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OBILIASA XAPAKTEPUCTHUKA PABOTDI

AKTYyaJIbHOCTh

Xponunueckue ©Oonesnu medeHu (XBII) B meTckom  Bo3pacTe  XapaKTEPU3YIOTCS
IPOrPECCUPYIOLIMM TEUYEHHUEM, HEPEIKUM HcXoaoM B uuppo3 neuenu (LII) u uHBanmauzanuei
6onbubix (epnok UI., dynu H., 1999; FOmyx H./. u ap., 2002; ITasnos Y.C., 2006). I1o nanasim
roCy/IapCTBEHHOW CTaTUCTUKH, oOIIasi 3a00J1eBaeMOCTh 0OJIE3HSIMH MEYEHU JAETCKOIO HaceleHUus B
Bo3pacte 0-14 ner B Poccuiickoit ®enepannu Ha 20131 cocraBuna 44,1, a nereit B Bo3pacte 15-17
aetr — 65,5 ma 100000 nacenenus. CMepPTHOCTH AETCKOTO HAaceleHUs OT OoJie3HEH IeYeHU B
Poccuiickoit @enepanuu 2008-2009 rr. cocrasnsana 0,2 Ha 100000 HaceneHHs: COOTBETCTBYIOILETO
Bo3pacta (Iloranmos A.C. u ap., 2011).

LIT moapa3nensieTcss Ha KOMIIEHCUPOBaHHBIN U nexomneHcupoBaHHbiid (Ilepnox L., Jdymu
H., 1999). V nereit ¢ pexomnencupoBaHHbIM L{II OCHOBHBIM METOJOM YIydlleHMs] MPOTHO3a
3a0oJieBaHus sBIIsIeTCsl oproronuueckasi Tpancruiantanus nedenu (OTII) (Sieders E., 2000; Kelly
D.A., 2002; T'otee C.B. u ap., 2014; Busuttil R.W. et al., 2015). Oxnako mocie TpaHCIUTAHTAITUH
MEYCHHU, KaK M TMOcle TPaHCIUIAHTAIMM JPYTHX OPraHoB, MAIMEHT BBIHYXIECH IOXXU3HEHHO
nojy4yate uMMyHocynpeccuBHyro tepanuio (Iludd HO.P. u ap., 2012; Kelly D.A. et al., 2013;
Squires R.H. et al., 2014), 9T0 OorpaHUYHMBACT €TO KU3HEACATCILHOCTh, CHIDKACT KAa4eCTBO JKH3HHU.
[ToaTOMY akTyasneH BONpOC O CPOKaX MPOBEICHUS TPAHCIUIAHTAI[MU TICYEHH Y JIETEH.

[TepBast uHTerpanpHas mkana oueHku Tspkectd LIIT - mkanma Child-Trucotte-Pugh (CTP),
KOTOpas BKJIIOYAET KakK MOKa3aTesld, UMEIOIUEe CTPOrHe YMCIOBbIE 3HAUEHUS, TaK U IMOKa3aTesu,
BBIPaXEHHOCTh KOTOPBIX CJIOKHO OIIEHUTHh OOBEKTHBHO M CTaHAApPTU3UPOBAHO (3HLEe(daIonaTus u
acuuT), OblIa mpepioxkeHa eme B 1973 rogy u ucnonb3yercs 10 HacTosmiero BpeMmenu. [1o atoi
IKAJI€ MOXHO OIEHUTh CHHTETHUYECKYIO (YPOBEHb CHIBOPOTOUHOTO albOyMHHA U IPOTPOMOMHOBOE
BpeMsi) U JETOKCUKAIIMOHHYIO (YypOBEHb OMIMpPYOMHA, BBIPaXXEHHOCTh 3HIE(paIonaTun) GyHKIuU
MEeYEHH, a TaKKe CHHAPOM TMOpTaabHOUM runepTeH3uu (BoipakeHHocTh aciuta) (Child C.G. et al.,
1964; Dehghani S.M. et al., 2007). B 2000 u 2002 rr. ObUTM HOpPEJIOKEHBl COBPEMEHHBIE LIKAJIbI
MELD (Model of End-Stage Liver Disease) u PELD (Pediatric End-Stage Liver Disease), koTopsie
MO3BOJIAIOT IPOBOAUTH OoJiee TOHKYIO Tpafanuio Tsokectu LIT y gereit (6annpHyro, B CpaBHEHUH C
onpeneneHueM kiaccoB mo CTP) u Banmuau3upoBaHbl I UCTIOAB30BaHus y nerei (mkana PELD
UCIIONBb3YeTCsl y JeTell oT poxiaeHus no 12 ner, mkana MELD - y npereit crapme 12 ner u
B3pocibix) (Malinchoc M. et al., 2000; Kamath P.S. et al., 2001; Wiesner R.H. et al., 2001; Hudd
O.P. u gp., 2012). B »Tux mkanax mnpu pacyeTax HCIOJB3YIOTCS TOJIBKO OOBEKTHBHBIC
CTaH/IapTU3UPOBAHHbIE MOKa3aTeNu (YPOBEHb CHIBOPOTOYHOIO OumMpyOuHa, anmpOyMuHa, 3HaUE€HUE

MCKAYHAPOAHOIO HOPMAJIM30BAHHOI'O OTHOLICHUS, HpOTpOM6I/IHOBOT0 BpeMeHI/I), BO3pacT



NalUeHTa, HaIWYue 3a7epXKKh (U3MYECKOro pa3BUTUS peOCHKA, YYUTHIBACTCS HAIHYUE
JIEKOMITeHCAIMK (PYHKIIMU TOYEeK M HeoOxomumocTh remoauanu3a (Freeman R.B. et al., 2005;
Rajanayagam J. et al., 2013). Onnako mkansr MELD u PELD He oTpakaroT cTeneHb HapylIIeHUs
CTPYKTYpbl M (DYHKIMU MEYEHU U BBIPAKEHHOCTh MOPTAJIbHON TMIIEPTEH3UU HA TOM HIJIM WHOM
JTame pa3BUTUsA 3a00JICBAaHUS W HCIOJB3YIOTCS JIUIIb JUIsl MPOTHO3WPOBAHUS BBEDKUBAEMOCTH
nanuenTa (pasHoe 20 6annam u 6oJiee — MI0X0i MPOTHO3 TPEXMECIYHON BRDKUBaeMOCTH, MeHee 20
0aJJIOB — XOPOIIMI MPOTHO3 TPEXMECSYHON BBDKMBAEMOCTH) C LIETBIO OMPENECICHUS CPOYHOCTU
NPOBEJCHUS TpaHCIUIaHTaMM TedyeHu. [loaToMy akTyallbHBIM SIBIIsIeTCS pa3paboTka crocoOoB
OIICHKU CTCMICHW HApYIICHUS CTPYKTYphl W (QYHKIMU IEUYEHU HA OCHOBEe MEXIyHapOIHOM
KIaccupukanuy (HYHKIIMOHUPOBAHHS, OTPAHUYCHUN IKH3HEACATECIHLHOCTH W 3710poBbs (MKD),
2001. Co3nmanue CUCTEMBI OIpEAETCHHUS CTPYKTYPHO-(Q)YHKIMOHAIBHBIX HApYIIEHUNH MO3BOJIUT
OOBEKTUBHO OIEHUBATh TSHKECTh MOPAKEHUS TMEUEHU, B TOM 4YHCIe B JUHAMUKE C OLIEHKOM
3¢ (}EeKTUBHOCTH TIPOBOJMMOM Tepamuu, a TAaKXKe CIYXUTh KPUTCPUEM MPUHATHS PCEIICHHS O
HEOOXOAMMOCTH U CPOYHOCTH IIPOBEJICHUSI TPAHCIJIAHTAIIUN TICYCHH.

Leapb ucciegqoBanms: pa3padoTka crocoda onpeneseHus CTEIeHH HapyIIeHUs. CTPYKTYPbI U
GYHKIIMM TeYeHH Ui OOBEKTUBHOM OIICHKM BBIPAKEHHOCTH MOPAXKEHUSI OpraHa, KOHTPOJS UX
M3MEHEHUN B IMHAMHKE U OIpPEACIICHUsI MOKa3aHUN K TPAHCIUIAHTALUM TEYEHU MPU XPOHUUYECKUX

dbopmax ee maToJIOTHH y JETEH.
3apaum uccjie10BaHus

1. Pa3zpaborarh crioco0 ompeaeneHus CTeeHN HapyleHUsT (PyHKINUY MeYeHH MPU XPOHUYECKHIX
dopMax ee TMATONIOTMM Yy JIeTei HAa OCHOBE aHajdW3a JaHHBIX KOMIUIEKCHOTO KIIMHUKO-
1a00paTOPHOTO 00CIIETOBAHUS.

2. Pazpabotarh croco® ompeneneHus CTENeH! HapylmeHUs (GyHKIUU MeYeHH U BBIPAKEHHOCTH
MOPTANbHON TUIMEPTEH3UM Ha OCHOBE aHajiu3a pe3ydbTaTOB JTUATHOCTHUYECKUX METOJIOB
UCCIICIOBaHHUS.

3. OmpenenuTh B3aUMOCBSI3b BBIPA)KEHHOCTH HApYHICHUH CTPYKTYpPhl U (DYHKUIMU TEUEHHU IS
KOHTPOJISI UX U3MEHEHHH B TUHAMUKE Ha (JOHE TPOBOAUMON TepaIuu.

4.  VYCTaHOBUTH KPUTEPHUH ONPECICHUS MOKa3aHUH U CPOYHOCTU MPOBEICHHS TPAHCILIAHTAINH

NEYEeHU MIPU XPOHUUECKHUX (hopMax ee MaToJOTUH Yy JAeTeH.
Hayuynasi HoBU3Ha

Pa3zpaborana OainbHas cucTema OINpeAeNeHUs] CTENEHU HapYLICHUs CTPYKTYphl MEUYEHU U
BBIPQ)KEHHOCTH MOPTAIbHONU TMIEPTEH3UH Yy JIeTel Ha OocHOBe MeXIyHapoaHOH Kiaccu(uKaiuu

(I)YHKI_II/IOHI/IpOBaHI/I}I, OFpaHI/I‘-ICHI/Iﬁ KHU3HCACATCIILHOCTH U 310POBLA.



Pazpaborana OayuibHasi cucTeMa ONpEAETICHHUS CTENCHM HapylIeHUs (YHKIMHM TEYCHH Y
nereil Ha OCHOBe MexayHapoaHOH kiaccupukauuu (yHKIMOHUPOBAHMS, OIpaHUUYCHUN
AKHU3HEIEATEIIbHOCTH U 3I0POBbSL.

[Toka3zano, 4yTo Haubosiee 3HAUMMO Ha HapylleHne (PyHKIUHM NEeUYEHHU BIHUSIOT BBIPa)KEHHOCTh
¢ubpo3a u cTerneHb THCTOJIOTHYECKON aKTUBHOCTH.

Haubonpmas creneHp HapymeHuss (QYHKOUM W CTPYKTYphl TEYEHH W BBIPAKEHHOCTH
HOPTAJIBHON I'MIIEPTEH3UU OTMEYAETCs y JeTel MPpH LIUPPO3€ HE3aBUCHMO OT TOr0, B MCXOJI€ KaKUX
3a00J1eBaHUM OH Pa3BUBACTCSL.

JlokazaHo, YTO HapYIIEHUsI CTPYKTYpPhI U PYHKIUU TEUYSHH MPU ayTOUMMYHHOM T€MaTUTE U
6ose3nu BunbcoHa 6osee BbIpayKeHbl, YeM IIpU XpoHudyeckoM renarure C.

VY CTaHOBIIEHO, YTO MOKA3aHUSAMH K IUIAHOBOM TPAHCIUIAHTALMM IIE€UEHH SIBJISIOTCS CTOMKHE
HapyleHus ee cTpykTypbl Ha 40% u Oonee u cToiikue HapymeHus (GyHKUMU nedeHd Ha 40% u
Oonee. Hapymienne CTpyKTypbl MEUEHH W BBIPAXXEHHOCTH MOPTAIbHOW TunepreH3suu Ha 60% u
Oonee u croiikoe HapylieHwe (GyHKIMM TedeHH Ha 65% wu Oonee pacICHUBAIOTCS Kak

JKU3HCYT'POKAOIINEC U Tpe6y}0T IMPOBCACHUS CpO‘IHOfI TpaHCIINIaHTAalUU IICUYCHH.

