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Benopycckuii cocyoapcmeenmviti MeOUYUHCKUL YHUBEPCUMem

AxkTtyagabHocTtb. bone3ns Jlenta (BJl) — X-cremseHHas mpoKcUMaibHas TyOyiomnarus,
XapaKTepU3YIOLLAsACs HU3KOMOJIEKYJISIPHON IIPOTEUHYpUEH, TUIIEPKAIIbLINYpUEH,
He(POKAIBLIMHO30M U IPOrPEeCcCUpOBAHUEM B XpoHHUYecKylo Ooine3nb nouek (XBII) B merckom
Bo3pacte. PacnpoctpanenHocts B/l B Hacrosiee BpeMs OCTAa€TCs HEM3BECTHOM, YTO CBA3AHO C
penKoi auarHocTukoi 3aboneBanus. Ha nannbrit MomeHT B PecniyOmmke bemapychk moarepkaeHo 6
cinyudaeB b/I.

Heab: npenctaBuTh TeHETUYECKUE, KIMHUYECKHE U JaboparopHbie ocobeHHocTu b/,
KOTOpbIE MOTYT OBITh HMCIIOJIb30BaHbI JJIi CBOEBPEMEHHOW JAMArHOCTUKU JAHHOIO 3a00J€BaHUS y
EeTe.

Martepuanbl u MeToabl. B uccienoanne BkiaodeHsl 6 nanueHToB ¢ bJI, Habmogatomnuecs
Bo 2-I'JIKb r. Muncka ¢ 2005 nmo 2023 rr. IIpoananu3upoBaHbl BO3pacT Ha MOMEHT AeOr0Ta U
YCTaHOBJICHMSI TMArHO3a, JaHHble Onoxumuueckoro aHanusa kpoBu (BAK), obmiero ananusa Mmoun
(OAM), cyrounas skckperusi (CD) comeil, kampiuss u Oelka ¢ MOYOH, KHUCIOTHO-OCHOBHOE
cocrosiane (KOC) mpu mepBuuHOM OOCIEIOBAaHMM M B JWHAMHUKE (depe3 5 JeT), pe3yabTaThl
yIIbTPa3BYKOBOI'O HMccienoBaHus MoueBblienuTenbHoi cucrteMsl (Y3 MBC). O6paboTka JaHHBIX
BeimonHeHa B Statistica 10,0 u Excel. [Ipu onucanuu KoIWYeCTBEHHBIX JAAHHBIX HCIOJIb30BAIHCH
menuana (Me) 1 MHTepKBapTHIIbHBIN pa3max (25%—75%), kaueCTBEHHbBIX IMOKa3aTelieii — KOJIMUecTBa
(n) u mosu (%), 3aBUCKHMBIE IPYIIITBI CPABHUBAIUCH 10 KpuTeprio Buikokcona (T).

Pe3yabTaTsl u ux odcy:xnenne. Bee 6 manuenTton (u3 5 cemeil) — 3to Manbuuku, 50,0% u3
Hux umeroT 1 tun B/l u 50,0% — Bropoii Tunt BJ1. [lepriM nposiBiieHreM 3a007€BaHUs B BO3pACTe
1,5 (1,0-2,0) roma 6sutn u3menenust B OAM B Buzae nporeunypun (Pt) 0,477 (0,043-0,562) r/n y
BCEX IMalMEeHTOB U riaoko3ypun — y 2/6. Ilokazatenu BAK u KOC nHa MomeHT ne0roTa B mpesenax
pedepenTHbIX 3HaUeHUH: kpeaturuH 36,1 (30,1-50,3) Mxmounb/i1, MoueBuHa 3,2 (2,7-3,9) MMob/1,
moueBas kuciora 2008,6 (1032,0-2062,0) mxmouns/n, kanuit 4,4 (4,3—4,6) MMob/11, Kanbiui 2,42
(2,40-2,49) mmomns/n, dhochop 1,69 (1,55-1,83) mmons/n, pH 7,39 (7,36-7,43), BE -1,6 (-2,5—-0,9)
mmons/n, HCO3 23,5 (22,0-24,1) mmons/n. benok, kanpuuii, Gpocdop B CYyTOUHON MOUYE COCTABHIIH
0,12 (0,08-0,26) r/cytku, 1,84 (0,94-3,90) mxmoinb/cyT, 9,2 (6,0-13,1) MMOJIB/CYT COOTBETCTBEHHO.
ITepsoe Y31 MBC ycTaHOBWIIO HalM4uKMe MUKPOKAJIbIIMHATOB y 2/6 manueHToB. CD OKcanatoB C
Mouoil coctaBuna 2,05 (1,1-2,7) mr/cyt, mo3ToMy NepBbIM JUArHO30M Yy BCEX MNAI[MEHTOB Oblia
OKcajaTHasi KpHUCTaLTypus. 4/6 MalbuMKOB MMEIM OTATOLICHHBI CeMEeHHbII aHaMHe3 IO
3a0oneBanusaM nouek (Pt, MKb, XBII y poACTBEHHHKOB MYy»CKOTO 0Ji1a 10 MaTEPUHCKON JTMHUN) U
HapacTaHue Pt mnpu janpHeillieM HaOMIOJEHMM U TNPOBOAMMOM JIEYEHMHU. YpPOBEHb [32-
MUKporjoOynuHa mnpesbiman 4 wmr/n (mpu Hopme a0 0,015 wmr/m) y Bcex maumentoB. U3
COITyTCTBYIOLIEH Maroloruv y 2/6 Malb4MKOB JIHArHOCTHPOBAHA BPOXJIEHHAs KaTapakTa |
HapylIeHHEe ICUX0-PEUYeBOro pa3BUTHA ([Ba POJHBIX Oparta). OTATOIIEHHbIN ceMeMHbIN aHaMHE3 110
3a00JIeBaHUsAM TOYEK, HAJM4YMe 2 CIy4yaeB C MAEHTHYHOW CONMYTCTBYIOLICH MaToJOrved B OAHOM
CeMbE MO3BOJIUIM IMPENAINOJIOKHUTh HACIEACTBEHHbIM XapaKTep IMaTOJOTUH M PEKOMEHIOBATh
reHeTudeckoe uccienopanue. Y 3/6 oonapyxena mytauus B CLCNS rene, y 2/6 myranus 8 OCRL
rere (cuOckwl), y 1/6 renernyeckoe uccienoBaHUe MPOBEAEHO He Obulo. TakuM oOpa3oM, BO3pacT
nocraHoBkH auarHo3a b/ coctasun 6 (5-8) net. Ilpu cpaBHeHHMH 1a0OpaTOPHBIX MOKaszaTeslel Ha
MOMEHT J1e0r0Ta U uepe3 5 jeT 3HaunMo Bhitre ypoenb CD docdaros (9,2 (6,0-13,1) u 20,2 (15,5~
24.4) mmons/cyt, T=0,00, p=0,043) u ceiBopoTOouHOTO KpearuHuHa (36,1 (30,1-50,3) u 55,0 (52,3—
57,9) mxmone/n, T=1,00, p=0,046). Uepes 7 (5-9) net y 4/6 nanuentoB auarnocruposana XbI1 2—4
CTaJUH.
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