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.