IIpakTH4yeckast 3HAYUMOCTH

Pa3zpaboTannbie OaymipHas CUCTEMa ONpECNICHHs CTETIEHNW HapyIIeHUs (YHKIUH MEYEeHU U
OayutbHasi CUCTEMa OIPENEeNICHUs] CTETeHW HapyUIeHHsS CTPYKTYpPHl TMEYeHH W BBIPAXKEHHOCTH
HOPTAJIBHON TUIIEPTEH3UU y JIeTeH MOTYT CIYKUThb OOBEKTHBHBIM KPUTEPUEM OLIEHKH TSXKECTU
NOpakK€HUsl OpraHa, HUCIOJb30BaThCS JUIsI KOHTPOJS MX H3MEHEHHMH B JHMHAMHKE C OIIEHKOM
3¢ (EeKTUBHOCTH MPOBOAUMON Tepanuu, ObITh KPUTEPUEM OIpeesIeHHUs] MOKa3aHUi M CPOYHOCTHU
NIPOBEICHUS TPAHCIUIAHTAIIUH, IIPUMEHSATHCS JJISI CO3/IaHUS «MOJICNN MAIIUEHTa) MPH XPOHUIECKUX
OOJIE3HSIX TI€YEHH C TIOCHEAyIoUel pa3paboTKOW CTaHAAPTOB H  TPOTOKOJIOB  OKa3aHHS
MEIUIIUHCKON MOMOIIM, UCTIOIb30BAThCS MPU MPOBEACHUU MEAMKO-COLMAIBHOW KCIEPTU3bI TPU

OIIPCACIICHUU KaTCrOpruu ((pe6éHOK—I/IHBaJ'II/II[».

Anpodauusi M BHeJAPeHHE Pe3yabTaTOB padoThl B IPAKTHKY
Marepuansl auccepranuu JoJ0keHbl U o0cyxkaeHbl Ha XVII Cee3ne menmarpoB Poccunm
«AKTtyanpHble TIpoOaeMbl neauarpun» (Mocksa, 14-17 ¢depans 2013 r.), XIV Cbe3ne HaydHOTO
obmectBa racrposureposnoroB Poccun (HOI'P) ¢ mexnynapoausim yuactueM «lIpoduiaktuka,
JMArHOCTHKA U JiedyeHue 3aboneBanuil opranos nuieBapeHus B XXI Bexe» (Cankr-IlerepOypr, 11-
12 mapra 2014 r.), 16-m Mexnynapoanom CnaBsHo-bantuiickom HaydHoM ¢(opyme «CaHKT-
[TerepOypr — Tactpo-2014» (Cankt-IletepOypr, 19-21 mas 2014 r.), ceccun «CoBpeMeHHas

ACTCKad  TraCTPOIHTCPOJIOTHA: oT (byHI[aMCHTaJIBHBIX HCCIEeNOBAaHUM K MMPaAKTUYICCKOMY



npumeHennto» (Huwxuauii Hosropon, 19-21 urons 2014 r.), FOOuneitnoi nBaamnaroit o0beAMHEeHHON
poccHiickoii racTposHTeposorndeckord Henmene (Mocka, 3-5 oxtabps 2014 r.), XI Cesepo-
3amagHOM Hay4HOH TacTpO’HTEpoJIorHyYecKoil ceccun HayuHoro obIiecTBa racTpo3HTEPOJIOrOB
Poccun (Cankrt-Ilerepoypr, 17-18 wnosiops 2014 r.), XVIII Konrpecce neamatpoB Poccum
«AKTtyanpHbIe IpoOeMbl neauarpun» (Mocksa, 13-15 despans 2015 1.).

3a paboty «OmpeneneHue CTPYKTYPHO-(QYHKIMOHAJIBHBIX HAapyUICHUH II€YeHH NpU ee
XPOHUYECKOM MaTOJIOTUU y JETei» Ha KOHKypce Moyojblx yuyeHblX B pamkax XVIII Konrpecca
neauatpoB Poccun «AkTyanbHble mpoOsiemsl neauatpun» (MockBa, 13-15 ¢epanms 2015 r.)
IPUCYKIEHO 2 MECTO.

Pesynbrarel paboOThl BHEAPEHBI B MPAKTHKY TacTPOIHTEPOJOTUUECKOrO0 OTACIEHUS C
renatosiorndueckol rpynnot OI'BHY «HayuHblii 1UeHTp 300pOBbs JA€TE», OTACICHHS
BOCCTaHOBUTEJILHOTO JICYEHHS JIeTell ¢ 0OJIe3HAMU OpPraHOB MUIIEBApUTENbHON cucTeMbl HaydyHo-
UCCJICIOBATEIILCKOTO MHCTUTYTA MPOQPIIAKTHYSCKON MEANAaTPUU U BOCCTAHOBHTEIHHOTO JICUCHUS
OI'bHY «HayuHblil HeHTp 340pOBbs AeTei», oTaeneHus nepecaaku neyenn ®I'BHY «Poccuiickuit
Hay4HbIM LEeHTp xupypruu uM. akai. b.B. IlerpoBckoro», KpaeBoro neTckoro renarojaoruyeckoro
- TacTPO3HTEPOJOTHUECKOro LeHTpa KpacHOSIpCKOro KpaeBoro KIMHMYECKOTO LEHTPa OXpaHbl
MaTePUHCTBA U JIETCTBA, MCIOIB3YIOTCS B Yy4eOHOW mporpamMme Ha Kadeape MOTUKINHUYSCKON U
commanbHOM meauarpun OO TBOY BIIO «Poccuiickuii HalmoOHAIBHBIA HCCIIETOBATEIHCKUN

MequuuHckui yausepceuret uM. H.M.I1Iuporosa» Munsnpasa POD.

ITaTenTsl M H300peTeHU:

[Ipuoputernass cmnpaBka Ha mnateHT Poccuiickoit ®eneparuu Ne 2014121508 Poccuiickas
Oepepanust. Criocod omnpeaesieHus] CTENEHU HapYyIIEHUS CTPYKTYPhl MEUEHU W BBIPAKEHHOCTH
nopTanbHON runepreHsuu y nereit / Hamazosa-bapanosa JI.C., Bonasinen I'.B., Emroxuna H.H.,
Kum 2.0., ®unun A.B., lllaBpo A.A., JIBopsikoBckuii 1.B., JIBopskosckas I'.M., CenskoBuu
BM., Unmeun A.I'., KonoBa C.P., IlaxomoBckas H.JI., Bapuukuna M.A., CksoproBa T.A.;

3asutens PI'BHY «Hayunslil IeHTp 310pOBBs AeTei», 3asaBi. 28.05.2014.

Hyoankanun
I[To Teme nuccepranuu omyONMKOBaHO 15 medatHbIXx paboT, B TOM 4Hcle 3 cTaTbd B

peleH3uPYEMbIX HAYYHBIX U3/IaHUSX, peKOMeHA0BaHHBIX BAK.

O0beM 1 CTPYKTYpa AUCCEPTALMHU
Huccepranus uznoxeHa Ha 132 crpanunax, Bxiarodas 31 tabmuiy u 22 pucynka. CocTouT u3

BBCACHUA, 0630pa JIMTCPATYPhI, OIIUCAHUSA o0beMa u MCTOA0B HCCICOAOBAHNMA, 3 r1aB cOOCTBEHHBIX



UCCJICIOBAHM, 00CYKJICHUS PE3YJIbTATOB UCCIICAOBAHMUS, BHIBOIOB, TPAKTUYCCKUX PEKOMEHIAIUH.

Cnucok jimTepaTyphl BKIIIO4YaeT 168 HCTOYHMKOB, M3 HUX 53 0TEUeCTBEHHBIX U 115 3apyOeKHBIX.

COJAEPKAHUE PABOTHBI

O0beM U MEeTOAbI HCCJICOBAHUSA

Pabora mpoBonmiace Ha 0a3ze racTpOIHTEPOJOTHUECKOTO OTACICHHS C TernaTOIOrHMYeCKOU
rpynmoi (pykoBomutens — A.M.H., npod. A.C.IlortanoB) Hay4yHo-uccienoBaTenbckoro HHCTHTYTA
neAuaTpul W B OTIEJICHHWUM BOCCTAHOBHUTEIBHOTO JIEUEHHUS JeTel C OOJe3HSMU OpraHoB
NUIICBApUTENBbHON  cuctembl  (pykoBogutens —  KMH.  O.CI'yamobuna)  Hayuno-
HCCIIEIOBATEIHCKOTO MHCTUTYTA MPO(PUIAKTHUECKONW MEeIUaTPHH U BOCCTAHOBUTEIHHOTO JICUCHHS
@DenepatbHOTO TOCYIAPCTBEHHOTO OFOJDKETHOTO HAYYHOTO YupexiaeHus «Hayunerid 1eHTp
310poBbs jAerei» (aupexkrtop — akagemuk PAH, mpod. A.A.bapanoB), u Ha 0a3ze oTAeneHus
nepecagkyd mnedeHu (pykoBoautenb - A.M.H. A.B.Ounun) denepanbHOro rocyaapcTBEHHOTO
OIOPKETHOTO HAay4yHOro YyupexjaeHus «Poccuilckuil Hay4yHbIH LEHTp XUPYpPrUM HM. akal.
B.B.ITerpoBckoro» (aupexrop - a.M.H., mpod. C.JI./[3emenikeBuy).

ITon maGmoaennem Haxomuiauch 405 nereit B Bo3pacte oT 1 mo 17 net (cpemHmii Bo3pacT
10,844,1): 192 manpuuka (47,4%) u 213 neBouex (52,6%) B nepuox ¢ mapta 2005 1. o ceHTsIOpb
2014 r. (pucyHok 1).

Bcero mox nadmronennem n=405

PHIX HII3/
n=61 n=344
bonesns AyTOUMMYHHBI Bonesnu neyenu | He umeror Gosesnei
Bunbcona BE renaTur n=249 neyeHu (rpymnmna
n=30 n=19 cpaBHEHHs) n=95
Jpyrue 6onesnn AYTOMMMYHHBIH I'eTaTUT Bonesns Buiiscona
rneueHu™ = n=54 n=87
n=12
Xpounueckuii rematut C YMepiu OT NE4eHOUHOH
n=93 — HEZ0CTaTOYHOCTU
n=15

Pucynok 1 — Pacnipenenenue aereil B 3aBUCUMOCTH OT MeCTa HaOJIOIEHUSI.
* - Xpounueckuii renatut B (n=1), rimukoreHoBast 6one3nsb 1 B Tum (n=2), anbda-1-
AQHTUTPUIICUHOBASI HEJOCTATOUYHOCTH (N=1), KpUNTOr€HHbIN TenaTuT (n=8).
N3 mux B ®I'BHY HI3/] nabmronanocs 344 pebenka: 249 nereit ¢ pasnuunbiMu XBII
(cpennuit Bo3pact 10,2+4,3 net), cpenu Kotopbix 15 nereit (cpeanuit Bo3pact 5,4+3,9 ner),

yMEpUINX OT MEeYEHOYHOM HEeJIOCTATOYHOCTH (apXMBHBbIE JaHHbIE), U 95 nereit (cpeaHuil Bo3pact



10,6+4,5 ner), y KOTOpBIX MO pe3yibTaTaM KIMHUKO-IUArHOCTUYECKUX METOJIOB MCCIICIOBAHUS
JAHHBIX 3a MATOJIOTUIO MEYEHU BBISABIECHO He ObUI0: 42 manbunka (44,2%), 53 neBouku (55,8%)
(rpynma cpaBuenus). B ®I'bHY PHIIX um. akan. b.B.IlerpoBckoro nabmomancs 61 peGeHok
(cpemuuii Bo3pact 12,7+3,9 ner) B nepuon ¢ mapra 2005 r. mo ceHTs16pp 2014 r.: 25 ManbuuKOB
(41,0%), 36 neBouek (59,0%). YV 59 pereit (96,7%) Obun BoisBien LII B ucxone pa3audHbIxX
3abosieBanuii nedenu, y 2 nereit (3,3%) LI BeisiBien He Obi1. Beem aersm 31Ol Tpymmbl Oblia
IIpOBe/IcHa TPAHCIIAHTAIUS TIEUCHHU.

