Pesynbratbl. Bcero 6bi10 rocnuranu3mposaHo 612 fe-
Ten. Mo4Tn B MONOBUHE BCeEX cnyyaes (n = 244) obpatu-
JICb POAMTENU, YbWU LETU YNOTPEOUIN MO HEOCTOPOIKHOCTU
B3POC/bIX TE WK UHbIE JIeKapCTBEHHbIE Npenapartsbl. Bropon
Mo YacToTe NPUYUHOM CTano OTpaBliIeHNE feTen TEXHUHECKU-
MU XUOKOCTAMMU — Kaxoe NaToe obpalleHue B cTaluoHap.
N3 H1x 68 pgeTen ¢ Nofo3peHUeM Ha OXOr MULLEBOLA KUC-
NloTaMKU U LWenoYyamMu rocnutaanu3mpoBaHbl B 3KCTPEHHOe
xupyprudeckoe otgeneHue. Octpas anKorofibHas UHTOKCH-

H.H. EBmoxuHa (Il mecto)

Kauus 3adukempoBaHa y 15% geten 1 noapocTKoBs. MimetoT
MECTO OTpPaBNEHMUS YrapHbIM ra3oM, SA0BUTbIMU PaCTEHMUS-
MU, KPbICUHBIM S10M, MapuXyaHOM, KNeeM.

3aknioueHue. OcTpble OTpaBAEHUS anKoroiem 1 gypma-
HOM Cpeaun MOAPOCTKOB OCTAOTCA aKTyalbHOW nNpobnemon
9KCTPEHHOW MeauumMHbl. OCHOBHas ponb B NpodunakTuke
MHTOKCUKaUMIM Yy AeTEN OOWKONbHOro Bo3pacta npuHaane-
KUT POANUTENSAM, YbM OENCTBUSA AOMHKHbI OblTb HanpaBeHb!
Ha orpaHuyeHne AoCTyna K TOKCUYHbIM BELLECTBaM.

Hay4HbI LLeHTp 3a0poBbA AeTel, MockBa, Poccuiickas ®enepaums

CTPYKTYpPHO-PYHKLIMOHAJIbHbIE
HapyLeHUsa NeYeHU Npu ee XpOHUYECKOMN

naTtoJiIorum y AeTeu

AKTyanbHOCTb. /10 CvX MOpP OTCYTCTBYET OObEKTUBHASNA
CUCTEMA OLEHKM CTeneHu HapylleHWs CTPYKTYpbl U bYHK-
LMW MeYeHn Ha oCcHoBe MexayHapoaHOM KnaccuduKaLunu
OYHKLMOHMPOBAHUSA, OrpaHUYeHU KU3HedeAaTeNbHOCTH
n 3goposBba (MK®P), Kotopas Morna 6bl MCNONb30BaTb-
CA ONS OLEHKMW TAXKECTU NOpParKeHWs opraHa, U3MeHEeHWUH
B AMHaMUKe Ha GoHe Tepanuu, Npu NpoBeLeHUN MeAUKO-
coLManbHOM 3KCMNepTU3bl C LeNbio YCTaHOBEHUS KaTero-
pun «pebeHOK-UHBaNnL», a TakKe Npu peLleHnun Bonpoca
0 Heo6XOAMMOCTU NPOBEAEHMS TpaHCNNaHTauuu MeYveHu,
4YTO 06YCNOBNBAET HEOOXOAUMOCTb ee pa3paboTKu.

Llenb uccnepoBaHuA: paspabotatb crnocob ornpege-
NeHUs cTeneHn HapyleHnUa GYHKLUMU U CTPYKTYPbl MeYeHn
Ha ocHoBe MK®, ycTaHOBUTb 3aBUCUMOCTb CTEMNEHU Hapy-
WweHna GYHKLMK OT CTENEHWU HapyLeHWs CTPYKTYPbl NeYeHu
W BbIPaXEHHOCTW NOPTanbHON MMNEPTEH3UN.

