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V BCEPOCCUNCKM MEOVNATPUYECKMIA ®OPYM CTYAEHTOB U MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

HEXBATKA OAHHbIX O OUETOTEPANUA

N AHTPONOMETPUYECKUX NMOKA3ATENAX
KAK NPENATCTBUE NPU U3YHEHWUUN BONE3HU
BOJIbMAHA

Oposposa A.C., AopodeeBa J1.10.
HayuHbIn pykoBoguTens: goueHT H.I. 3BoHKOBa

®IAQY BO «[Nepsbit MOCKOBCKUI rocyAapCTBEHHbIN
MeaVLUHCKUA yHuBepcuteT nmeHn .M. CeveHoBa»
Mwun3aapasa Poccun (CeyeHoBckuin yHuBepcuTteT), Mocksa,
Poccus

Kniroyeenble crioea: 0emu; 6one3Hb BonbmaHa; ocobeHHocmu
rnumaHus, iu3ocomMaribHas Kucrias fiurasa

Axmyanvrocme. bone3np Bonbmana (BB) — 3aboneBanue ¢
PaHHUM NEe0I0TOM, IPKOH KIMHUKOH, (haTaabHbBIM Ae(HULUTOM JIH-
30COMaJIBHOM KUCJION JIMIIa3bl B pe3yabrare MyTaluu reHa LIPA.
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HasnaueHne ajgekBaTHOTO MUTaHUS U PEPMEHTO3aMECTHTEIBHOM
tepanuu (O3T) ynyumraer coctosiHue OOMBHBIX U YBEIUYNBACT
MPOJOKUTEIBHOCTD UX )KU3HU.

L]ens: onpenenuTs HEJOCTATOUHYH OCBEIIEHHOCTH BOIPO-
COB OIICHKH aHTPOIIOMETPHYECKHX JaHHBIX U AUETOTEPANUU Y
nereii ¢ bB.

Mamepuanwvt u memoouwt. Tlouck B ScienceDirect mpoBoamics
C HCTIONIb30BaHMEM KIIIOUEBBIX CIIOB «00e3Hs BombMaHa» u rty-
OuHoIi Toucka 27 et cortacHo pekoMeHnanusmM PRISMA. Ha-
60p crareil BKIIIOYA UCCIEIOBaHUSA C KIMHUYIECKOH KapTUHOM,
1a00paTOPHBIMH, HHCTPYMEHTAJIBHBIMH JAHHBIMU M aHTPOIIOME-
TPUYECKUMH XapaKTEePUCTUKaMU JeTel ¢ bB.

Pesynemamui. Borsineno 11 paboT, B KOTOPBIX MpeacTaBie-
HBI TaHHBIE 22 MalMeHTOB, U3 HUX 45% neBouku, 32% Mabdu-
KU " 23% cirydaeB 6e3 yTouHeHHs nona. Y 2 neTei KIMHHUKa 110-
SBUJIACH C POXJICHUS, CaMbli MO3MHUI NeOOT OB OTMEYEH B
Bo3pacte 12 mec y 1 GonbHOro. Cpeu Bcex naueHToB 16 ymep-
710, caMblil paHHUH BO3pacT cMepTH 4 Mec (n = 3), no3aHui 27
Mmec (n = 1), 6 6onbHBIX BB Ha MOMEHT HanucaHus ctareii ObLTH
*uBbl. Tonbko 36,4% nanuentos nomaydanu O3T. Poct npu po-
XKIeHUH He ykazaH 'y 91%, y 3 coctasusan 51 cm (n =2) u 50 cm
(n =1). lannble 0 Macce Tena IIpU POXKAECHUU OTCYTCTBOBAIH Y
82%. Y 5 nereit onu BapsupoBaiu ot 2600 1. 10 3910 . V 4 na-
LIMEHTOB Macca K BO3pacTy oTBedaiia Hopme (Z-scores: 0,55; 0,54;
1,95;-0,59), y 1 manmenra 6suta <—4 SDS. V 3 (13,6%) nereit Ha
MOMEHT MOCTYIICHHsI OTMedanach 3aaepxka pocra (< —2 SDS).
V 4 nereii mokazaTenu pocTa Mocie Tepaniy COOTBETCTBOBAIN
HOpMaJIbHBIM 3Ha4eHusM (Z-scores: 0,59; 0; 0,70; —1,40;). Xapak-
Tepuctrka nutanus 45% nereit HeusBecTHa. [ pyaHOE BckapMiIu-
BaHue ObuI0 y 1 GosibHOTO, OCcTe Ae6ioTa 3a00sIeBaHKs Ha3HAye-
HBI MaJIBTOJEKCTPUH, TPUIIIULEPUIbI CO CPEIHEH ATMHHOMN 1ienHy,
JKUpOPacTBOPUMbIE BUTaMHUHBI. HU3Kk0KHMpOBBIE, COEBBIE MM TH-
JIpONU3UPOBAHHBIE cMecH Tonydanu 3 aereil. Ha momHom mapen-
TepaJlbHOM IMUTaHUU HaXonwics 1 peOEHOK, Ha YACTUYHOM C J0-
6aBnenueM 20% anpOymuna — 1 narnuent. Huskoxuposas aue-
Ta peKOMeHJ0BaIach 6 OOJIBHBIM.

3axnouenue. PanHee BolsiBIeHKE U edenue bB yBenuuuBaer
TIPOAOIDKUTENBHOCTS XM3HH manueHToB. Jletn ¢ BB Hyxnatorcs
B aJICKBATHOM IIMTaHMU [UI pOCTa U pa3BUTHUs. JJaHHBIE aHTPOIIO-
MCTPHUU U OCO6CHHOCTCI>i IUTaHUs NPEeACTABICHBI HEAOCTATOYHO,
YTO NPENATCTBYET KOMIUIEKCHOW quarHoctuke bB.