[Ipu pa3paboTke OayUIbHON CHCTEMBI OMpEENICHUs CTENEeHH HapylIeHUs (QYHKUIUU TeYeHH,
pe3yabTaThl OMOXMMUYECKHUX HCCICAOBAaHMM KPOBU 15 MAIMEHTOB, YMEpPUIMX OT IMEYEHOYHOU
HEJ0CTaTOYHOCTH, PaCLEHUBAIMCH KaK MTOKAa3aTeNl, XapaKTepU3yIOIIHe «aOCOII0THOE HapyIIEHUE»
byHKIMM niedyeHu. Pe3ynbraTel OMOXUMUYECKUX UCCIIETOBAaHUM KPOBU 95 NeTell rpymnibl cpaBHEHUS
pacCIeHUBAIIUCH KaK MOKA3aTeNlH, XapaKTepU3yIOIINe «OTCYTCTBUE HApYIICHUI» (YHKIIMH MEYCHH.
[Tokazarenu, cocTaBisAOUINE MOJOBUHY YPOBHS «a0COJIIOTHBIX HapyLIEHUI», PaCLEHUBAINCH KaK
«ymepeHHble HapyumeHus» (MK®), pacnonararomuecs B JAMANa3oHE MEXAY I[OKa3aTelsiMH,
XapaKTepU3YIOIINMH «yMEpPEHHbIC HAPYIICHH» U «a0CONIOTHBIE HAPYILICHUS», PACIICHUBAIIUCH KaK
«TSDKENble HApYIICHUS», a B JAMANa30He MEXAY MOKa3aTeNlIIMU, XapaKTePU3YIOIIUMHU «OTCYTCTBUE
HapyLICHU» U «yMEPEHHbIE HAPYIICHU, - KAK «HE3HAYUTEJIbHbIE HAPYILICHUS.

Jlnia pa3pa®oTKy OaJlIbHON CHCTEMBI ONPEEIICHUS CTENIEHN HApYLIEHUS! CTPYKTYphI IEYEeHU U
BBIPQXEHHOCTH MOPTATBHONW THIEPTEH3UU MPOBEICH MHOTO(AKTOPHBINA aHAIW3 TMOKa3zarenei 295
neteit ¢ pazmuunabiMu XbII, HabmomaBmuxcs B8 ®I'BHY HIB3/] u ®I'BHY PHIX um. akan.
b.B.IleTpoBckoro, B TOM 4ucie E€TH, KOTOPHIM ObliIa TIPOBE/IEHA TpaHCIUIAHTalUs neueHu (n=61).
PesynbTarel MccnenoBaHui AeTed, yMEpUIIMX OT MEYEHOYHOM HEJOCTaTOYHOCTH, HE Opajuch B
pa3paboTKy CUCTEMBI ONpEAEICHUs CTENEHH HapyLIEHHs CTPYKTYPbl NME€YEHH M BbIPAKEHHOCTH
NOPTAJIbHOM THUMNEPTEH3UHM B CBA3M C HEAOCTATOYHBIM KOJMYECTBOM COBOKYIHBIX JaHHBIX
MHCTPYMEHTAJIBHBIX METOAOB HccienoBanus. Kak mokaszarenu, XxapakTepu3yroline «a0COJIFOTHBIE
HapyIICHUs» CTPYKTYpPhl NEYEHW U BBIPAXKEHHOCTH MOPTAJIBHOW THIEPTEH3UH, OBUIM B3STHI
pe3ynbTaThl HCCTeN0BaHU 26 OONBHBIX, BBIJICNIEHHBIX U3 61 manueHTa, KOTOPhIM Oblia IpoBeeHa
TpaHCIUIaHTalMsl NeyeHu (cpeaHuil Bospact 13,2422 ner) - 11 manpunkoB (42,3%) u 15 neBouek
(57,7%). Crenenb HapymieHus GyHKIUM TEUYEHH Yy JETeH HTOM TpyMIbl, ompenenseMas B
COOTBETCTBUU C pa3paboTaHHOUN OammbHOUW cuctemon, coctaBisuia 50% wumm Gonee (58,0+4,2%),
yro, corjacHo MK®, sBusercs TsHKenblM HapylieHHeM (QYHKIIMH OpraHa, a B COOTBETCTBUU C
mexxayHapoanbiMu mkanaMu MELD u PELD, konuyectBo 6amioB y Hux 6buto 20 u 6onee, 4To
CBUJICTEIILCTBOBAJIIO O HEOJIAroNnpusATHOM MPOrHO3E€ BBDKMBAEMOCTH B TEUEHUE TPEX MECSIIEB.

YuureiBas HGO6XO)II/IMOCTI) CpO'—IHOI\/II TPpaHCINIAHTAllMU TICUYCHU, IMOKA3aTC]IM HMHCTPYMCEHTAJIBbHBIX



METO/IOB HCCIICZIOBAaHUS ATHX NAIMEHTOB PACICHUBAINCH KaK «a0COJIOTHBIE HApyLIICHHUS» U
OLICHUBAIIUCH B «0» GasioB.

buoxuMuyeckoe UCCIeI0BaHUE KpPOBHU IPOBOAMIOCH B IEHTPAIN30BAHHOW KIMHHUKO-
quarHoctuueckoi saboparopuu (pykoBogutenb — a.M.H. E.Jl.Cemukmna) HUW Ilegmatpum
OI'BHY HIB3JA wu B naboparopud KIMHUYECKOW OHOXUMHUU (PyKOBOIUTEIh — J.M.H.
10.B.Muxaiino) ®I'bHY PHIIX um. akan. b.B.Ilerposckoro.

Henpsimast yiapTpasBykoBas GubOpossacToMeTpus MeYeHW npoBoauiach 124 manueHtam Ha
anmapate Fibroscan 502 (Echosens SA, ®paHums) ¢ wHcmoigb30BaHMeM jgardynka Small2 B
racTPO’HTEPOIOTMYECKOM OT/AEICHUU C TeNaTOJOTHYECKOW TpyNnoi (pyKoBOIUTENb — Mpod.,
a.m.H. A.C.IloranoB) HUU neguatpun ®I'bHY HII3/. Ilokazarenu snactuunoctu nedenu (klla)
COIIOCTABJICHBI B COOTBETCTBUHU C MEXIAYHAPOJHBIMU PEKOMEHJAIUSAMU CO cTamusiMu (hubposa mo
Metavir (Sandrin L., 2003).

VabTpazBykoBoe uccienopanue (Y3U) opraHoB OpromHON MOJOCTH BbIOJHEHO 390
NaleHTaM B OTIEJICHUHM YIbTPAa3BYKOBOW TUArHOCTUKU (PYKOBOAMTENh — J.M.H., Mpog.
N.B./IBopsikoBckuit) @OI'BHY HIB/ u B naboparopuu yIbTpa3ByKOBOM JHArHOCTHKHU
(pyxoBogutens — aA.M.H., mpod. FO.P.Kamanos) ®I'bHY PHIX um. akan. Bb.B.Ilerposckoro.
OneHka pa3MepoB IIE€YEHH, CEJIE36HKH, JUMaMeTpa CTBOJAa BOPOTHOW M CEJIE3€HOYHOW BEH
IPOBOAMIIACH TIO METOJIMKE, Pa3padOTaHHOMN B OTAENEHUH YIbTpa3BykoBoro uccienosanus ®I'bHY
HII3/I B cooTBeTcTBUU C pocToM pebenka (JIBopsikoBckuit M.B., 2009).

[TynkunoHHas GMONCHs TEYEHN TPOBOIMIACE B OTJCIICHUH O0IEeH Xupypruu (pyKOBOIUTENb
- 1.M.H., ipo., I.A.MopozoB) HUU nerckoii xupypruu (IMpekTop — 1.M.H., ipod., JI.A.Mopo30B)
OI'BHY HIBJ Bpadom-xupyprom — a.M.H., mpod. B.M.CensxoBuyem. Mopdomoruueckoe
UCClieIoBaHME OMONTATOB IE€YEHU MPOBOJAMIOCH Ha Kadeape NaToJIOTHYecKOd aHaTOMUU U
KJIMHUYECKOH maTojorudeckoi anatomun Ne2 mnenmatpudeckoro ¢akynpsrera PHUMY um.
H.W.IIuporosa (pykoBoautenb - AM.H.,, mpod. E.JL.TymanoBa). J[lns oOLeHKH HHIEKca
rucronornueckoi axktuBHoctH (MI'A) umcnonp3oBancs mnomykonudecTBeHHbINM uHAekc Knodell
(Knodell R.G., 1981). Ouenka craguu ¢pubdpo3a npu MOp(OI0ruyeckoM UCCIIeTOBAaHIUH OUONTATOB
neueHu nposoauiack no meroay R.G.Knodell B Mogudukanuu V.Desmet u coaBT.

Hanuuue Bapuko3Horo pacmvpenus: BeH nuieBoaa (BPBII) u ctenenb ero BbpaXXeHHOCTH
OIleHUBAIUCH 385 marmenTaM npu nposeaeHnn Guoposrszodaroracrpoayonenockornnu (OITJIC) Ha
0a3e OTHEeNEeHUs PHJIOCKOMUYECKUX U MOP(OJIOTHUECKUX HCCIEAOBAHUN (PYKOBOIUTEND - JI.M.H.
M.M.JIoxmaroB) Hay4HO-HMCCIeI0BATENBCKOTO HHCTUTYTa MNPO(UIAKTUYECKOW NeIuaTpuu Hu
BOCCTAHOBUTEIBHOTO JedeHus (aupektop — wieH-kopp. PAH, nm.u., mpod., JI.C.Hamazona-

bapanosa) ®I'BHY HII3]/] u B oTaenennn sH10CKONNHN (pyKOBOAMTEND - A.M.H. M.B.Xpycranesa)
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OI'BHY PHIIX um. akaan. b.B.IlerpoBckoro. Ouenka crenenu BPBII u xenynka npoBoaumiach
cornacHo knaccudukaruu A.A.IllaBposa (I1laBpoB A.A., 1998).

Pa3paboTka cucTeMbl ONpeNeleHUs] CTENEeHU HapylieHdus (QYHKUUM TMEeYEeHU M CHCTEMBI
oTpezieNieHus] CTENEHH HAPYIIEHUS! CTPYKTYphI MIEUEHU U BBIPAXXKECHHOCTU MOPTAIILHON TUIIEPTEH3UN
POBOWIACH corfacHO pekomennanusiM MK®, B koTopoil HapymieHUs] (yHKIUU WM CTPYKTYPHI
Ha 0-4% pacueHMBaIUCh KaK OTCYTCTBHE HapylleHuM, Ha 5-24% - Kak HE3HAuYUTEIbHbIC
HapyweHus, Ha 25-49% — kak ymepeHHble HapymeHus, Ha 50-95% - kak Tskenble HapyLIeHUs, Ha
96-100% - xak aOCONIOTHBIE HAPYLICHHUSI.