Matepuanbl U MeToabl. [1poBefeHbl PETPOCMEKTUB-
HbIM @aHanu3 UcTopui 6one3Hn 282 nauueHToB B BO3pacTe
ot 1 go 17 net (cpeaHnin Bospact 10,8 + 4,1): 72 pebek-
Ka C ayTOMMMYHHbIM renatutom (AUM), 117 — ¢ 60ne3Hblo
BunbcoHa (BB) n 93 — ¢ xpoHuyeckum renatutom C (XI'C)
N oLeHKa pe3ynbratoB Y3WU, dmubpoanactomeTpun n Mopdo-
JIOTUYECKOr0 UccnefoBaHUsA TKaHW nedyeHu. Y 171 nauueHTa
onpefensnu BbipaKeHHOCTb dnbpo3a no Desmet U MHAEKC
rMCTONOrMYECKOM aKTMBHOCTM no Knodell. U3 Hux 48 nauu-
eHTam (cpefHui Bo3pacT 12,6 + 3,9 roga) ¢ UMPPO3OM
neyenu (LM) B ncxope BB (62,5%) n AUT (37,5%) 6bina npo-
BefieHa TpaHcnnaHTaumsa nedeHu (TI). CreneHb HapyweHWs
dYHKUMM nedeHn (CHOIT), cTeneHb HapyleHUs CTPYKTYpbI
neyeHn (CHCIT) n BbipaKeHHOCTb MOPTaNbHOM FMNEPTEH3UM
onpegensanu no 6annbHbIM LWKanam, paspaboTaHHbIM U 3ana-
TeHToBaHHbIM B PIrBHY «HU3/». OueHka CHCIl nposo-
aunacb npu aHanvse 10 nokasaTenewn, XapaKTepu3ytoLimMx
HapylweHWe CTPYKTYpbl NeyveHu (BblpaxKeHHOCTb Gubpo3a
no JaHHbIM 3M1acTOMETPUU U MOPGDONOrMYECKOrO UCCNEenO-
BaHUKU MeYeHM) U BbIPaXKEHHOCTb MOPTabHOW TMNepTEH3UK
(onameTp BOPOTHOM U CENE3EHOYHOW BEH, [/IMHA CeneseH-
KW, BapUMKO3HOE pacluMpeHue BeH NULLEBOAA, pPeKaHannsa-
LMK MYNOYHOM BEHbI, acUMT, rMaponepuKkapa, rMapotopakc).
OueHka CH®I npoBoaunacb nNpu aHannle 14 nokasatenewn,
XapaKTepusyloLLMX posib NevyeHn B 06MeHe GENKOB, KUPOB
n yrnesoaoB (A/1T, ACT, koaddUUMEHT fe PuTtnca, MOYeBUHa,

aMMMaK, anbbyMuH, Lepynonna3mMuH, TpaHcheppuH, pubpu-
HOreH, NPOTPOMOUH Mo KBUKY, XONecTepuH, GUAnpyouH, ro-
K03a, nakrar). [pu pa3paboTke cucteMbl onpeaenexdns CHCII
1 CHOI1 3a oTcyTCTBUE HAPYLLIEHWI MPUHUMANNCh NOKa3aTenu
95 naumeHToB (cpeaHun Bo3pact 10,6 £+ 4,5 roga), y KOTOPbIX
60n1e3Hen NeYeHu He BbISIBIEHO, U OLEHUBaNUCh B «4» 6anna;
3a abcontoTHble HapyleHns CHOI npuHMmManuceb NnokasaTtenm
15 nauMeHToB, yMEpLIMX OT MEYEHOYHOM HEeAOCTAaTOHHOCTH,
3a abcontoTHble HapyweHus CHCI — nokazatenu 26 nauu-
eHToB, Mmetwmx CHPM > 50% n > 20 6annoB No LwkKane
MELD/PELD, BblaeneHHbIx U3 48 naumMeHToB, KOTOPbIM Bblna
nposeaeHa TI1, n oueHnBanuck B «O» 6annos, cornacHo MK®.

