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KarwueBble cioBa: Oonesnb Humanna—IIuka tunm C, nu3ocoMHbIe OOJIE3HW HAKOTIIJICHUS,
TeHeTH4ecKne 3a0oneBanus, opdhaHHbIe 3a00IeBaHUS.

AKTYaJIbHOCTh HccienoBanusi: 6one3ns Huvanna — Iuka tuma C (BHII-C) — nelipoaerenepa-
THUBHOE HACIIEJICTBEHHOE ayTOCOMHO-peliecCHBHOE 3a00JIeBaHUE, XapaKTePHU3YIOIINECs] HAKOTUICHHEM
HEACTEPUIIMPOBAHHOTO XOJIECTEPHUHA M JIPYTUX JUIHUI0B B JIN30cOMaxX. YacToTa BCTPEUaeMOCTH ITOU
naronoruu B Mupe coctapisier 1:120000. Cornacno manueim CIIBb I'KY3 «/luarnoctuueckuii eHTp»
(Memuko-renetTndecknii) Ha 1 mexadps 2021 roga B Cankr-IleTepOypre B perucTpe cocTosio 4 mannueH-
ta ¢ BHII-C, B Tom uncne 1 pebenok. [luarnoctrka 1aHHOTO 3a00JIeBaHU 3aTPyJHEHA, B TOM YUCIE B
CBSI3U C OTCYTCTBUEM YETKUX JMArHOCTUYECKUX KpPHUTEPHEB. M3yueHHe THCTOIOTHUECKUX MapKepOB
BHII-C no3BomnsieT paHbIlle YyCTAHOBUTH JIUATrHO3 U HA3HAYUTH MAIIUEHTY HEOOXOAUMYIO TepaIuio.

Leab uccienoBanusi: U3y4uTh MOJEKYISPHBIE M TUCTOJOTHYECKHE MposBleHus Oone3nn Hu-
manHa—[Inka tam C.

MarepuaJjbl 1 METObI: JINTEPATYPHBIH 0030p HAYYHO-UCCIICIOBATEIBCKUX MyOIUKAIUN B TEK-
CTOBBIX 0a3ax JIaHHBIX M cHUcTeMax nutupoBanus PubMed, eLibrary.

Pe3yasrarsi: BHII-C Bo13Bana myTtauusmu renos NPCI (B 95% cnyuasnx) wnmu NPC2 (B 4% ciyda-
AX), KOTOpbIe KOMUPYIOT OETTKH, HEOOXOANMBIE /71l HOPMAJIFHOTO TPAHCIIOPTa XOJIECTEPHUHA ITyTEM JH-
nouunTo3a. B xinerkax manuentos ¢ bHII-C HeactepuduiimpoBaHHbIi XOJECTEPUH U JIUMUABI HE BBIXO-
JUIT U3 SHJIOIMTAPHOIO MYTH ISl JAJIBHEHIIIETO NIEPeHOCa BO BHY TPUKIIETOYHBIC KOMIIAPTMEHTHI, a Ha-
KaruiuBaeTcs B Ju3ocomax [1]. M30bITouHOE HAKOIUIGHWE JTUMHJIOB MPHUBOAUT K KIETOYHOH THOENH.
XonecTeprH U COUHTOMHUEINH, Hapymias MPOHUIIAEMOCTh JIM30COMaITbHOW MEMOpPaHBI, BHIXOIAT B IH-
TO30J1b, T7I€ MMOBPEXKIAI0T MUTOXOHIPUH, BBI3bIBAIOT OKUCIUTEIILHBIN CTPECC U 3aIyCKalOT BHYTPEHHHU I
Iy Th aIorTo3a 3a CYeT MPOTEOIUTUYCCKOTrO KacKkaia Kacna3. BBuay HapymieHUs] PyHKIIUU POTCHHKHU-
Ha3bl C, MHTHOMTOpPa MUTOTCH-aKTHMBHPOBaHHOW mporenHkuHaszbl (MAIIK), HakomieHne akTHBHOMN
MAIIK npuBonuT K runepdochopuaInpoBaHuiO IMTOCKEIETHOTO OJIKa Tay M 3aITyCKYy BHEIIHETO TyTH
amorrro3a [2]. I[Ipu nmpoBeneHnn THCTOIOTHUECKUX UCCIeIoBaHMi TkaHel marmenToB ¢ BHIT-C oOHapy-
JKUBAIOT CUHUE TUCTHOLUTHI («sea blue histiocytes»), nenuctoie kinetku («foamy histiocytes») u ¢uryo-
pEeCleHTHOE cBeYeHUE (PUOPOOIACTOB MPHU MPOBEACHUH TeCTa C (PHIMITHHOM, YTO SIBISICTCS Haubosee
TOYHBIM THCTOJIOTUYECKHM METOJOM JTUATHOCTHKH [3, 4]. ®ununuH o0pasyer crenududeckue KoM-
IJIEKCHI C JIMTIOMUTMEHTOM, IIEPOHJIOM, YTO ITO3BOJISIET BBISIBUTH (DIYOPECICHIIHIO.

BoiBoabl: HapymieHre 00paOOTKY W YTHIIM3AINN YHIOIIUTO3UPOBAHHOTO X0JIECTEPHHA UTPAET KITIO-
YEeBYIO poJib B natorenese 0osie3nn Humanna—ITuka tun C 1 MOKET 0OBSICHUTH OOIIYIO0 TUC(YHKIIHIO
BHYTPUKIIETOYHOTO METa00JIM3Ma JIMITUIOB. [ MCTOIOTMUECKHe METOJIbI TMAarHOCTHKH OCHOBAHBI HA T10-
HUMaHHH OCHOBHOTO KJIETOYHOTO TIPHU3HAKa 0O0JIe3HU — HAKOIUICHUE XOJIeCTEPHHA B TM30COMaX.
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