CraTucTHYecKUi aHaJTN3 BBIMOJIHEH B onepanuonHoii cpeae Windows XP ¢ ucrons3oBaHreM
KOMIBIOTEepHBIX TporpamMMm Microsoft Excel 2010 u makera CTaTHCTHYECKOTO aHAIM3a JAaHHBIX
SPSS 16 (SPSS Inc., CIIIA). KonnuecTBeHHBIEC TIEPEMEHHbBIE OMMCHIBANCH YHUCIOM MAlMEHTOB (1),
cpenHuM apudmeTndyeckuM 3HavyeHwem (M), memmanod (Me), CTaHIAPTHBIM OTKJIOHEHHEM
cpenHero (o). KauecTBeHHblE NepeMEHHbIE OMMUCHIBAIUCH AOCONIOTHBIMU U OTHOCUTEJIBHBIMU
yactoTamu. JlJig nepBOHAYaJIbHOTO aHAJIM3a KOJIWYECTBEHHBIX IEPEMEHHBIX MPOBOIMIICA TECT Ha
HOPMAJIBHOCTh pacmpeneneHus npu nomormu Kputepus KommoropoBa-CMupHOBa, KpHUTEpuUs
Jlmnmuedopca u Tectra [llanupo-Bunka. Jlns cpaBHEHUsS HOpPMaIbHO pacHpeelIeHHbIX
KOJINYECTBEHHBIX JIAHHBIX HCIONB30BaH t-kputepuii Crpromenta. [lpm ananmse BBIOOPOK, HE
HNOMUYUHSIONINXCS 3aKOHY HOPMAJIBHOTO pacHpeleieHts], HCIOJIb30BAJIM HemapaMeTpUuyecKuil
MeTo[ - KpuTepuii ManHa-YutHu. Ilpu aHann3e KauyecTBEHHBIX INEPEMEHHBIX JOCTOBEPHOCTH
pa3auuuii B 4YacTOTE€ BCTPEYAEMOCTH TOTO WJIM HMHOIO IpPHU3HAKa B CPaBHUBAEMBIX TIpyIIax
OLICHUBAJIM TI0 KPUTEpUIO XU-KBajpatr (y*). ns aHanmmza cBA3M MeXIy NMpPU3HAKAMU MPUMEHSUTN
meton Koppenauuu [lupcona (R), oaHOGMaKTOpHBIN/MHOTOQAKTOPHBIN JUCIEPCUOHHBINA aHAIU3,
MeToA JHMHeHHOU perpeccun. KoppensunoHHas cBsi3b npu Kodgduuuente koppemsiuuu go 0,5
pacueHuBanach kak Huskas, 0,5-0,7- ymepennas, 0,7-0,9- cunpHas. Bee pacueTs! npoBoAMINCE NIPU
ypoBHe 3HauuMoctu 0=0,05. Pa3znuuus cuuTanuch CTATUCTUYECKHM 3HAUYMMBIMH IPH YpPOBHE
omn6oku p<0,05. AHanM3 AMArHOCTUYECKON 3HAUMMOCTH JIJIsl IPOBEACHUSI TPAHCIJIAHTAI[UH IEUYEeHU
CHCTEMBI ONpe/eIeHNs CTENeHU HapylleHUs] QYHKIUU NEUYeHH M CUCTEMbI ONpe/eIeHUs CTeNeHN
HapyIICHNUs CTPYKTYpbl NEYEHHW M BBIPAKEHHOCTH IOPTAJIBHOW TUIIEPTEH3UM y AETEH, a TaKXKe
OLICHKY YpOBHS IIOpOTOBbIX 3HAUYE€HUH TOKa3zaTeled TMpU  ONTUMAJIbHOM  COYETAaHUU
YYBCTBUTEJIBHOCTH U CHEUU(DUUYHOCTH OCYIIECTBISIIM MeTojgoM mnoctpoeHuss ROC-kpuBBbIX.
WnpopmaTUBHOCTH MOKa3aTeNs OLEHUBAIACh M0 BelW4yuHe momanu noa kpusoi (AUC). Ananus
JUINTENILHOCTU HaOJIO/IEHUS 3a MAIlMeHTaMH 10 MOMEHTa IMPOBEACHUS TPAHCIUIAHTALMU TEYEHU

oneHuBaiu Merogom Kamnana-Meiiepa.
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[TpoTokonbl UCClIeNOBaHMS OBLIM OJ0OpEHBI HE3aBUCUMBIM  JIOKAbHBIM  ATHYECKUM
komuTeToM M yuyeHbiM coBetoM OI'BHY HII3/. [IpencraBurensiMu MmainueHTOB, a TAaKK€ CaMUMH
NMalydeHTaMu B Bo3pacTe crapmie 14 jer ObU1o IoAnMcaHo HMH(POPMHUPOBAHHOE COTJAcHe Ha

00paboOTKy MepCOHANBHBIX JaHHBIX.

PE3YJIbTATBI HCCJIEJOBAHUA U UX OBCYKJIEHUE

[Ipu oueHke crerneHu HapyuieHHs (YHKIUU T€YeHU OBLIM BbIIEICHBI OMOXUMHYECKHE
MOKa3aTeNIl, OTPAKAIOIIUE POJIb MeuyeHH B oOMeHe OenkoB, »kupoB W yrieomoB: AJIT, ACT,
MOYEBMHA, aMMHUAaK, albOyMHUH, IEpPYJOIUIa3MHH, TpaHCPEeppuH, (PUOPUHOTEH, MPOTPOMOUH IO
KBuky, xonecrepun, OunupyOuH, TIIIOK03a, JIAKTAT, YYUTHIBAICSA K03 duuueHT ne Purtuca.

3a0osieBaHrsa TIEYEHH MOTYT COMPOBOXKIATHCS PA3TUYHBIMU BapUaHTAaMU H3MEHEHHM
OMOXMMHYECKHX MOKa3aTeseil, NCIOIb3YEMBIX MPHU OLEHKE CTETeHU HapylieHus (yHKIUHU [TeYCHH
B oOMeHe OENKOB, JXKMPOB M YIJICBOJOB, BIUSHHE COYETAHHOCTH M3MEHEHHMH KOTOPBIX HEPEIKO
TpyaHO ydecTb. C 3TOH LENbI0 B KauecTBE BCIOMOTATEILHOIO MHCTPYMEHTa Obuia pazpaboTaHa
OayibHas CUCTeMa OINpeAeNieHUs CTENeHW HapylieHuu (yHKIUU TedeHu. [Ipu sToM ypoBeHb
KOKIOr0 OMOXMMHMYECKOTO IIOKaszaress, COOTBETCTBYIOIIUN  «OTCYTCTBHIO  HapyILICHUI»,
olleHUBAaeTcs B «4» Oamna, «HE3HAUYUTENbHBIM HapymieHHIM» - B «3» 0Oamia, «yMEpeHHO
BBIPQXEHHBIM HApyIICHUSIM» — B «2» Oaia, «TsKeNbIM HapylleHusm» — B «l» Oami,
«a0COMIOTHBIM HapyuieHusM» — B «0» OamnoB. Cymma OanioB, HaOpaHHBIX IIPH OLEHKE
OMOXMMHUYECKHX TIOKa3aTeslel, CIY)KUT OLIEHKOH cTerneHW HapyueHus (GyHKUuM nedeHu. [lpum
OTCYTCTBUM HApPYIICHHH CYMMapHOE€ KOJIMYECTBO HAOpaHHBIX OalioB paBHO 54-56, mnpu
HE3HAYUTENbHBIX HapylleHUusx — 43-53 Oaiia, Npu yMEpEeHHBIX HapylleHusX - 29-42 Ganna, npu
TSDKETIBIX HapyIIeHUsX - 3-28 6ayuioB, MpHu aOCOMIOTHBIX HapymieHusx - 0-2 6amia (tabmauna 1).

AHau3 JaHHBIX HUCTOpHM Oone3Hel 15 manMeHTOB, yMEpIIMX BCIEICTBUE IEYEHOYHOU
HEJIOCTAaTOYHOCTH, TIOKa3ad, 4YTO (YHKIMS TIeYeHM Yy HUX Oblia cHmkeHa Ha 75,0+6,3%
(MuHUMAaIBHO HapylieHa Ha 65,0%, makcumanbHO HapymieHa Ha 82,9%) (p<0,001 B cpaBHeHUU ¢
HalMeHTaMM, KOTOphIM Obljla MpPOBEAEHA IUIAHOBas TPAHCIUIAHTALMS T[I€YEHH), YTO MOXKET
CBHUJIETEJILCTBOBATh O TOM, YTO CHM)KeHue (yHKIMM medyeHu Ha 65,0% u Oonee sBiseTcs
KU3ZHEYTPOKAIOUIUM U MOXET CIYXHUTh KpUTEPHEM IOKa3aHUW K TPOBENCHUIO CPOYHOU
TpaHCIUTAaHTAI[UU TICYCHH Y €T (PUCYHOK 2).

[Ipu Hambonee ONTUMAIBHOM COOTHOLIEHUHM YYBCTBUTEIBHOCTH M CIEUU(PUYHOCTH,
COCTaBJISIFOLIUX COOTBETCTBEHHO 72,2% u 64,4%, moporoBoe 3HAYEHUE CTOMKOTO CHUKEHUS
(GYHKIIMM TEeYeHu 7S OINpe/eseHHs MOKa3aHWi K TpaHCIUIaHTanuu mnedeHu coctasuiio 40,0% u

ooitee.



[4)

Tabomuma 1 - bannpHas cucTema OIEHKHM CTENEHW HapymieHUs (QYHKIUH IIEYEHU Y JAeTei
OrcyrcTBHE He3nauureabHbIe YMepeHHbIe Tsxenble ADCOIOTHBIE
. o o o e ==
Hapyumenui | =2 HApYIIEHHUS = | papymienus | = | mapymenus | = | mapymenus | =
EanHuubl = = = = =
Ioka3aTenun (CcHM:KeHHMe | = (CHM:KeHHe =| (cHM:KeHHMe | = | (cHM:KeHHe | = | (CHHJKeHHe =
H3MEPECHUSA < < < < <
GyHkumMu A GyHkumnn | dyHknun A byHxunn A byHxunn A
Ha 0-4%) Ha 5-24%) Ha 25-49%) Ha 50-95%) Ha 95-100%)
I'mroko03a HaToMIAK MMOJIB/JT >4 48 4 3,58-4,47 3| 2,40-3,57 2 1,45-2,39 1 <1,44 0
Jlakrar MOKB/JI <1,56 4 1,57-1,86 3| 1,87-2,24 2 2,25-2,93 1 >2.94 0
AnpOyMuH r/n >42.3 4 37,1-42,2 31 31,9-37,0 2 26,7-31,8 1 <26,6 0
HepynonnazmMun MI/ 1 >20,0 4 16,7-19.9 3 13,3-16.,6 2 10,0-13,2 1 <99 0
OubpuHOreH r/n >3,04 4 2,50-3,03 3 1,98-2,49 2 1,45-1,97 1 <1,44 0
EEEEI;OMWH o % >95,7 4 90,7-95.6 3| 585-90,6 | 2| 264-584 |1 <263 0
Tpancheppun MT/ T >244 4 202-243 3 176-201 2 150-175 <149 0
AJIT ME/n <17,2 4 17,3-83,9 3| 84,0-150,6 | 2 | 150,7-217,3 >217,4 0
ACT ME/n <28,6 4 28,7-112,3 3| 112,4-196,0 | 2 | 196,1-279,7 >279,8 0
- - - <
Kosddmiment 1e ACT/ 1,31-1,72 0,88-1,30 0,09-0,87 <0,08 0
P AJIT 1,73-1,83 4 50307 3 158007 2 WIIH 58)071
mrmaea 1,84-2,27 2,28-2,73 2,74-3,57 >3,58
AMmHaK MOKB/1 <32,0 4 32,1-39,7 3| 39,8477 | 2| 47,8624 >62,5 0
(MOHBI AMMOHHSI)
MoueBnHa MMOJIB/JT >3,7 4 3,2-3,6 3 2,7-3,1 2 2,2-2,6 <2,1 0
bunupyoun obmuii MKMOJIb/JT <14,0 4 14,1-76,5 3| 76,6-139,9 2 | 140,0-201,9 >202,0 0
XoJecTepuH MMOJIB/JT >4.0 4 3,3-3,9 3 2,7-3,2 2 2,0-2,6 <1,9 0
MakcumanabHO BO3MOYKHOE KOJTUYECTBO 0alIOB 56

Mpumeuanue. CymmapHas mudpa 0aioB CIYKHT OIEHKOW CTETIEHW BBIPAKCHHOCTH HApyIMIeHWH (DYHKIMW TIEUYSHH: OTCYTCTBHE HapYIICHUH
¢bynkuuu nedeHu (cHmxeHue ¢pyHkuuu Ha 0-4%) — 54-56 6amioB, HE3HAUUTEIbHBIE HApyHIeHUS (YHKIUHM MeYeHHU (CHIDKEHHE (YHKUIUHU Ha 5-
24%) — 43-53 OGamnoB, yMepeHHble HapylieHUs (QyHKUUU nedeHu (CHwKeHue (yHKUuU Ha 25-49%) — 29-42 OamnoB, TSKENble HapylIEHUs
¢bynkuuu nedeHu (cHwkeHue QyHKuuu Ha 50-95%) — 3-28 GamioB, abcostoTHBIE HApYIIEHUS (QYHKIMM MeueHH (CHUKeHue (QyHKIMU Ha 96-
100%) — 0-2 6anna.
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ROC-ananu3 OaxnpHOW CHUCTEMBI OIPENENICHUS] CTETNEHW HapylleHUs (YHKIMU TEYCHU
YCTaHOBHJI, YTO OHA 00JIaIaeT yMEPEHHOI 3HAYMMOCTBIO B ONIPECIICHUH ITOKa3aHUH K ITPOBEICHUIO

TpaHcIuiaHTauu nedenn y aereid (AUC=0,776) (pucyHok 3).