PesynbraTtbl. YcTaHoBneHo, 4yto CHCIl npu nepsow
rocnuTannsauum Hambonee BbiparkeHa npu LiMN B ucxone AU
(24,8 + 8,3%; p < 0,001) nnn BB (32,7 £ 9,2%; p < 0,001),
yem npwu otcyteteum UM (13,2 + 2,5 1 10,5 £ 4,0%, coot-
BeTcTBeHHO). Mpu XI'C CHCI npu nepBoKn rocnutannsauunu
coctaBnsina 6,8 + 4,4%. Yepe3 12 mec oT Hayana Tepanuu
CHCN'y geten ¢ LN cHmsunace go 15,6 £ 5,3% (p < 0,001)
npu AU 1 go 18,8 = 6,1% (p < 0,001) npu BB. CH®I npwm
nepson rocnutanusaumm npu UM B mncxoge AUT cocrta-
Buna 33,3 £ 12,6% (npu otcytctBun UM — 21,9 + 8,9%;
p = 0,001), B ucxope bB — 48,1 £ 12,9% (npu OTCYyTCTBUM
Un — 37,8 +£11,6%; p < 0,001). Hepes 12 mec OT Havana
Tepanun CH®IM y geten ¢ LM cHm3unace go 18,9 =+ 10,1%
npu AUT (p < 0,001) n go 35,4 £ 8,8% npu BB (p < 0,001).
Y peten ¢ AUI, He nonyvyaBLUMX WUMMYHOCYMPECCUBHYIO
Tepanuio nNpu nepsom noctynneHunn, CHPI 6bina cHuxe-
Ha Ha 35,3 + 14,8 npotmB 26,5 £ 10,7% y naumeHTos,
nonyyaBLUMX UMMYHOCYMPECCUMBHYIO Tepanuto 6onee 2 Hefa
(p = 0,035). Y petet ¢ XIC npu nepBon rocnurtanusa-
unm CH®PIM 6bina cHUxeHa Ha 19,1 + 7,8%. B aguHamuke
Ha GoHe Tepanuu 4yepe3 12 Mec OTMevaloCb CHUXKe-
HMe CH®M po 17,3 £ 5,9% (p = 0,012). YctaHoBAEHO,
4yTo Npu dmnbpo3e neveHn 3-4 6Ganna CHPI1 coctaBuna
40,3 + 13,0%, a ¢unbpose 0-2 6anna — 32,6 + 10,9%
(p = 0,015). OnpepeneHa 3Ha4yMmas CBA3b Mexay CTa-
aven ¢mbpoza n CHOIM (r = 0,561; p < 0,001) u cna-
6ast CBA3b MEXAY MHAEKCOM MMCTONOrMHYECKON aKTUBHOCTH
n CHOI (r = 0,320; p < 0,001). KoppensiunoHHbIM aHanm3
CH®M n CHCI onpeaenun cpeaHiolo KOPPensuMOHHYIO
CBf3b Mexay 3aTUMK nokasatensamu (r = 0,542; p < 0,001).
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KpaTtKue cooGLieHus

YCTaHOBNEHO, 4TO MNPV OMNTUMANbHOW YYBCTBUTENbHOCTH
72,2% v cneunduryHocTn 64,4%, TaK e, Kak U Npu onTu-
MaslbHOM YyBCTBUTENbHOCTU 72,2% W cneunduyHoCTH
94,4%, noporoBoe 3Ha4vyeHne CHCI1 coctaBuno = 40%.
3aduKcmpoBaHbl yMeEpeHHas 3HAYMMOCTb CUCTEMbI OMnpe-
nenenuns CH®IM (AUC 0,776) 1 BbiICOKas 3HA4MMOCTb CUCTE-
Mbl onpeaenexnms CHCI (AUC 0,927) B NporHo3mpoBaHmu
npoBeAeHMs NNaHOBOM TpaHCMNAaHTaL MU NeYEHMN.

A.C. XaHporuHa (lll mecto)

3aknw4yeHue. Pa3paboTaHHble 6GanfibHblE CUCTEMbI
onpeaenenuns CMNPM u CHCM moryt 6biTb 06bEKTUBHLIM
KPUTEPUEM OLIEHKMU TAXKECTU NOPAXKEHUSA MEYEHU, UX U3ME-
HEHWN B AMHAMWKe Ha QOHe Tepanuu, NMpu NPOBEAEHUU
MeANKO-COLMaNbHOM 3KCNEPTU3bl C LiENblo YCTaHOBEHMUS
KaTeropum «pebeHoK-MHBanng», a TakKe BAMATb Ha pelle-
HMe BoMnpoca 0 He06X0AMMOCTH NPOBEAEHMS TPAHCMIaHTa-
LMW NeYyeHn y oeTen.

MNepBbit MOCKOBCKUI rocyaapcTBeHHbIM yHUuBepcuTeT uM. .M. CeveHoBa, MocKBa, Poccuickaa degepaumns

OCOOGEHHOCTU TeYEHUA CeMEeUHOoro
BHYTPUNEYEHO4YHOro nporpeccupymoLiero
xonecta3al ull Tuna (PFIC 1 u PFIC II)

AKTyanbHOCTb. CeMeWHbIN BHYTPUMNEYEHOYHbIN NpPO-
rpeccupytowmin xonectas (PFIC) oTHocuTea K rpynne peaKkux
ayTOCOMHO-peLLeCCUMBHbIX 3aboneBaHui, 00YCNOBAEHHbIX
reHeTUYECKU LeTePMUHUPOBAHHLIM U3MEHEHUEM CTPYKTY-
pbl KaHasnbLeBOW mMeMOpaHbl rernarouuTa, KOTopoe Hapy-
LIaeT IKCKPEeLMIO Xenyu. PacnpocTpaHeHHOCTb KonebneTcs
o1 1/50000 no 1/100000 HOBOPOXAEHHbIX B MUPE.

