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BONE3Hb HUMAHHA-TUKA (TUMA C)
Y HOBOPOXXOEHHOIO PEGEHKA
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ObnacTtHasa geTckas KnnHudeckas 6onbHULA, YNbAHOBCK,
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Axmyansrnocms. bonesas Humanna—IInka Tuma C (BHIT-C) — op-
(haHHOE HACTIEICTBEHHOE ayTOCOMHO-PEIIECCHBHOE HeHpOoIereHepaTrB-
HOE 3a00JIeBaHNE, OTHOCSIIEECS K KIIACCY JIM30COMHBIX Oone3Hei Hako-
mienns. BHIT-C Bo3HuKaeT, Korna opraHusM He MOKET PacIIeIlITh X0-
JIECTEpHH ¥ IPYTHe JIMMHABL, BBI3bIBACTCS MyTalmsiMi reHoB NPCI u
NPC2; 95% ciydaes npuxozstest Ha Mytatwmu NPCI (oxrym Cl1), oxono
5% — na mytaunu NPC2 (noatun C2). Knuanueckue nposBieHns 3a-
00JIeBaHMS CXOXKH, TIOTOMY YTO IPOAYKTHI 000X T'€HOB Y4aCTBYIOT B BbI-
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TE3UChI LOKITALOB IV BCEPOCCUWCKOWN HAYYHO-MPAKTUYECKOW KOH®EPEHLIMN

BOJI€ JIUMUJIOB, B YACTHOCTH XOJIECTEPHHA, U3 SHA0COM U JIn30coM. Pac-
npoctpanéarocts BHII-C B Mupe coctasmser oxono 0,83 Ha 100 ThIC.
KUBBIX HOBOpOXKIEHHbIX. HeonaransHas gpopma BHII-C xapakxrepuzy-
©TCsI TSDKEIBIM TeUCHUEM, YacTO B IICPBBIC HEJIEIH )KU3HH NPHCOCSINHS-
€TCsI XONeCcTaTHIecKast JKeITyXa B COYeTaHHUH C TeMaToCIIeHOMETaaneit.

Onucanue knunu1ecko2o cy4as. B oTenenne naroaorui HOBOPo-
JKICHHBIX 1 HeJOHOIIIEHHBIX JIeTel Ha 8-€ CYTKH KU3HH MOCTYIHIT MaJTb-
YUK OT 2-if GepeMeHHOCTH, Ha (oHe n3onMMyHHM3amu o ABO-cucre-
Me (Ha 34-1i Hefene recTaryy THTP anTuTen 1 @ 128, npensrmymue Tu-
TpeI 1 : 256), ruapoLene u acuuTa 1ioja, MpeskAeBPEMEHHOTO Pa3phiBa
IUIOIHOTO Iy3bIPsl, apTepUaIbHOM THIIEPTEH3UU C IPOTEUHYPUEH, aHe-
MHH, 3yTHPE03a, 2-X POIOB Ha Cpoke 35-36 Hex ¢ Macco Tena MmpH po-
sxnennn 2500 1, umnHOM Tera 45 oM, olieHka 1o Arnrap 4-6-7 6aios. Pa-
Hee TaHHBIH PeOEHOK HAXOIIIICS B OT/ICJICHHH ITaTOJIOT U HOBOPOXK/IEH-
HbIX (OITH) ¢ OCHOBHBIM KIIMHUYECKUM JMArHO30M: «TE€MOJIUTHUECKAST
6011e3Hb HOBOpOXKIEHHBIX o ABO-cucteme». CocrostHue pebEHKa ObI-
JI0 TSDKEBIM. Peakiiys Ha ocMOTp CHIbKEHA. TOHYC MBIIIL TMIIOTOHUYEH,
peduiexch! ocnabnensl. KoXHBIH MOKPOB HKTEpUYEH, OTMEYaach 11acTo3-
HOCTb MATKUX TKaHEH BHU3Y ’KHUBOTA, MOILIOHKH, TojeHel. B nérkux mpl-
XaHUEC MPOBOAUTCS 110 BCEM IIOJIAM, XPUIIOB HET. Toub! cepaua puTMud-
HBIC, CUCTONMYECKUN IyM. JKuUBOT Msirkuii, 6e300e3HeHHbIH. [leueHb
1 cene3éHKa MPH Malblaliy yBEMYEHbI 10 +4 1 +2,5 cM n3-1ox Kpast
pebepHol ayru cOOTBETCTBEHHO. 3a Bpemst npedbiBanust B OITH coctos-
HHE peOEHKA YTy UIIIOCh, HO K 21-My JTHIO YKU3HH Y HETO COXPAHSIICh
TrenaToCIUICHOMEraJlisl U CHHJIPOM XoJlecTasa (B AMHAMUKE OOIii Onim-
PpyOuH cHU3IIICS ¢ 215 MKMOIB/IT ¢ 1-X CYTOK KU3HH J10 88 MKMOJIB/JT, HO
Hapocia rpsiMast (hpakiys, ¥ COOTHOIIEHHE IIPSMOTO U HENPSMOTO OWITH-
py6una cocrasmio 50/50. BayTpryTpoOHBIe HH(pEKINN ObUTH HCKITIOue-
HbI MeTorioM [1LIP. Pe6&HOK OBIT HEOMHOKPATHO 3204HO POKOHCYIIBTH-
poBaH. BeUT0 peKOMEHI0BAaHO MCKITIOYNTE HACIIEICTBEHHBIC OOMEHHBIC
3abomneBanust. [Ipu mpoBeneHIN OHOXUMITIECKOTO aHAIH3a KPOBU BBIIB-
JICHO 3HAYMMOE YBEJIMUYCHUE KOHIICHTPALWH Jn3ochuHromuenta-509
10 9,48 EJ1 ipu mHopme 0,15-3,7 EJT). TlomydeHnble TaHHBIE OATBEP-
i Hanmaue y peberka BHIT-C. JInzocdunromuenin-509, KOTopsiit
SIBIISIETCS OTHAM M3 CaMBbIX 1osie3HbIx onomapkepos BHIT-C, 6bu1 npu-
MeHEH Ut OpicTporo u poctoro BeisiBieHns bHII-C y pe6énka. [pen-
MOYTUTENIBHBIM MeTosioM siBisercst JJHK-nuarnoctuxa.

3axnouenue. B nacrosmee Bpemst BHII-C nepenura B xarero-
puio KypabenbHBIX HACICACTBEHHBIX 3a0oseBanuii. CBOEBpeMeH-
Hasl TUarHOCTHKA W Ha3HAUYCHHUE CIICNU(PHUICCKOH M CHMIITOMaTHYe-
CKOM Tepamnuy yBeIUYUBAIOT MPOIOIKUTEIBHOCTD *KNU3HH OOTBHBIX
u yaydmaror e€ kadectBo. [Ipumensercs cydcrpar-peaynupyromas
Tepanusi — MHIITYCTaT, KOTopas 00paTiMO HHTHONPYET CHHTE3 TITIO-
KOIIEpaMHICUHTa3bl — MEPBOTo (pepMEHTa, yUacTBYIOIIETro B CHHTE-
3€ IIMKOC(HHTOIUTIHIOB.