100+

*%
] 0,8
* *)H%

60 o 0,67

q)"B CTBHTEJLHOCTH

20+ 0,27

Cumkenne GyHkuuu nedenu, %

AUC=0,776

0,0 T T T T
0,0 02 04 06 0,8 10

I I I
JleTs, moTOpEM JeTH, OTOpPEM JeTs, ymepime oT
TPAHCIUTAHTALFC T06 JEHE MPOBEMEHA TS HOMHOH 1- CHBI.];PI(I]H‘H—IDI:TL
He GBITA MORA3AHA (1=234) TPAHCTOTATAINNE MEYRRH HENOCTATOUHOCTH (1=13)
(n=61)

PucyHnok 3 - [luarHoctuyeckasi 3Ha4MMOCTh
0aJUTEHOU CHICTEMBI OIICHKH CTEIICHU HapYIICHUS
(YHKINU TIEYCHN TIPU OTIPEIeIICHIH TTOKa3aHu’ K

MPOBEACHUIO TPAHCIUIAHTAIINH TICUCHH y JeTel
(ROC-ananus).

Pucynok 2 - CHmkeHre QyHKINN IICYCHA Y
JIETeH C ee XPOHUIECKIMHU OOJIE3HAMH.
* - p<0,001, ** - p<0,001.

C nomo1pto pazpaboTaHHOM OaNIbHOW CUCTEMBI ONPEAEICHHS CTENIEHN HapyIIeHHs! (PyHKIUH
Ne4yeHu ObUI MPOBEJICH aHAIU3 HapyLIeHUH (QYHKLIMU NeUeHH y JeTel ¢ ayTOMMMYHHBIM T'ellaTUTOM
(AWT), 6one3nbto Bunbcona (bB) u xponnueckum renatutom C (XI'C), a Takke AMHAMUKH KX

n3MeHeHui Ha (oHe Tepanuu (Tabnuima 2-4).

Tabampa 2 - JluHaMMKa BBIPR)KEHHOCTH HAapyUIEHUM (QYHKIMM TE€YeHH Y JAeTed ¢
ayTOMMMYHHBIM relaTUTOM Ha (pOHE Teparuu

AVTOMMMYHHbL IlepBasi rocnuTaau3anus Yepes 6 mecsieB Yepes 12 mecsineB
y l“el'laT}l:lT n Cuuxenne GpyHKIHH n Cunxenne GpyHKIUU n Cunxenue QyHKIUA
neyenu, % neuenn, % neyeHu, %
I{uppo3sa Her 21 21,9+8,9' 19 18,1+7,0 17 18,748,1
L{uppo3 medeHH 33 33,3+12,6"7"° 27 22,2+8,1° 25 18,9+10,1°
Bce maruenTsl 54 28,8+12,5" 46 20,6+7,9° 42 18,8+9,2°

Hpumeuanue. ' - p=0,001, * - p<0,001, > - p<0,001, * - p<0,001, ° - p<0,001.

Tabauua 3 - /luHaMuKka BBIpaKEHHOCTH HapylIeHUH (QYHKIMU MEYeHU Yy eTeil ¢ 00JIe3HbI0
Bunscona Ha ¢oHe Tepanun

IepBas rocnuTaau3anus Yepes 6 mecsines Yepes 12 mecsines
Boje3ns Buibcona n CHuzkenue pyHKImuu n CHu:xkenne pyHKIuH n CHukenue GpyHKIMHA
neyenn, % nevenn, % nevenn, %
[{upposa HeT 29 37,8+11,6" 27 36,3+10,1 24 31,5+7,9"
[{uppo3 nedeHu 58 48,112,977 55 40,9+8,1° 51 35,4+8.8%
Bce manueHTs! 87 41,3+12.9° 82 38,0+9,6 75 33,3484

Mpumeuanue. ' —p=0,041, ” - p<0,001, > - p<0,001, * - p<0,001, ° - p<0,001.
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Tabauua 4 - JluHamMuKa BBIPAKEHHOCTH HApyIIeHWH (QYHKIUU TE€YEeHH Yy JeTeil ¢
xpoHudyeckuM rernatutoMm C Ha ¢poHe Tepanuu

. IlepBasi rocnuTaU3aNus Yepes 6 mecsinen Yepes 12 mecsinen
XpoHuveckuu
CHuzkeHue (pyHKIINHA CHuzkeHne (pyHKIINH CHukenne pyHKIA
rematur C n n n

neyenn, % neyenn, % neyenn, %
I{uppo3a HeT 87 17,0£7,7 82 13,1£7,8 75 17,3+5,9
Iluppo3 neuenu 6 26,017,4** HET JaHHBIX HET JaHHBIX
Bce narmenTsl 93 19,1+7,8" 82 | 13,1+7,8" 75 | 17,345,9

Mpumeuanne. - p=0,001, -p<0,001, - p<0,001.

AHanu3 BeIpakeHHOCTH HapyieHud ¢ynknuu nedenn npu AWIL, BB u XI'C gokasan, 4Tto
HauOoJiee 3HauMMBble HapyleHus: ¢pyHkuuu orMedarorcss npu LI1 He3aBUCHMMO OT TOro, B MCXOJ€
Kakux 3a00JieBaHMI OH pPa3BMBAETCS. YCTAHOBIIEHO, YTO BBIPAXKEHHOCTh HApYyIIEHUH (QyHKIMI
neyeHu Oonee 3Haumma npu bB, wem mpu AUD m XI'C, a takxke Mmoka3aHO, KaKk HM3MEHSAETCA
¢GyHKIUMS Te4eHn Ha (OHE MPOBOIMMON TEPAIH, YTO MO3BOJSIET MCIOJIB30BaTh pa3paboOTaHHYIO
CHCTEMY OINpE/IeICHUsl CTENIEHU HapylleHus: (GYHKIMU IeUYeHH B JUHAMUKE Ha (POHE JieueHUs JUIs
OLIEHKH (P PEKTUBHOCTH IPOBOIUMON TEpPaIUH.

Ha ocHOBaHMM MHOTO(AKTOPHOTO aHaIN3a, YYHUTHIBAIOIIEIO YPOBEHb KOPPEISIIMOHHBIX
cBs3ei, BblneneHbl 10 mokazaresnei, OTpakaloIIMX CTENEHb HAPYUIEHUS CTPYKTYpPbl IE€YEHU
(omenka mno wmxkane Metavir npu ¢(ubposnacroMeTpur, oLeHKa Mo Iukaige Desmet mpu
MOpP(OJIOrHUECKOM HCCIIEA0BAaHUM MEYEHN) U BBIPAXKEHHOCTh MOPTAJIbHON TUIEpTeH3UH (AUaMeTp
CTBOJIOB BOPOTHOW M CEJIE3€HOYHON BEH, JUIMHA CEJE€3€HKH, pEeKaHalIM3alusl IMyNO4YHOM BEHBI,
BPBII, acuurt, ruaponepukapa, rugporopakc). [Ipu a3Tom Kakaplii U3 BBIJCIECHHBIX MOKa3aTelei
IOpU CTaTUCTHUYECKOW O0OpabOTKe pe3yabTaToB HMCCIEIOBAaHMNM NpPU OTCYTCTBHM €TI0 HapyIIeHUH
OLIEHUBAJICA B «4» Oaiia, MpU HE3HAYMTENbHBIX HAPYIHIEHUAX — B «3» Oaiuia, Mpu yMEpPEHHO
BBIPQKEHHBIX HApYLIEHUSIX — B «2» 0Oayuia, Npu TOKENIbIX HapylleHusx — B «l» Oami, npu
a0coMoTHBIX HapylieHusX — B «0» 6amnos. CymMmapHast uudpa 0anioB CIyKUT OLIEHKON CTENEeHU
HapyIlIEHNUs CTPYKTYpbl NE€YEHH WM BBIPA)KCHHOCTH NOPTAJBHOM THUIEPTEH3UM: NIPU OTCYTCTBUH
HapyleHUH CyMMapHO€ KOJIM4eCTBO HaOpaHHBIX OayioB paBHO 38-40, mpu HE3HAYMTENbHBIX
HapymeHusx - 30-37 OawioB, mpu yMEPEeHHBIX HapymeHusx - 20-29 06amioB, MPHU THKEIBIX
HapymeHusx - 3-19 6amnos, mpu abCOMOTHRIX HapymeHusx - 0-2 6amna (Tadnuma 5).

Ha ocHoBanum paspaboTaHHOi OalabHOM cHCTEMBI ObUI TPOBEACH AaHAIM3 JIaHHBIX
uccnenoBanuii 26 nereit, y kotopsix MELD u PELD cocraBuino 20 6amioB u 6onee, a GyHKUIUS
nedyeHu Oblia cHkeHa Ha 50% u Gosee. YCTaHOBIIEHO, UTO CTPYKTYpa MEUEHU U BBIPAKEHHOCTh
MOpPTANIbHOM TUNEPTEeH3UH y HUX Oblia HapymieHa Ha 43,8+15,1% (MUHMMalbHO HapylleHa Ha

22,5%, wmakcumanibHO HapymeHa Ha 60,0%). CrnenoBarenbHO, YYMTBIBasE MaKCHUMaJIbHOE



Tabauna S - banibHas cucTeMa OLIEHKU CTEINEHU HApYIIEHUs CTPYKTYPbI IIEUEHU U BBIPAXKEHHOCTH I1OPTaIbHON TMIIEPTEH3UU

OtcyrcTBHE — [HesHauureabHbie | _ | YMepeHHbIe | _ Tsxennblie — | AbcosmoTHbIe | _
Hapymenuii | =2 | HapymeHus = | wmapymenus | = | napymenus |2 | napymenus | =2
IHokazaTenu = = = = =
(mapymienune | = | (HapylIeHHe = | (mapymienne | = | (HapymeHue | = | (HapymeHue | =
CTPYKTYPHI Ha é CTPYKTYPHI Ha é CTPYKTYPBI HA é CTPYKTYPHbI HA fg CTPYKTYPBI HA fg
0-4%) 5-24%) 25-49%) 50-95%) 96-100%)
T 0
JIaMETP BOPOTHOH BEHbI, 7o OT <101,8 4 101,9-111,2 | 3| 111,3-1224 | 2| 1225-142,8 |1 >1429 | 0
MaKCHMAaJIbHO JOITYCTUMOW HOPMBI
A o 0
JHaNteT CenescroHoil Betkl, %% ot <105,6 4| 1057-121,7 | 3| 121,8-1454 | 2| 1455-182,6 |1 >182,7 | 0
MaKCHMAaJIbHO JOITYCTUMOW HOPMBI
A 0
Pasmep cenesiki (uitia), % ot <101,2 4|  1013-1073 | 3| 1074-1148 | 2| 1149-1282 |1 >1283 | 0
MaKCHMAaJIbHO JOITYCTUMOW HOPMBI
BapukozHoe pacimupeHue BeH 0 4 1 3 ) ) 3 1 4 0
MTUIICBO/IA, CTENICHb BHIPAKCHHOCTH
BripaxkeHHOCTH (puOpO3a neueHu
(Mopdoornyeckue JaHHbIE), OaIbI 0 4 1 3 2 2 3 1 4 0
o mkaine Desmet
BeipaxkxeHHOCTB (pOpO3a neyeHu
(dubposnacTomerpus), 6AIIIBI 11O 0 4 1 3 2 2 3 1 4 0
mkane Metavir
Pexananuzanus myno4Hoi BEHbI HET 4 eCThb 0
Acuur HET 4 €CThb 0
I'mppoTopakc HET 4 €CThb 0
I'unponepuxap HET 4 eCTb 0
MaxkcruManbHO BO3MOXKHOE KOJIMYECTBO OAJIIOB 40

