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AKTyanbHOCTH mnpodiaembl. Hapymenuss (QyHKIUM TOHKOM KHMIIKM SIBIAIOTCS OJHOW W3
aKTyaJlbHBIX MpoOieM nexuarpuu B LleHTpanbHO-A3naTckoM pernone. OcoOEHHO CIIOXKHBIM SIBIISETCS
BOCCTAaHOBUTEJIbHOE JICUEHHUE JIeTel ¢ HapylIeHHEeM MUTaHUs, SBIIIONIErocs mpuyuHoil Oosee 50%
JETCKOIM CMEPTHOCTH. 3HAUMMOCTh JAHHOM MPOOIEMBI OIIpEIeNIIeTCS TEM, YTO 3a00JIeBaHUS KUIIIEUHHKA
SABJISIIOTCSL XPOHMYECKUMHM, CO CKJIOHHOCTBIO K PEIMIUBHPOBAHUI0O W (POPMUPOBAHUIO TSKEIBIX
paccTpoiCTB OOMEHa BEUIECTB C pa3BUTHEM CIIOXKHBIX HapylleHUH QYHKIMA Bcell CHCTEMbI
nuuieBapeHus. Cpey NpUUMH UX Pa3BUTHSI CYLIECTBEHHYIO POJIb UIPAIOT S3H3UMOIIATUM TOHKOM KHIIKH,
OTJIMYAKOIINECH JUIMTEIBHOCTBIO TEYEHUS, CKIOHHOCTBIO K PELUAMBUPOBAHUIO, CPEIU KOTOpax
HanboJiee HEOIArONPUATHBIM B IIPOTHOCTHYECKOM OTHOLICHUH 3a00JI€BAHUEM SIBJISIETCS LIEITUAKHA.

Hesasb uccaenoBanusi: Ha OCHOBaHMM KOMIUIEKCHOTO HCCIEIOBAHMUS H3YYHUTh OCOOEHHOCTH
KJIMHUYECKOTO TeUSHHsI LieIMakuu y ietei ot 1 rona o 14 ner.

MarepuaJjbl 1 MeToAbl ucciaenoBanus. [lon HamuM HaOMOIEHUEM HAXOAUIUCH 22 IeTel B
Bo3pacte oT 1 rona 1o 14 net, obparuBirecs ¢ MoATBEPKAEHHBIM THarHO30M LEIUAKUU B TOTUKIMHUKY
kHUKA TamlIMU. U3 aux 27 neBouku, 33 MaJIbUUKH.

[Tpu o6cnenoBannM OONBHBIX JeTell ObIJIO 0OpalleHO BHUMAHUE HA T€YeHUE 3a00JIeBaHUs, €ro
JTABHOCTb, HAa HACIEJCTBEHHYIO OTSTOLIEHHOCTh, IE€pPEHECeHHbIe 3a00JieBaHMs, Ha TEUeHHE U
MPOAOJDKUTENFHOCTh JAHHOTO 3a00JI€BaHUS.

Pesyabratel uccaenoBanms. Y 15(67,2%) pereld nmarHocTHpoBaHa TUNHMYHAs (opma
3a00JIeBaHMsl, OCHOBHBIMH CHMIITOMaMHU KOTOpPOW OBIIM OOWJIBbHBIM, 3JI0BOHHBIN, CBETIBIA WU
Pa3HOLBETHBIN, PHIXJIbIN, NEHUCTHIA MM TJIMHUCTBIN, MJI0XO OTMBIBAIOIIMKCS cTyn 3 U Oojee pa3 B
CYTKH, XpOHHUYECKas JAuapes, yBeIUUeHUE OKPY>KHOCTH KHBOTA, 00U B )KMBOTE, CHU)KCHUE alNETUTA,
OTCTaBaHHE MacChl Tela, HapylIeHHe SMOLHMOHAIBHOTO craryca (pa3fapaKUTeIbHOCTh, arpecCHBHOE
MOBEJICHHE, HECTTIOKOWHBIN COH).

Atunuunas gopma 3abonieBaHusi ycraHoBieHa y 7(32,8%) OonbHBIX. Y HUX pa3BHBAJIHCh
TsDKeJNble BTOPUYHBbIE METab0JIMUYecKrue HapyIIeHHs, KOTOpble BBIXOJWINA Ha MEPBBIM IJIaH, MAaCKUPYs
CUMIITOMBI OCHOBHOTO 3a0ojeBaHMs. Yalle BCero OHHM BbIp@XaJIHCh HapyIIeHUsMHU (ochopHO-
KaJbIIMEBOr0 OOMEHa C Pa3BUTHEM TSKEJOro paxUTONoJ00HOTO CHHApoMa, Jedopmanuel KOCTeH,
001 IMH B HOTaX, HU3KOPOCIIOCTBIO U aHEMUEH.

BeiBoabl. Takum 00paszom, cpean 00JIbHBIX MpeoOanany aetu B Bozpacte 4-6 set (40.9%), uto
CBUJIETEJICTBYET, C OJJHOM CTOPOHBI, O HECBOEBPEMEHHOM BBISBIEHUH U JICUCHUM MAaTOJIOTHYECKOTO
mpoliecca, a ¢ Apyroi, o0 yCusieHHON Harpy3Ke TIF0TEHCOIEPKAIMMU TPOIYKTaMH B 3TOM BO3PAaCTHOM
nepuoie.
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