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HaumoHanbHbI MEQULMHCKUI UCCrefoBaTeNbCKUIN LEHTP
3gopoBbs geten Munsgpasa Poccun, Mocksa, Poccus

KnroueBble cnoBa: demu; gheHUSIKEMOHYpUS; nuujesoli
cmamyc; duasHocmuka

AkTyaabHocTh. Kitaccudeckas gpennnkeronypus (PKY) —
HACJIICTBEHHOE 3a00JIeBaHKe, XapaKTepU3YIOlIeecs HapyIeHH-
eM npeoOpaszoBanus GpeHunananuHa (PA) B Tupo3un. OcHoBa a-
ToreHeTHueckoi Teparuu ®KY — moxxu3HeHHas HeTa ¢ HCKITIO-
YEeHUEM U3 TIHTaHUS BHICOKOOEIKOBBIX POAYKTOB U 3aMEHOM HX
CTEIMATI3UPOBAHHBIMU CMeCcsIMU 0e3 (eHMnaaHnHa, HO C TIOBBI-
IIEHHBIM COZIep)KaHHEeM TUPO3MHA. 3a7ada AUETOTEPANU — Mpe-
JAOTBPATUTH r“py61>le TICUXOMOTOPHBIC 1 KOTHUTUBHBIC HAPYIICHUSA
3a cu€t cHKeHust ypoBHs DA, a Takxke 00ecreynTh HOpMaJIbHOE
¢usmueckoe paspurre 0oapHOTO. Lesb: ompeaenuTh n3MEeHEH S
(hU3NUECKOTO Pa3BUTHS M KOMIIOHEHTHBIH COCTaB Tena y JeTer
¢ ©KY, muTensHO COOMIOIANINX TUETOTEPAITHIO.

Marepuans u metoabl. O6cnenoBano 36 6onbHbIX (19 Maib-
4uKOB U 17 1eBovek) B Bo3pacte 9—18 yet, HaXOAMBIIMXCS HA TU-
nogeHmIaJIaHMHOBOM nuere, [ aHamu3a NUIIEeBOro craryca
orpeseNsui ypoBeHb DA B KPOBH, aHTPOIIOMETPUYESCKHE HHIIEK-
cel UMT/Bo3pact (BAZ) u poct/Bo3pact (HAZ), paccuntaHHbIe
o nporpamme AnthroPlus, a Takxe mokasaresii KOMIIOHEHTHO-
ro cocTaBa Tena Z-scores )upoBoit Macchl (JKM), akTHBHOH Kiie-
toyHOoit Maccel (AKM) u Tomeit maccsl (TM) ¢ ncnonb3oBaHreM
komnbioTepHo# nporpammsl ABC 01-0362.

Pesyasrarsl. Y 60onpHbIx DKV, [umnTenbHO COOMONAOIINX TU-
erotepanuio, Me BAZ cocrasuna 0,02 [-0,55; 0,67], aTo cooTBeT-
CTBOBAJIO CPEIHEBO3PACTHBIM MOKA3aTeNsIM (DH3UUECKOTO Pa3BUTHS,
n30bITOYHAs Macca Tena Obia BeisiBieHa y 4 nereit; Me HAZ Obua
B nipezaenax Hopmsl 0,28 [-0,532; 0,595], npyu 3TOM HU3KOPOCIIOCTh
omnpezieneHa y 1 peb€nka u Bbicokopociocts y 1 pedéHka. [Tokasare-
1 JKM, mermeanoi 1 AKM tena 6ompHBIX @KY cooTBeTCTBOBAIM
cpemHeBo3pacTHRIM BemmunHaMm: Z-score XKM 0,534 [-1,446; 0,198],
Z-score TM 0,82 [0,489; 1,204], Z-score AKM 1,14 [0,625; 1,382]
COOTBETCTBEHHO, YTO KOCBEHHO YKa3bIBAET Ha AOCTATOYHOE IOTpe-
OrieHre 1 yCBOGHHE MUILEBOro Oenka y 6oapHbIX DKY, cobnronato-
KX CHeHaIn3NpOBaHHY0 tueTy ¢ orpannyenneM A, Coxepxa-
Hre DA B CBIBOPOTKE KPOBH KaK INIABHOTO KPUTEPHS aJICKBATHOCTH
JIETOTEPAIHH OBIIO B IIpe/eNiax BO3PACTHBIX 3HAYEHHI U COCTAaB-
nsio 5,5 [3,8;9,7] mr/mo.

3akouenne. bonbubie DKV, crporo cobmonatomue runode-
HUAJIAaHUHOBYIO JUETY C UCKIIFOYCHHUCM B])ICOKO6CJ'[KOB]>IX Hu orpa-
HUYCHUEM HATYypPaJIbHBIX MPOIYKTOB MUTAHUS M MCIIOIb30BAHU-
€M CIIeIMAJIM3UPOBAHHBIX CMECE Ha OCHOBE aMHHOKHUCIIOT 0e3
DA, Ha MOMEHT 00CJIEIOBaHUS HMENH HOPMaJIbHbIE KOHIIEHTpa-
i GA B KpoBH, OKa3aTeny GU3NIECKOTO Pa3BUTHS U KOMIIO-
HEHTHOTO COCTaBa TeNa, YTO YKa3bIBaeT Ha aJeKBaTHOCTb U 3(-
q)CKTI/IBHOCTb AUCTOTEpaIInuu.