Mpumeuanne. Cymmapnas nudpa 0amioB CIYKHT OIEHKOW CTETIeHW HAapyIICHUS CTPYKTYPHl MEYEHH W BBIPAKEHHOCTH MOPTAIBHON TUNIEPTCH3HU: OTCYTCTBHE
HapyLIeHUH CTPYKTYpHI MEYEHHU M BBIPAKEHHOCTH MOPTAIBbHOW TMNEpTeH3uH (HapymeHue cTpyKTypel Ha 0-4%) — 38-40 OansioB, He3HAYMTENbHbBIE HAPYILCHHS
CTPYKTYpHI TIEUEHU W BHIPAKEHHOCTH MOPTAIBLHON THIIEPTEH3UH (HapyIIeHue CTPYKTYphl Ha 5-24%) — 30-37 GamioB, yMepeHHbIE HAPYIICHHUS CTPYKTYPHI MEUEHU U
BBIPQXCHHOCTH TOPTAIBbHON THUNEPTEH3WH (HapyIIeHHe CTPYKTypsl Ha 25-49%) — 20-29 6amnoB, Tspkenple HApYHMIEHHWs] CTPYKTYpPbhI TEYEHH W BBIPAYKEHHOCTH
NOPTaJIbHOM runmepreH3uu (HapyuieHue cTpykTypbl Ha 50-95%) — 3-19 OamoB, aOCOJIOTHBIE HApyLIEHUS! CTPYKTYPBl HEUEHH W BBIPAKEHHOCTH MOPTAIBLHON
TUNEPTEH3UH (HapylIeHue cTpykrypsl Ha 96-100%) — 0-2 Ganna.

ST



16

OTKJIOHEHHME I10Ka3aTelsl MpPU YCIOBUM CPOYHOCTH IPOBEJEHUS TPAHCIUIAHTALUU IIEUYEHU Yy JEeTel
cormacHo mkanaMm MELD u PELD, napymenue crpyktypsl Ha 60,0% u 6oj1ee MOXHO CUMTATh
KpUTEpPUEM ITPOBEICHHS CPOUHON TPAHCIUIAHTALIMY [IEYEHH Y JIETEH.

[Ipu nHaubosnee ONTUMAIBLHOM COOTHOLUECHUH UYYBCTBUTEJIBHOCTH U  CHEHU(PUUHOCTH,
COCTaBISIIOLIMX COOTBETCTBEHHO 72,2% u 94,4%, mnoporoBoe 3HAau€HHME CTENEHU HapPYLICHUS
CTPYKTYpHI MIEYCHH U BBIPAKXEHHOCTU MOPTaNbHON runepreH3uu 0pu10 40% u Gonee. [IpoBenenue
ROC-ananu3a OaiabHONM CHUCTEMBI ONpPENENICHHS] CTENEHHW HApYIICHUS CTPYKTYPbl MEYEHH HU
BBIPAKEHHOCTH MOPTAJIBHOM TUIIEPTEH3UMM HAa MOMEHT IIEPBOM rocnuTaiu3auuu 295 nmanueHToB ¢
pasmuunbiMu XBII, Brimrouaromiee aeTeld, KOTOPHIM B TOCIEACTBHH OblIa MpOBEJAEHA IUTAHOBAs
TpaHCIUIaHTaIMsl mnedyeHu (n=61) mokazano, 4Yro oOHa oOOJagacT BBICOKOW 3HAYUMOCTBHIO B
oTpezieNieHUH MOKa3aHui K MPOBEACHUIO TpaHcIaHTauuu nedenu y aereid (AUC=0,927) (pucyHok

4).

1,0

o
[}
1

quCTBHTEﬂLHDCTb
[=1
h

0,2

AUC=0,927

0,0 T T T
0.0 02 04 06 08 1,0

1 - CrrermuuiruHoc TE

Pucynok 4 - Jluarnoctudeckasi 3Ha4MMOCTb OaNIbHON CUCTEMBI OIIEHKHU CTETIEHN HAPYIICHHS
CTPYKTYpPBI IIEUEHHU U BBIPAKEHHOCTH MOPTAIBHON THIIEPTEH3UN B ONPEIECIICHUH MTOKA3aHNH K
MIPOBEICHUIO TpaHCIUIaHTauK neueHu y nereit (ROC-ananus).

CraTtucTuueckuii aHajlu3 TMO3BOJWJI  3aKJIIOYUTh, YTO MOKAa3aHUSMU K IUIAHOBOM
TpPaHCIUIAHTAllUM TI€UEHU SIBISAIOTCA CTOMKOE HAapyLIEHUE CTPYKTYpbl NE€YEHH M BBIPAXKEHHOCTH
noptaiabHO#M runeprensun Ha 40% u 6onee. Hapymenue ctpykrypsl Ha 60% 1 OoJiee paclieHUBaeTcs
KaK JKH3HEyTposKarolee U TpedyeT NpoBeACHUs CPOYHON TPAHCIIJIAHTALIUN TIEUYEHHU.

C nomolpio pazpaboTaHHOHN OAJUIBHON CUCTEMbI ObUT MMPOBE/IEH aHAJINU3 CTETIEHU HapyIICHUS
CTPYKTYpBI IEUEHH U BBIPAXKEHHOCTH NopTasibHON runeprensuu y aeteit ¢ AUL, bB n XI'C, a taxxke

JMHAMUKU UX U3MEHEeHuH Ha (oHe Tepanuu (Tabnuua 6-8).
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Tabauma 6 - JluHaMuKa HapylIeHUH CTPYKTYpPhl MEUYEHHM M BBIPAKEHHOCTH MOPTAIBHOMN
TUIIEPTEH3UH Y AETEN ¢ ayTOUMMYHHBIM I'€IIaTUTOM
. IlepBasi rocnuTa Iu3anus Yepes 6 mecsnes Yepes 12 mecsineB
AyTOMMMYHHBI
Hapymenue Hapymenue Hapymenue
renaTur n o n o n o
CTPYKTYPBI, % CTPYKTYpBIL, % CTPYKTYpBIL, %
[uppo3a Her 21 13,242,577 19 11,0+2,3" 17 9,8+1,8”
[uppos nedenn | 33 24,8+8 3777 27 16,9+6,9° 25 15,6+5,3°
Bce namuentsl 54 20,4+9,2°7 46 15,125,0° 42 13,452

Hpumeuanne. ' — p=0,019, > — p=0,001, * - p<0,001, * - p<0,001, ° - p<0,001, ® — p=0,001, ” - p<0,001.

Tabauma 7 - JluHaMuKa HapylIeHUsS CTPYKTYpbl TI€YEHH U BBIPAKEHHOCTH MOPTAIBHOMN
TUTIEPTEH3UHU y JieTel ¢ 6oJe3ubio Buiibcona
IlepBas rocnuTaau3anms Yepe3s 6 mecsinen Yepes 12 mecsaues
boxesit Hapymenue Hapymenue Hapymenue
Buabcona n o n o n o
CTPYKTYPBI, % CTPYKTYpEI, % CTPYKTYpBI, %
I{uppo3a HeT 29 10,5+4.,0" 27 10,5+2,0 24 10,0+1,5
[uppos nedenn | 58 32,7+9,2'7 55 26,2+9,7%° 51 18,8+6,1°
Bee nammentsr |87 25,048,1"° 82 15,749,3" 75 14,246,1°

Mpumeuanue. ' - p<0,001, * - p<0,001, * - p<0,001, * - p<0,001, ° - p<0,001.

Taoauna 8

- JluHamMMKa HapylmeHus CTPYKTYpBI

THUIICPTCH3UU Y JeTel ¢ XPOHHUYCCKUM I'CIIATUTOM C

IIEYCHU W BBIPAKCHHOCTU HOpTaJIBHOfI

. IlepBasi rocniuTanu3anus Yepes 6 mecsiieB Yepes 12 mecsiues
XpoHuueckuit
Hapymenue Hapymenue Hapymenue
renatut C n n n
CTPYKTYPBI, % CTPYKTYpBI, % CTPYKTYpBI, %o
[upposa Her 87 5,7+2,2" 82 4,8+1,5 75 5,6+3,2
Huppo3 neueHu 6 19,2i14,1* HET JJaHHBIX HET JaHHBIX
Bce nanmenter | 93 6,8+4.4 82 4,8+1,5 75 | 5,643,

Mpumeuanne. - p<0,001.

IIo maHHBIM MOp(i)OJIOFI/I‘-IeCKOl"O HUCCIICAOBaHUA TKAHU IICUCHU IMPOBEACHA B CPABHUTCIIHLHOM

acniekte ouieHka BelpaskeHHOCTH UI'A o Knodell npu AUT, BB u XI'C (Tabauua 9).

Tadauuma 9 — XapakTepUCTHKa THUCTOJIOTMYECKON aKTUBHOCTH B 3aBUCUMOCTH OT JTHOJIOTHUHU
XPOHUYECKHUX 00JIe3HEH MeueHn

AyYTOUMMYHHBIT BoJe3nn Xponnyeckuii
I'mcronornyeckas renaTur Bunibcona renatut C
AKTHUBHOCTH (n=40) (n=45) (n=86)
aoc. (%) adc. (%) abc. (%)
MHHHMAIHASL AKTHBHOCTb 10 (25,0%)’ 21 (46,6%) 56 (65,1%)'

27 (31,4%)
83 (96,5%)

11 (27,5%)
21 (52,5%)

20 (44,4%)
41 (91,1%)*

Hwuskasg aktuBHOCTH
MunumManbHas + HU3Kas
aKTUBHOCThH

VMepeHHast aKTHBHOCTb 13 (32,5%)’ 3(6,7%)’ 3 (3,5%)
Bricokasi akTUBHOCTh 6 (15,0%) 1(2,3%) 0
YMmepeHHas + BbICOKas 21 (47,5%) 4 (8,9%)" 3 (3,5%)

AKTUBHOCTBb

Mpumeuanne: . ' - p<0,001, * - p<0,001, > - p=0,006, * - p<0,001.
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YcranoBneno, uto B cpennemM MI'A 6bu1 mocroBepHo Bbime npu AUL (8,5+4,2 Ganna), yem
npu XI'C (3,1£2,1 6amna; p<0,001 B cpauenuu ¢ AUID") u bB (4,1+2,7 6amna; p<0,001 B cpaBHECHUHN
¢ AUD). Ilpu stom y nereit ¢ AUT, He moydaBIIUX UMMYHOCYIIPECCUBHYIO T€paNdi0 Ha MOMEHT
npoBeneHuss Ouorncun mnedenn, MI'A cocraBmsn 10,7+4,3 OGamra, a y Jereld, NOJydYaBIIUX
MMMYHOCYIIPECCUBHYIO Tepanuio Oosee 2-x HeJenb ObUT JOCTOBEPHO HMXKE U cocTaBisil 6,9+3.4
6ama (p=0,031).

®ubpo3 neuenu Obw1 O60see BeipaxkeH npu AUIL, ywem npu XI'C (p<0,001) u BB (p<0,001)
(trabmuna 10). MunumanbHblld GUOPO3 MEUSHH WM €r0 OTCYTCTBHE Yalle OOHAPYKHBAIUChH IMPHU
XI'C B cpaBuenuu ¢ bB (26,7% cnyuaes, p<0,001) u AUT" (7,5% cayuaes, p<0,001) u cocrasisii
60,5% nabmronenuii. Beipaxxenusiii pubdpo3 u LI game Bcrpewancs npu AUID B cpaBHennn ¢ bB

(40,0% cnyuaes, p=0,005) u XI'C (8,2% cnyuaes, p<0,001) u cocraBmusut 72,5% HaOIIOACHUIA.