Llenb uccnepoBaHus: ycTaHOBUTb 0COBGEHHOCTHU Aebto-
Ta u Teyerus PFIC | n PFIC Il y peTelt ¢ reHeTM4eckun noa-
TBEPXKAEHHbIM 3a60/1€BaHNEM.

Matepuanbl 1 metoabl. [1poBefeH PETPOCNEKTUBHbIN
aHanu3 AaHHbIX UCTOPUI 6ONE3HU NepBbIX rocnuTann3asmnn
13 peten ¢ PFIC | u PFIC Il B BO3pacTe oT 2 mMec Ao 3 net
(meamaHa Bo3pacTa 1 rog 3 mec + 4 Mec), HaxoaAMBLUUXCA
Ha nevyeHun B PIrBHY «HU3[». OueHeHbl KAMHU4YECKas
KapTuHa, TPOhONOrMYecKni cTaTyc ageTen u Hambosnee 3Ha-
YyuMble nabopaTtopHble napameTpbl: uutonuad (ACT, AJT),
xonectas (LWL®P, npamon 6unupybuH), ramma-rnyramun-
TpaHcdhepasza ([TT), 06LWmnin GUNIPYOUH.

Pesynbratbl. 3agepka pocta (o1 -38 go -138) u ncu-
XOMOTOPHOr0 pa3BUTUS Habnwjanacb y BCeX AeTen.

E.B. NMonoBa, C.M. CautoBa (lll mecTo)

N3 HUX y 62% 3aboneBaHne B BUAE XONecTasa, XenTyxu,
3yaa, renaTto- U cnieHomeranuuM Ae6loTMpoBano B nep-
Bble AHW XWU3HW, Y 38% — B nepsble mecsubl. Y 7 (54%)
geten Habnwgancs ypoBeHb uUMTOAM3a A0 3-5 HopMm
no ACT, cCOOTBETCTBYIOWMIN renatuty YMEPEHHOM CTEMNeHu
aKTMBHOCTH, ¥ 2 (15%) — > 10 HOpM, COOTBETCTBYO-
LMK renatuTy BbICOKOW aKTMBHOCTW. Y BCeEX MauMeHToB
nokasatenu T He npeBbiwanu pedepeHCcHble 3HaYeHUS:
Me 24 (18; 25) Ea/n npu Hopme ao 35 Ea/ny neten crpawe
6 mec. Y 62% pgeten LLd > 350: Me 375 (216; 1642) Eq/n.
Y BCex AeTen noKkasatenm obuero 1 npsmoro 6unmpybuHa npe-
Bblilanu pedepeHcHble 3HaveHus: Me 155,5 (63,3; 443,3)
1 107,6 (394; 219,9) MKMONb /N, COOTBETCTBEHHO.

BbiBoabl. PFIC — Ta)Xenoe 3a6oneBaHue, 4e60TUpYyto-
liee B BMae xonecrtasa B HeOHaTalbHOM W FPyaHOM BO3-
pacTte. PFIC xapakTtepu13yeTcs nopaxKeHnem nevyeHm — BHy-
TPUKNETOYHLIM XOJIECTAa30M, XapaKTEPHbIM HOPMasbHbIM
YPOBHEM ramMma-rioTaMmunTpaHcnenTMaasbl, MPOrpeccupy-
IOWEN NeYEeHOYHOM HEQOCTATOYHOCTbIO C TPaHCPOpPMaLIMEN
B LMPPO3, NMO3TOMY MNaLMEHTbl ABASIOTCA KaHAMAaTaMu
Ha nepecaKy NeYyeHu.

TioMeHCKas rocyaapcTBeHHas MeauUnHCKasa akagemus, TiomeHb, Poccuiickasa Pegepaumsa

UHHOBALIMOHHbIE METOAUKH
AUCMAaHCepHOoro Ha6GaKaAeHUsa aeTen

C 3a001eBaHUAAMU OpraHoB MO4Y€BOM
CUCTEMbI Ha NneaAuaTpPU4YECKOM y4yacTKe

Llenb uccnepoBaHuA: pa3paboTaTb MNPOrpamMMHbIN
NPOAYKT ANs HabntoaeHUs AeTer C BbISIBAEHHbIMU ManbiMU
aHoOManusMu pasBUTUS OpraHoOB Mo4veBoKn cucteMbl (MAP

OMC) B OHTOreHese, a TaKXe KOMMJIEKCHYO nporpam-
My anroputMa AMarHOCTUKM U NMPOrHO3UPOBAHUSA UCXOL0B
HedpPONorn4ecKomn NaToNorum y aeten.



