKTepualbHONW WHGEKIIMU, elle
y 45% ocTaBIIVXCS MAllMEHTOB OaKTepualbHbie MH(MEK-
1IMY pa3BUBAIMCh B TeueHMe Tocieaytomumx 4 Hem [31].
YV GOJIbHBIX C IEKOMITEHCHPOBAHHBIM LIMPPO30M TEYEHU
YBEJIWYEH PUCK Pa3BUTHUSI HE TOJBKO OaKTepHaIbHBIX,
HO M TpUOKOBBIX MHbeKIMii. bakTepuanbHble MHDEK-
IIMU CBSI3aHBI C WHTEHCHUBHBIM CHCTEMHBIM BOCITajie-
HUEM, OKa3bIBaIOT BJIMSIHUE Ha BIXKUBAEMOCTb OOJIbHBIX,
B CBSI3U C YeM MHIMBUIYaTbHO pa3pabdaTbiBaeTcsi Mpodu-
JIaKTU4YecKasi CTpaTerusi ¢ MCMoJib30BaHWEeM aHTUOMOTH-
KOB M TIPOTMBOTPUOKOBBIX CpeacTB. MHOTOILIEHTPOBOE
uccinenoBanne PREDICT no3Boiausio BbIICIUTH BEdy-
1I1e TPOBOLMPYIOIKNE (DaKTOPhI, CBSI3aHHbIE ¢ HebJIaro-
MPUSITHBIM MCXOJIOM OCTPOi JIeKOMIIEHCAlIMU 1IMppOo3a
reyeHu: OakTepuanabHble WHMEKINU, TSKEIbId ajko-
TOJIbHBIH TeMaTUT, XKeJIyT0YHO-KUIIIEYHOe KPOBOTEUCHNE
C IIIOKOM UM TOKcHUYecKas aH1edanonaTus [32].

CucremMaTUYeCKUi TOMCK WH(DEKIWHU, BKIIOYAsT
MUKPOOMOJIOTMYECKOEe M ILIMTOJOTMYEeCKOe MCCienoBa-
HUE aCIMTUYECKOW XWMIKOCTU, JOJKEH MPOBOIUTHCS
MPU MOCTYIUJICHUU W B IWUHAMUKe HaOmoneHus. Haum-
HAIOT 3MMUPUYECKYI0 aHTHOAKTEpUAJbHYIO Teparuio,
afanTUPOBAHHYIO K TIpeAriojaraeMoMy ouary WHdeK-
LIUY ¥ JIOKAJIbHBIM BO3MOXHOCTSIM. OTIAIOT MpearoyTe-
HUe TperaparaM IIMPOKOTO CIeKTpa JAeHCTBUS B Cllyyae
TSKEI0M MHMEKIINY WA MPU HATMYKUK (haKTOPOB pUCKa
IJIST BO3OynuTeNeid ¢ MHOXECTBEHHON JIeKapCTBEHHOM
YCTOMYMBOCTBIO, KOTOpasi BCTpeuyaeTcsl He MeHee ueM
y 30% OONBHBIX C pa3HULIE B PacrpoCTPaHEHHOCTH
B 3aBUCUMOCTH OT peTnoHa [31].

Y nereii ¢ 1UMpPpoO3OM TEYEHM — KaHIUIATOB
Ha TpaHCIUIAHTALIMIO TIEYEHU TIPUMEHSIETCSI BO3MOX-
HOCTh YCKOPEHHOI BakKlIMHaUuu. [THEeBMOKOKKOBasI
M MEHMHTOKOKKOBAsI BaKIWHBI PEKOMEHIYIOTCST IETIAM
¢ (yHKIIMOHAIBHOW acruleHWeil u3-3a TOPTaIbHOM
ruriepreH3nu. ITpeOyeTcs mnpoduiiakTUyeckoe Ha3Ha-
YeHWe aHTUOMOTUKOB TPU WHBA3WBHBIX ITPOIEIypax.
[TpeumytiecTBO OTAAIOT MepopaTbHOMY MpodhUIaKTUIe-
CKOMY Ha3HaYeHUIO0 TaKUX aHTUOMOTMKOB, KaK KOTPU-
MOKCa30J1, IUNpodIoKcaluH U HOp(QIIOKCcalvH.