Tab6auua 10 - Yacrora BcTpedaeMoCTH pa3U4HON cTaanu (udpo3a U mUppo3a MedYeHu y JeTei ¢
XPOHUYCCKUMU 00I€e3HsIMH II€YEHN

AyTOMMMYHHBI Boaesnn XpoHuyeckui
Dudpo3 renatut (n=40) Buabcona (n=45) renatut C (n=86)

aoc. (%) aoc. (%) aoc. (%)
Hert ¢ubposa (FO) 0 2 (4,4%) 3 (3,4%)
Munumanssbii puopos (F1) 3(7,5%)" 10 (22,2%)° 49 (56,9%)"
g;él()l;i@osa + MUHHUMAaJbHBIH 3 (7.5%)’ 12 (26,7%) 52 (60,5%)"
Ymepennsiit pudpo3s (F2) 8 (20,0%) 15 (33,3%) 27 (31,5%)
Boipaxennsrii Gpuopos (F3) 18 (45,0%) 10 (22,2%)"° 7 (8,2%)°
Huppos (F4) 11 (27,5%) 8 (18,6%) 0’
BhipaskeHHbIH GHOPO3 + IHPPO3 29 (72,5%)" 18 (40,0%)"” 7 (8.2%)

Hpumeuanne: ' - p<0,001, > - p<0,001, > — p=0,042, * - p<0,001, > — p=0,046, ° — p=0,046, " - p<0,001, * —
p=0,005, ° - p<0,001.

CpaBHHTENBHBIN aHAIHU3 TaHHBIX MOP(OIOTUIECKOTO UCCIETOBAHHS TKAHU TIEYEHU U CTETICHH
HapyleHHs ee QYHKIUU [10Ka3al, YTo HapylIeHus GyHKIMU e4yeHn 0ojiee BhIpakeHbl Ipu (pudpo3e
F3-F4 no mkane Desmet o cpaBaenuto ¢ pudpozom FO-F1 (p=0,033) (pucyHok 5).

KoppensiuoHnHslii aHanu3 CTENeHW HapylmieHus (QYHKIUW TEYeHH U €€ MOP(OIOTHIECKUX
m3meneHud npu XBII ycraHoBuI 3HauMMyl0 B3auMOCBsI3b co craaueil ¢ubpoza mo Desmet
(R=0,561, p<0,001) u cnabyro B3aumocssi3s ¢ U['A (R=0,320, p<0,001). KoppensimoHHbIii aHamms
HapymeHuss (YHKIMM W HapylIeHUS CTPYKTYphl TI€UYEHH U BBIPAKEHHOCTH MOPTAJIbHON
runeprensun 'y gered ¢ XbIl mokasam, 4To MMeeTcss CpefHss B3aHUMOCBSI3b MEXIY STUMH
nokazatemsivmu (R=0,542, p<0,001).

CraTvcTHYeCKU aHaJIU3 JAHHBIX MO3BOJMII 3aKIIOYUTh, YTO CTENEHb HapyIIeHUs (yHKIHUU
MEYEHU HAXOAUTCS B TPSAMOM 3aBUCUMOCTH OT CTENEHM HapylUIeHHs ee CTPYKTypbl U

BBIPKEHHOCTU MOPTAIbHON TMIEPTEH3UHU. Y CTAHOBJIEHO, YTO Hanbosiee 3HaUMMO Ha HapylleHue
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(YHKIMU TEYEHU BIUSIOT BBIPAXKEHHOCTH (PUOpO3a M CTENEHb T'MCTOJIOTHYECKON aKTHBHOCTH TI0

JaHHBIM MOp(l)OJ'IOl"I/ILIeCKOFO Hucciaeca0oBaHus.

504

40

304

20

CHuxenue GyHKIMU neyenu, %

T T T
$dudpoz 0-1 Pudpoz 2 dudpoz 3-4

Pucynok 5 - Hapymenne ¢hyHKIMM NIeYeHN Y A€TEH C pa3TUIHBIMH 3a00JI€BAHUSIMH B 3aBHCHUMOCTH OT
ctagun (udbpo3a 1o JaHHBIM MOp(oJIOrHYecKoro uccieaoBanus. * - p=0,033.

ConocraBneHre  JaHHBIX  (UOpPO’TACTOMETPUM € JAaHHBIMM ~ MOP(OJIOrMYECKOro
UCCIIEIOBAaHMsI TKAaHM II€YeHHW IoKaszano, uro ¢ubpo3y mneuenn FO mno mxame Desmet
coorBeTcTBYtoT mnokazarenn 7,2+1,7 kPa (FO-F2) mo mkane Metavir, ¢ubposy F1 mo mxane
Desmet - 5,8+1,8 kPa (FO-F2) mo mxkane Metavir, ¢pudbpo3y F2 mo mkane Desmet - 6,1+2,6 kPa
(FO-F2) mo mkane Metavir. ®ubpo3y F3 no mkane Desmet cooTBeTcTBYIOT nokaszarenu 12,5+4,0
kPa (F2-F4) no mkane Metavir (p<0,001 B cpaBHEHUM C BBIpaXXEHHOCTHIO (UOpO3a MO AAHHBIM
¢dubposnactomerpun mneueHu npu F2 mo mkane Desmet), ¢ubposy F4 mo mxame Desmet —
18,5+6,2 kPa (F3-F4) no mxane Metavir (p=0,005 B cpaBHEHMH C BbIpa)XEHHOCTbIO (prOpo3a 1o
naHHBIM (QuoOpo3nactromerpun nedenu npu F3 mo mkane Desmet). Takum oOpa3zom, mokazarenu
¢ubposnacToMeTpun, CBUAETENbCTRYIONME 0 Hannuuu Gudposa nedenu F3 u F4, coorBercTByIOT
JaHHBIM MOpQOJIOorHyecKkoro uccienoBanus. Ilokasarenu, cBHIETENbCTBYIOIIME 00 OTCYTCTBUHU
¢ubpo3a, MUHUMAJIBHON WM YMEPEHHOU BbIpakeHHOCTH (Quodpo3a neuenu (FO-F2), nonyuennsie
npu GudposTacTOMETPHHN, HE BCETIa COOTBETCTBYIOT JAHHBIM MOP(OIOTHIECKOTO MCCIIEIOBAHHS
TKaHU [1€YEHU.

N3 295 nereit ¢ pazmuunbiMu XBII Obuio BbiaeneHo 38 mamuMeHTOB (CpeaHH Bo3pacT
12,543,5 ner) ¢ LIl B ucxoge bB (n=24), AUI' (n=9) u kpunrorenHoro remarura (n=5): 19
MaJIBYUKOB U 19 1eBoUeK, y KOTOPHIX Ha MOMEHT IMEPBOM TOCHMUTAIN3AIMNA CHUKEHHE QYHKIIUU U
HapylIeHHe CTPYKTYpPbI NMEYEHU M BBIPAKEHHOCTh MOPTAIBHOW TrurepreH3uu coctasisuim 40% u
Oosee, 4TO, B COOTBETCTBUH C Pa3pabOTaHHBIMHU OAJUIBHBIMU CHUCTEMaMH, SBIISUIOCH MMOKa3aHUEM K

MIPOBEJICHUIO TpaHCIUIaHTauuu nedeHu (11 manuentoB - 28,9% - k cpouHOl TpaHCIUTaHTaUuu, 27
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6ombHBIX - 71,1% — K TUIaHOBOHM TpaHCIJIAaHTAlMK re4eHu). [IpoBeaeH CpaBHUTENBHBIA aHATIN3
JIMHAMHUKHA U3MEHEHHH (YHKIIMHU, CTPYKTYPHI MIEYCHN M BBIPAXCHHOCTH HMOPTAILHON THIEPTECH3UH

Ha (hoHe Tepanuu y AeTei 3Tor rpynisl (Tadmumna 11).

Tabauua 11 — /IlunamMuka HapyIeHus: CTPYKTYPhl U (PYHKITUU TICYCHH MMAIIMEHTOB, Y KOTOPBHIX Ha
MOMEHT MEePBOM TOCIUTATM3aUKA OHU ObLTH CHIKEeHBI Ha 40,0% u Gosee

IManueHTHI ¢ pa3INnYHbIMHU IlepBasi rocnuTau3anus Yepes Yepes
XPOHHYECKMMHU 00JIe3HIMHU NeYeHH (n=38) 6 mecsineB (n=8) |12 mecsineB (n=8)
CHmxkenne QpyHKIIH nedeHu, % 52,84+8,9* 44,5+7,0* 40,549,6

Hapymienune cTpyKTypbl HEYSHU U

*% k%
BBIPAKCHHOCTH TOPTAIbHOM THIEPTEH3UH, %o >0,8+11,6 31,8+9.8 28,6+9.9

[pumeuanne: * - p=0,011, ** - p<0,001

Yepes 6 u 12 mecsmeB OT Havana TEparuy MOKAa3aTed CTEIEHH HapylIIeHUS CTPYKTYPHI U
(GYHKIIUH MIeYeHU TPOBOIMIINCH TOJIBKO Y 8 IeTel B CBS3U € TeM, YTo 29 manueHTam mnociie nepBoin
rociutanu3anuu Obia mpoBeneHa OTIL, 1 mamuwent BbIOBIT M3 HabmogeHUs. B TedeHue
CIIEAYIONIETO ToAa mocie 12 MecsleB OT Hayajna Tepanud 7 W3 § MAIMEHTOB BBIOBUIH W3
HaOmonenus, 1 pedbenky Oputa mposeneHa OTII.

W3 mpencraBieHHBIX JaHHBIX CIEIyeT, YTO CTOWKOE HapylleHHWE CTPYKTYphl U (DyHKIUU
neyenu Oonee 40% Ttpebyer paccmorpenusi Bompoca o mpoBeaenun OTII y nmereit. Ha done
JedeHusi Hanboliee 3HAYUMOe YITyqllleHne GYHKIUU U CTPYKTYPHI IIEYSHH TPOUCXOIUT B TCUCHHE

IEPBBIX 6 MECAILICB OT Ha4YaJia IMaTOrCHETUYCCKOM TCpaIru.

BbIBO/IbI

1. Crenenp HapymieHus (YHKIMM TMEYEHU OIpEIeNseTcss ¢ MOMOIIbI0 OalIbHOM CHCTEMBI, B
KOTOpPOW 10 TATHOAUIBHOW IIKaje OIeHUBAlOTCS 14 OHMOXMMHMYECKHX IIOKa3aTesei,
OTP@XAWIIUX pPOJb TNEYeHH B OOMeHe O€NKOB, MXHUPOB U YIiIeBoAOB (anbOymuH,
allaHMHaMuHoTpac(depasza, acmapraTamMuHOTpaHcdepasza, koddpduuument ne Purtuca, oOumii
OunMpyOMH,  XOJEeCTepHUH, TJIOKO3a, JIaKTaT, aMMMaK, MOYEBMHA, TpaHC(hEeppHH,
HepyJIoTIa3MuH, mpoTpoMOuH 1o KBuKy, (GuOpHMHOTEeH) ¢ MOCIEAYIOIMIMM CyMMHPOBAHHEM
0aJTOB M OTIPE/IeICHUEM CTETICHH UX YMEHBIIICHUS B ITPOIECHTAX.

2. CreneHb HapylmeHUs CTPYKTYphl T€YEHH U BBIPQKEHHOCTh MOPTAIbHOW T'HIIEPTEH3UU
OIPENIeNIAIOTCA C TIOMOIIbI0 OaUIbHOW CHCTEMBI, B KOTOPOH MO NATHOAIIBHON IKaje
oneHuBaroTcst 10 mokasareneil (oleHKa BbIpakeHHOCTH (hubpo3a npu GpuOposrnacToMeTpuu u
npu MOP(OIOTUIECKOM HCCIICAOBAHUH TICUYCHH, TUAMETP CTBOJA BOPOTHOH BEHBI, THAMETP

CTBOJIa CEJI€3€HOYHOM BCHEI, JJIMHA CCJIC3CHKU, HAJIMYNC PCKaHAJIMU3alUU Hy1'IO‘-IHOI71 BCHBEI,
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acuuTa, THAPONEpUKapAa, THAPOTOPAKCA, CTENEHb BAPUKO3HOTO PACIIMPEHUS BEH IMHUILEBOA) C
MOCJIENYIONUM CYMMHPOBAaHHEM OaJJIOB M OINPEJCICHHUEM CTEIeHH HX YMCHBIICHHS B
MPOICHTAX.