Tomowy npu acyume. BaxXHO pasimyarh LUPPOTHYE-
CKHM€ U HeLMPPOTUYECKMEe MPUYUHBI acliuTa. B OonbIIMH-
CTBE CJIyyaeB LIMPPOTUYECKUI aclIUT pa3peliaeTcs: 3a cUeT
OrpaHUYeHUs] HATPUSl B MUIIE M MCIOJb30BaHUS TUype-
TUKOB. MOUYErOHHBIM CPEICTBOM BBIOOpA CIYXXUT CIIUPO-
HojakToH. KoMOMHMpoBaHHOE JieueHue ¢ (hypoceMugIoM
MOXeT ObITh HEOOXOIMMO Y TIAIIMEHTOB, KOTOPbIE HE pearu-
pPYIOT Ha MOHOTEparnuio CrMpoHojakToHoM. KomOuHatms
¢ ¢ypoceMuOM CHUXKAET PUCK Pa3BUTHSI TUTIEPKATUEMUN
32 CYeT YBeJIMUEHMsI 3KCKpelmu Kanus. HarpsokeHHbIi
aCUUT KYIMPYIOT TMapalleHTe30M C Tocieayollei nHdy-
3Uel aTbOyMUHA Y JUYPETUIECKON Teparuen.

OrpaHuyeHue >KUAKOCTWM HaKJIaabIBaeTcsl B CIy-
yae TMITIOHATPUEMUM C YPOBHEM HATpUsI B CHIBOPOTKE
Huxe 125 mOkB/a. [laneHTam ¢ peppakTepHbIM aclu-
TOM WJIM HapyLIEHUEM JIbIXaHUSI TIOMOTAIOT C TTOMOIIbIO

B MOMOLLIb TPAKTUHYECKOMY BPAYY

napatieHTe3a 0oJbIIoro oobeMa. 3a OUH pa3 yHalsiioT
no 100 mui/Kr XMAKOCTU TUIIOC MHQY3Usi aibOyMUHA
(25% anvbymmHa B 1o3e 1 r/Kr) mociie mapatieHTesa [30].

Bo BpeMms JnedeHUsT OMYypeTHUKAMM W O CTaOWIU-
3allMM COCTOSTHUSI OOJIbHOTO KOHTPOJMPYIOT YPOBEHb
9JIEKTPOJINTOB B CBHIBOPOTKE, KpeaTMHWHA, a30Ta MoYe-
BUHBI B KPOBM W HaTpusl B Mode. M30bITOUHAsT TIOTEpSsT
SKUIKOCTA MOKET TIPUBECTHM K HapyIIEeHWIO (DYHKIINHU
movek. [Tpu acruTe n3beraloT Ha3HAYEHUS aMWHOTIIM-
KO3MIOB, PE3KO YBEIMUMBAIONINX PUCK TIOBPEKICHUS
MOYeK; OrpaHUYMBAIOT HECTEPOUIHBIE IPOTUBOBOCTIATH -
TeJbHBIE TIpenapaThl, KOTOPbIe TOTEHIIUPYIOT 3aePKKY
HaTpusl, TUTTOHATPUEMUIO W TIOBBIIIAIOT PUCK Pa3BUTHS
MOYEYHOM HEJOCTATOUHOCTH.