3. Crenenp HapymieHUs (YHKIHH TEYEHU 3aBUCHUT OT BBIPAKEHHOCTH (PuOpo3a WM IUppo3a,
JIETEHEPATUBHBIX M BOCHMAIHUTEIBHBIX TPOIECCOB: YeM OoJblle BhIpakeH (HUOpO3 U CTENeHb
THCTOJIOTHYECKON aKTUBHOCTH, TeM 00Jiee 3HAYUTEIHHO CTPaiaeT QyHKITUS MeUeHHU.

4. Pemenue 0 HEOOXOIUMOCTH TPAHCIUIAHTAIIMHU TIEUCHU MIPH XPOHUUYECKHUX €€ OO0JIe3HAX Yy JeTeH
JIOJKHO TIPUHUMATHLCA HE paHee, 4YeM uepe3 6 MecslleB OT Hayajla aTOreHEeTUYECKOW Teparuu.
[TokazaHussMM K IUIAHOBOW TPAHCIUIAHTALUMH I[I€YEHU SBIAIOTCA CTOWKHWE HApYUIEHUS €€
cTpykTyphl Ha 40% u 6onee u cTolikue HapymeHus pynkuuu Ha 40% u Goee.

5. Hapymenue cTpyKTypsbl I€YEHH U BBIPAXKEHHOCTH NMOPTaIbHOU runepTeH3uu Ha 60% u 6omee u
HapylieHne (QyHKIuM nedeHu Ha 65% u Oojee paclieHHMBAIOTCS Kak >KU3HEYTPOXKAIOIIWE U

TPeOYIOT POBEACHHS CPOYHOU TPAHCILIAHTAIIMH TICYCHH.

INPAKTUYECKHUE PEKOMEH/JALIMHU

1. OmnpezneneHue CTENEHUW HapyIIEHUs (QYHKUMU I€YeHH Y JeTed JOJDKHO IPOBOAUTHECS C
NIOMOIIBbI0 OaJIbHOM cucTeMbl, Oa3upyrouleiics Ha OLIEHKe OMOXMMMYECKMX IOKa3aTeled KpoBH,
OTPaXaWIIUX poOJb TIeYyeHu B oOMeHe OenkoB, JKMPOB U  yIIeBOJOB (aJbOyMmuH,
alTaHMHAMUHOTpacdepasza, acmapraTaMuHOTpaHcdepasa, kodbdumuent ae Putuca, oOmmit
OUIMpyOUH, XOJIECTEpUH, TJIOKO3a, JIAKTAaT, aMMMaK, MOYEBHMHA, TpaHC(HEPpHH, LEPYJIOIUIa3MHH,
nporpoMOuH 1o KBuky, ¢ubpuHoreH). VYpoBeHb KaxJA0ro OWOXMMHUYECKOTO I[OKazaTes,
COOTBETCTBYIOIIMKM «OTCYTCTBUIO HapYIICHUN», OILIEHUBAETCS B «4» Oaijia, «HE3HAYUTEIHHBIM
HapymeHusiM» - B «3» 0ajia, KyMepeHHO BBIPAKCHHBIM HAPYIICHHSIM» — B «2» 0aia, «TsKelbIM
HapymeHussM» — B «l» Oami, «abcoyoTHBIM HapymieHusM» — B «0» OammoB. Cymma 06aiios,
HaOpaHHBIX MpPHU OIIEHKE OMOXMMMYECKMX IOKa3aTelel, CIY)KUT OLIEHKOH CTeneHW HapylleHUs
¢byakuu neveHu. [lpu orcyrcrBuM HapymeHud QyHkuuu nedeHu (cHuwkeHue ¢yHkiuu Ha 0-4%)
CyMMapHO€ KOJIMYeCTBO HaOpaHHBIX OaigoB paBHO 54-56, mpu HE3HAUUTEIHHBIX HAPYUICHUSX
(cHmxeHue QpyHKIUM Ha 5-24%) — 43-53 Gaia, Ipy yMEPEHHBbIX HAPYHICHUAX (CHIKEHHE (YHKIIUU
Ha 25-49%) - 29-42 Ganna, npu TSOKEIBIX HapylIeHUsX (CHIkeHHe QyHKiuu Ha 50-95%) - 3-28
0ayIoB, TpH a0COIFOTHBIX HApYIIEHUAX (CHIKeHne GyHKIun Ha 96-100%) - 0-2 6anna.

2. OnpeneneHne CTENEHW HAPYMICHUS CTPYKTYphl TEYEHH W BBIPAKEHHOCTHh TOPTaIbHOM
TUIEPTEH3UN Y JIETeH JOJDKHO MPOBOAUTHCS C MOMOIIBI0 OalUIbHOM cucTeMbl, Oa3upyromieiics Ha

OICHKE TUAIrHOCTHUYCCKUX MCTOOOB MCCIICAOBAHUA:
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a. BBIpQKEHHOCTh (PuOpo3a MeYeHH W IHMpPpo3 Hpu NpoBeneHHH (HuOpo3IacTOMETpUU U
MOpP(OJIOTMYECKOM UCCIIE0BaHUM TKAHHU MEYEHU C OLEHKOW Ka)J10ro mokasaress 10 MATHOaIbHON
HiKaje: ot «4» 0amioB pu oTcyTcTBUM (rOpo3a neueHu 10 «0» 6auIoB Npu LUPPO3€E NEYECHHU;

b. yBEJIMYEHHUE AUaMeTpa CTBOJA BOPOTHOW BEHBI, TMAMETPa CTBOJIA CEJIE3EHOYHON BEHBI, JUIMHBI
CEJIE36HKM B IIPOLIEHTaX OT MAaKCHUMAJbHO JOINYCTUMOM HOPMBI 10 JaHHBIM YJIbTPa3BYKOBOI'O
UCCIIEIOBaHMs; CTENEHb BAPUKO3HOIO  pacIIMpPEHMs] BEH [MILEBOAA INpU  IPOBEACHHUU
¢$ubpo3z0daroracTpoLyoA€HOCKOIINH € OLIEHKOM Ka)K10T0 MoKa3aTelis o NATHOAITIbHOM 1IKase.

C. HaJIMYME pPEKAHAIM3allMy IYIOYHOM BEHbI, acLuTa, I'MJIpONepuKapla, TMApPOTOpakca IpH
yIBTPa3BYKOBOM HCCIIEIOBaHUU OlleHUBaeTcs B «0» OaioB, a X OTCYTCTBHE — B «4» Oaia.

Banner cymmupyrorcs, a 3Ha4eHHE CyMMbl HaOpaHHBIX OaJJIOB MCIOJB3YETCS Ui OICHKH
CTENEHU HapYIIEHUS CTPYKTYphI MEYEHU M BBIPAKEHHOCTH NOPTAIbHOM runepreHsuu. CymmapHoe
KOJINYECTBO HAOpaHHBIX OAJUIOB IPU OTCYTCTBUU HApPYLIEHUH CTPYKTYphl IEYEHU U BBIPAXKEHHOCTHU
MOpTalIbHON TUNEpTEeH3UU (HapyleHue cTpykrypbl Ha 0-4%) paBHO 38-40, mpu HE3HAYUTEIbHBIX
HapyLIeHUsIX (HapylleHue CTpYKTypbl Ha 5-24%) - 30-37 GainoB, MpU YMEPEHHBIX HapyILIEHUSAX
(HapymieHue cTpykTypbl Ha 25-49%) - 20-29 6amioB, mpu TEKENbIX HapyLICHUAX (HapYyIICHHE
cTpyKTyphl Ha 50-95%) - 3-19 GamnoB, npu aOCONIOTHBIX HAPYIICHUAX (HApYyIICHUE CTPYKTYPHI Ha
96-100%) - 0-2 Gamna.

3. BannmpHBIE CHUCTEMBI OIpENENIeHUs] CTETIEHH HapymeHHs (YHKIUU W CTEIICHW HapyIICHHS
CTPYKTYpbl MEYEHM M BBIPAKEHHOCTU MOPTAIBHONW TMIIEPTEH3UU JOJDKHBI HCIHOJIb30BATHCS MPHU
peleHrH BOMpoca O HEOOXOJUMOCTH U CpOKax IPOBEACHUS TPAHCIUIAHTALMM [EYEHU IpH
XpOHMYECKHX ee OonesHsx y paereil. Ilpm »TOM mnjaHOBas TpaHCIUIAHTALUs MEYEHHU JIOJDKHA
MIPOBOAMTHCS. HE paHee ueM uepe3 6 MecsleB OT Hayajla MaTOreHETUYECKOW Tepanmuu MpH CTOWKOM
cHikeHnH ee (yHkuuu Ha 40% u Gosnee M HApYyUIEHUH CTPYKTYPbl U BBIPAXKEHHOCTH MOPTAIbHOM
runepren3un Ha 40% u Oonee. HapymieHus cCTpyKTypbl NMEYEHM M BBIPQKEHHOCTh IMOPTAJIbHON
runepreH3un Ha 60% u Oonee, U HapylieHUs: QYHKIMK NedeHn Ha 65% u OoJee paclieHUBAIOTCs Kak
KU3HEYTOPOKAIOIINE U SIBJISIFOTCS MOKa3aHUEM K CPOYHOM TpaHCIJIAHTAIlMU [IE€YEHH Y AETEH.

4. BannbHble cucTeMBbl ONpeneseHUs] CTENeHW HapylleHHs (YHKIMH U CTPYKTYpHI NEYEHH U
BBIPQ)KEHHOCTH TMOPTAJILHOW TUINEPTEH3UHM MOKHO HCIIOJNb30BaTh [UIS KOHTPOJS B JWHAMHKE 32
COCTOSTHMEM MaTOJOTMYECKOro IMpoliecca B MeUeHU Ha (POHE MPOBOAMMON Tepamuu C OIEHKOW ee
3¢ PeKTUBHOCTH.

5. [Ipy npoBEeAEHUM MENUKO-COLMAIBHOM DSKCIEPTU3bl C LEIbI0 YCTAHOBICHHUS CTEIEHU
HapyLEeHUs] CTPYKTYPhl U (YHKLUHU MEUEHH 11es1eco00pa3HO UCIOIb30BaTh pa3padoTaHHbIe OalbHbIE
CHCTEMBI OIpENEICHUs] CTENEeHH HapymeHuss (QYHKIMH W CTPYKTYphl TEYEHW W BBIPAKECHHOCTH

MTOPTAJILHON THIEPTEH3HUH.
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CHUCOK COKPAILIEHUN

AUI" - ayTOMMMYHHBIN renaTuT

AJIT - anannnaMuHoOTpaHchepaza

ACT - acmapraramuHOTpaHncdepasza

BB - 601e3up Bunbscona

BPBII - Bapuko3HO€ paclIMpeHUE BEH MULIEBOAA
UI'A — nHOekc ruCTOI0rHYECKOl aKTUBHOCTH
MK® - MexayHapoaHas kinaccuduxanus GyHKIIMOHUPOBaHUS, OTPAHUYEHHUM
KU3ZHENEATEIIBHOCTU U 3I0POBbsI

OTII - oproTonnyeckast TpaHCILUIAHTALMS IEYEHU
CTP - mikana Child-Trucotte-Pugh

V3U - ynbTpa3zByKoOBOE HUCCIIEIOBAHUE

OOT'JIC - pubporzodaroracTpoayo1eHOCKOIHS
XBII - xponnueckue 60Ie3HU MEYEHN

XTI'C - xponnueckuii renatut C

LTI - quppo3 neuenn

MELD - Model of End-Stage Liver Disease
PELD - Pediatric End-Stage Liver Disease