Ocmpoe  6apukosHoe KposomeueHue U eacmpod3o-
haeeanvubiit 6apukos. TIpUHUMIIBI JIEYEHUST TaKUe Ke,
KaK y B3POCHBIX TPU JICYEHUU TTOPTATBbHOW TUTIEPTEH-
3UN: (papMaKoJIOTUIECKHE, IHAOCKOITMUYECKIE, MEXaH-
yeckue M xupyprudeckue. HasHaualoT anpOyMuH, Tepa-
MUI0, 3aMeIIaoIy0 GYHKIINUIO MOYeK U YCTaHABIUBAIOT
MPUOPUTET B OUYepenrd Ha TPaHCIUTAHTAIIWMIO TIeYeHH.
DHIOBACKYJSIpPHBIE CMOCOOBI KOPPEKIMU TIPU  CHH-
JIpoMe TIOPTaJIbHOM TUTEPTEH3UU BKITIOYAIOT PEIyKIIUIO
KPOBOTOKA TIO CEJIe3eHOUHOM WJIM TIeYeHOUHOM apre-
pUsIM, SMOOJIU3ALIUIO JIEBOW XKETYNOUYHON BEHbl U/WU
KOPOTKUX BEH KeNyIKa, JIUTEIbHYI0 BHYTPUITOPTAb-
Hylo uHQy3Mo mpernapatoB L-opHutuH-L-acnaprarta,
MpoMpaHoioja W MPEeTHU30J0HA, TPAHCHIOTYISIPHOE
BHYTPHUIICUEHOYHOE MMOPTOCUCTEMHOE IITYHTUPOBAHUE —
YPECKOXKHBIN MaJlOTpaBMAaTHUHBINA CITOCOO JAeKOMITpec-
CUM TIOPTAJIbHOW CHUCTEMBI TIyTEM CO3JaHMS IIIyHTA
MEXy BOPOTHOI U TleYeHOYHOI BeHaMmu [33].

3aknovyeHue

Lluppo3 mneueHW ocTaeTcsl Cepbe3HOol TMpobIeMOoit
Kak JiJIs TaCTPOIHTEPOJIOTOB, TaK U I MeauaTtpoB. Tep-
MUHaJIbHasI cTaaus 3a00eBaHus TIeYeHU, KaKOi T0 CyTH
SIBJISIETCSI LIMPPO3 TIeYeHU y JIeTeil U MOAPOCTKOB, UMEET
MHOTO(MAKTOPHBIN 3THUOTATOTeHE3 U OOBIYHO (hOPMUPY-
eTcsl KaK CJIeJICTBUE JJIMTEIbHOTO Tipoliecca. B KimHM-
YeCKOM TMpaKTUKe OOJBIIMHCTBO CJIydyaeB OOYCJIOBICHO
OrpaHUYEHHBIM HAO0OPOM 3ITUOJOTUYECKUX (haKTOPOB,
B OCHOBHOM OWIMapHO# aTpe3ueil, BAPYCHbIMU 3a00Jie-
BaHUSIMUA, ayTOMMMYHHBIM T€IaTUTOM M TE€HETUKO-Me-
TabOJIMYECKMMM HapyllIeHUusIMU. BeneHue TanmneHTOB
C IMPPO30M MEYEHU U OCTPOU XPOHMNUYECKON MEYEHOUHOMN
HEJIOCTATOYHOCTHI0 OCHOBAHO Ha (PYHKIIMOHATbHOM MO/~
JIEp>KKe TOCTpalaBIIMX OpraHoB. lemommnanus/ruiazma-
¢epe3 MOTyT CIYyKUTh Y HEKOTOPBIX MAallMeHTOB B Kaye-
CTBE MPOMEXYTOUHOI Teparuu repeja TpaHCTUIaHTaluen
neyeHu. bymyniue uccienoBaHus JOJKHBI ObITh HATIpaB-
JIEHBI Ha TIOJIHYIO paciiudpoBKYy MaTo(pu3nOJIOTUN 1IUpP-
p0O3a/0CTPOil  XPOHUYECKOIH TMEeUYEHOYHOH HeIoCTaTou-
HOCTHU y JIeTell, a TakKe pa3pabOoTKy W BHEJIPEHUE HOBBIX
HEWHBA3UBHBIX JIMAaTHOCTUYECKUX TECTOB, JIeYEOHBIX
¥ PO UIAKTUYECKUX METOIOB BEIEHUST TTeAMaTPUUECKIX
MaIMEeHTOB C JAHHBIM TSIKEJIBIM HEyTOM.
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